MOJIEKYJTAPHASA
BEVNOJ10I NA

[

BEVOJTI0I MHECKAA



B.W. 'mgpaHoBnu
A.B. 'magpaHoBuny

MONEKYJIAPHAA
BNOJ10OI N
N BUOJTOF UHECKAA
XMWUH

Y4yebHOoe nocodune

2006



YK 577.2(075.8
6 2807(# »28072.0»73
46

ABTopa noxH Qranonrreckx Hayk, mpodeeccop | U 1 1HApuHAwn, dhan J1./ | Hipaveniy

PCMeHXHNT ipopmop »bl yuye6HOI paboTe H MeXAYH O AKbIbI c U TU, neciywieufi kadeapc/l bl3uxu M KNWBMB-
cxofd 6ur/enmun YO «BIFMY» fokTop 6Monornnockmx Heyk, npodeccop MK) KosceB&nwa; AELHIT M -
aHMMM YO «bl Y MM. 11 M Muwwcp»**» bl W w M * fiwuiioi KucckHx uny* |1 KO | cpmancumn™

Yue6Hoe nocobue «MonekynspHas ~nc*orHs M 6Monornyeckas XHUms-
nonroToukno »l OCIOIUKIIMM bl110«\>/1C/11CI0 CrMArA MpcHOAaBAHUA »& 6**0n0O1UMC-
cxobl thaky nbTeTe YO «BI'Y um I1.M. Mawwcposu» 110 cnewnnblwioTw: «bumsra*un*
N XuMuam. «FeorpathH* H 6mMenorH*»* «B&jieoiioiv*w. «Khojoihi n oxpaHa npupo-
Abl» (040). MaTepuan ON0OXeH C y4eTOM HOBEALLMX ALILIBIX U COHPCLUANCBIX TCO-
PCUNCCKUX NMpeACcTaBNeHN C NPOT*CCCAX XKMUaHCACETCNbIIOCTY

MpeHasHaueHo 4, cryaedrmos CHOMOrKIICC3av0 (aKybTETa.

BRI

ClHaviufi.l™ MmopbicanA ft. Ne
o%ymj LM M’Jﬁ'?pon*.m



OFrMABNEHWE

BBEOLUUE ...

Ponb monekynsipHoii CM0oA0TU 1 61MONOrnMUccKoK xmmmm B cuc-
TCMC 6M0/10THECKOT0 06PA30BAHMUS......evveveeeeeeeieeeieie et

1. XUMNYECKWUIA COCTAB XXMBbIX OPFTAHN3MOB
2. BONOIMMYECKAA POJIb BOADbI ...

3. MPNPOA! IbIE MEMTUABI BENMKW.....c.oiebe
3.1. TTPUPONTIMC MEMTULB . smnne e
3.2, BENIKUN (MPOTEUHBI)...eceeeireeeeie e esdoeee e s afihue et nen

4 11YKNENIKOBBIE KUCOTDBI....c.oiis i
5. PEPMEHTDBI (B113UIMDBI)...c.coiiiiiiiiiciie i it
6. BUTAMUIHDI ...t
7. OBME11BELLUECTB VN QHEPT UWN...oec..oiicce
8. UMKJT TPUKAPBO! FOBBIX KUCTTIOT ...
9. METABOJIN3M YTJIEBOLOB ...
10. METABOJIN3M NTUTTULOB........ccooiiiice e
11. OBMELI1BEJTKOB..... ..ot
12. METABOJIN3M HYKJTEN1 FOBbLIX KNCOT ...
13. MHTELCPALA METABOJTN3MA. ...
14. TOPMOHDBL......coi s
TIUTEPATYPA ... s



BBEOEHWE

Ponb MoneKynsipHo 6Monorum n 6MonornyYecKomn XMmmm
B cucTemMe 6M010rMyecKoro o6pasoBaHus

CoBpeMeHHast MOeKynsipHas 61Monorus 1 6UOXMMUA BXOAAT B eNHbII
KOMMNIEKC B3aVMOCBS3aHHbIX U TECHO MNepenseTeHHbIX Mexay coboil pasge-
NOB COBPEMEHHOI0 eCTECTBO3HAHWS, HAXOAATCA Ha CTbIKE Pa3/INYHbIX HayK U
ABMIAIOTCA BaXKHbIM WHCTPYMEHTOM aHanuM3a MHOrMx npobnem  6uonorun
(6rioxmmmueckoi aganTaLumm, 3KOOrMKM, 0XpaHbl MPUPOLbI W' Ap.), CBA3aHHbIX
C MnpoLieccamu XXn3HefeaTebHOCTW. MPOBECTU YeTKME TPaHnLbl MeXxay mose-
KynApHOIA 61onorveid, 6UOXMMmeid 1 CMeXHbIMW HayKamu, TakuMm, Kak qu-
31M0/10TMA TEHETUKA, LUMTONOMMA WU Apyrue, LOCTaTOYHO CAOXHO, T.K. Y HUX
06LMe 06bEKTHI MCCNEA0BAHWIA, HO pa3/IMYHbIe MOAXOALI U METOAb! 13Yyye

Moniornyeckas XMMmNa Kak camocToATe/IbHas Hayka chopMmpoBanachb
Ha py6exe XIX n XX ctonetwii, nozgHee MUKW, Xumuu n Qranonorum
Ofnako 3a4aliy BUOXMMUYECKNX 3HAHUI BXOAAT CBOMMU KOPHAMMU B rny6o-
Kyl0 ApeBHOCTb. C He3anaMATHbIX BPEMEH /04N UCMO0/b30BaNN 6UoOXuMnYe-
CKVe 3HaHWs Npu NpUroToBneHMn xneba, cbipa, BUHa U T.4. [NaBHON npuun-
HOW CTaHOBNEHMA BMOXMMUMN KaK HayKW ABMIOCH NPU3HaHWe TOro (akT  uTo
NPOLECChI XXMN3HEAEATENIbHOCTU 06YC/IOBNEHbI ABMIEHUAMU, KOTOPbIE MOXHO
06BACHUTL HA OCHOBE TOYHBIX HAYK - XUMUW U (PU3NKK. TTpesnonoxeHns o
PO/ XMMUYECKMX MPOLLECCOB B XXM3HW-Yen0BeKa OblNN BbliCKa3aHbl BNepBble
B XVI Beke natpoxumukamu . (T. Flapauensc). TepMUH «BMoxumus» npeg-
noxeH B 1903 r. K. Helibeprom.

Bronornyeckas XnMus usyvaeT XMMUYECKMNIA COCTaB BeLLecTB, cogep-
XaLUXCH B XMBbIX OpraHu3max, Ux CTPyKTypy, CBOWCTBa, MecTa lokKanusa-
uun, o6mMeH BellecTB (MeTa6onmn3m) n aHeprum (6MO3HepreTUKy), aTo XMMUA
XXMBOW MaTepmm 1.0Ha TECHO CBA3aHa C OAHOI CTOPOHbI C XMMWENA, B NePBYHO
oyepefb C OPraHNYecKon, a ¢ Apyroi - ¢ 6uonorveid. YcnoBHo ee fensT Ha
Tpu pasgena. Ctatmueckas 6MOXMMUA U3ydaeT XMMWUYECKUI COCTaB XXMBbIX
OpPraHn3MoB, AMHaMuueckas 6moxmmmsa  06MeH BeLLecTB U 3Hepruu, yHK-
LMOHaNbHaa 6uoxumnsa nccnegyet 06MeH BeLLeCTB ¥ 3HEPrUM BO B3aWMOCBS-
31 C QyHKLMAMN OPraHoB W TKaHei.

CoBpeMeHHas 61OXMMKA 6asMpyeTcs Ha 3HAHWSAX HeopraHMyeckow, gn-
3MUTCKOM, HANMTUYECKOW N OPraHNYeCcKOoin XMMUN 1 B BUOXMMMUYECKUX 1CChe-
[0BAHMAX LUMPOKO MCMONL3YIOTCA PU3NKO-XUMUYECKME METOAbI WUCCEeL0Ba-
HUW. M0o3TOMYy BMOXMMMA, C OJHOW CTOPOHBI, 3aHsANa 3aKOHHOE MEeCTO Cpeam
APYTMX XUMUYECKUX HAYK W 41 6UONOroB BUOXUMUSA UTPaeT Takyt posib, Kak
MaTemaTuka anis pusmkoB (P. BoxuHcku, 1987). C gpyroii CTOPOHbI, MOCKO/bKY
XXWBble OpPraHM3mMbl COCTOST U3 MOMIEKYA, TO BMOJIHE PasyMHOI 1 NPaBoOMepHOi
npesCcTaB/sAeTCs TOUKa 3PEHNS, COrNacHO KOTOPOi 61MONorns ecTb He YTO MHOE,



Kak XuMusa. Ho 3TO He 03Ha4aeT, YTo 6MOMOrMA NpefcTaBnseT coboii MpocTo
OAVH W3 pa3fenoB XvMKKW, NOLOGHO OpraHMYeckon, U3NYecKoin am Heopra-
HMYECKOW Xummuu. Mo cyLlecTBy 61MON0rUs - 3TO CBOEr0 poja Cynepxmmus, Ko-
TOpas BKNOYAET B ce6s TpagnLMOHHbIE 06/1aCTU XMMIM, HO B TO )Ke BPeEMS SIB-
nseTca 1 4em-To 60nbwmm (A. NleHnHmxkep, 1986).

Ha ocHOBe [OCTWXKEHWIN KnacCuyeckol BMOXMMUM BO3HWKIN HOBblE
HanpaBfeHus - 6uoreoxmmms, 6GMOOPraHNYecKas XMMUS, MOJEKYNApHas
6uonorus n gpyrne Haykn. MonekynsipHas 61Monorms n3yyaeT cnocobbl xpa-
HEHWst HacMefCTBEHHON MH(OpMaLUM N MexaHU3Mbl ee peanusauuu, Mcxoas
13 BaXHEWLINX 3afia4y, OHa AeNNTCS Ha MOMEKY/APHYI0 TeHETWKY, MOJEKy-
NAPHY GMONMOTUIO PA3BUTUS, MONIEKYNAPHYIO UMMYHOMOTUIO U T.4.

Ha ocHOBe [OCTMXKEHWIA KNAacCUYECKON BMOXUMUM N CMEXHbIX HayK
BO3HWK/M HOBbIE Hay4Hble HarpaBfieHWs, Takue, Kak 6ropusnka, 6noopra-
HMYecKas Xumus, GMOHeopraHnyeckas Xumnsa u ap. buoaorms cTpeMmTensHO
BbIXOAWT Ha MOJEKYNAPHBIV YPOBEHb.

MonekynspHas 6uonorua n 6Uoxumms NpeacTaBnAaloT coboi AWHa-
MWYHble, 6bICTPO pa3BMBatoLLMecs 06/1aCTV 3HAHWIA U CTOAT B PAJY BaXHeN-
LUMX ANCLMMNAVH B NO3HaHWM XWBOIW MaTepu. LieHTpanbHON Npobnemoii co-
BPEMEHHOI MOMEKYNIAPHON BUOMOTN U BUOXUMUN SBNSETCA U3YUEHNE:

- pacnpegeneHus 6UOMONEKY B KNETKax M BO BCEM OpraHU3ME;

- CBAA3M MEXAY XMMUYECKUM CTPOEHVEM 1 61MON0OTrMYeckoi hyHKUNEN;

- MyTei nepeHoca NHpopmaLuu;

- 06MeHa BeLLEeCTB 1 3Hepruu;

- 3BOMIIOLMM KaK BMOXMMMNYECKOF0:MpoLiecca;

- PerynsatopHbIX MEeXaHW3MOB M MEXaHU3MOB GMOXMMUYECKON afantauuu,
6narofaps KOTOpbIM KMeTKa W OpFraHn3M MOAAePXMBAIOT U KOHTPOAMPYIOT
CBOH XXMN3HEAEeATE/IbHOCTb.

B 3aBMCMMOCTU OT 06BEKTA MCCNEA0BaHMS GUOXMMUIO NOAPA3aenstoT
Ha BMOXUMMIO XMBOTHbLIX U YenoBeKa, OBMOXMMUID MUKPOOPraHW3MoB, 61o-
XVMUIO pacTeHwWii: B 3aBUCMMOCTM OT HanpaB/eHUs UCCNef0BaHWA Bblaens-
10T 061y 6UMOXVMMUIO, 3BONIOLMOHHYK GUOXMMUIO, TEXHUYECKYID 6GUOXM-
MU, MEJULMHCKYH OGMOXMMUIO, KOCMUYECKYHD Guoxumuio u T.4. Moneky-
nsipHas_6vonorns 06beANHAET 3TN HamnpaBIeHUS B e4UHOE LieNoe.

B Halle Bpems HenpepbIBHO BO3pacTaeT posib MOEKyNspHOW 61onorum
1 BUOXMMUK B BaXKHEMLUMX Clhepax YenoBeYecKoi feATeNbHOCTH, CBA3aHHbIX C
XXVUBOIA NMPUPOLOI —oXpaHe OKPYXKaroLLLel cpeabl, 34paBOOXPaHEHUN, CENMbCKOM
W IECHOM XO3SIACTBE, BUOTEXHONOIUM, MULLEBOI NPOMbILWIEHHOCTU. CerogHs
HEMBIC/IMMbI MO/IHOLEHHOE BMOOTrMYECKOE, IKOTOrMYECKOe, MeAULIMHCKOE, ar-
pOHOMMYecKoe 06pa3oBaHWe, MOArOTOBKA CMELMaiMCTOB MULLEBON MPOMbIL-
NeHHOCTK 6e3 00LLEeTeOPeTUYECKMX U NPOJECCHOHAIbHO OPUEHTUPOBaHHbIX
3HaHWUI N0 MOJIEKYNIIPHOA 61MOOrMKU 1 BUOXUMIK.

MonekynspHas 6uonorns n 6UOXMMNA UrpaeT BaXHYK ponb B op-
MVPOBaHUN HayYHOro MUPOBO33peHMs. MMpOBO33peHYECKOe 3HaUYeHMe 3TUX



OUCUMNAVH TPYAHO MEpeoLeHunTb, T.K. OHU Aal0T NPeAcTaBieHne, Kak XMMu-
Yeckuve 1 n3nYecKne 3aKOHbl NPOABNAIOTCA B BbICOKOOPTaHW30BaHHbIX CUC-
TemMax XXWBOI MaTepuu, 0 e4NHCTBE XXMBOIA 1 HEXMBOI MaTepum, O eanHCTBe
1 0c06eHHOCTAX MeTabo/M3mMa B XMBbLIX OpraHM3max, Haxogalmxcs Ha pas-
HbIX CTYMEHAX 3BO/MIOLMOHHOIO PasBUTUA.

B nocnefHue roabl MHOTVe pasgenbl MONEKYNSApPHOW 6uonorum un 6mo-
NOTNYECKOM XMMUMN 3aHANN AOCTOVHOE MECTO B Pa3MUHbIX LUKO/bHbLIX Kyp-
cax. 3T0 B CBOK o4epedb TpebyeT 6onee yrnybaeHHOM, GyHLaMeHTaIbHOM
NOLrOTOBKM CTYAEHTOB, ByayLwunx npenogasarenein 6uonorum.

1. XUMWYECKWNA COCTAB XXWBblIX OPEFAHW3MOB

XUMUYECKNIA 3/1eMeHTapHbI COCTaB >KHBbIX OpraHu3mos. McTo-
pua opraHMYyeckUX MONeKys cocTaBnset 6osiee NATY MUANNAPLOB NeT Ha3ag,
Korga He 6bi10 ConHua, 3eMan U gpyrux naaHeT Hawein ConHeYHow cucte-
Mbl. B To Bpems B rinybuHe Hawei Manaktuki (Bo3pact 10-15 munnvapgos
neT) yracna fpesBHAs 3Be3fga. wbenb cTapoii 3Be3fbl U ocnenuTenbHas
BCMbILLIKA CBEPXHOBOW 03HaMeHOBana BO3HWKHOBEHNE CONHEYHOM CUCTEMBI.
Mpu 37Ol BCMbIWKe 06pa30BannCh U BblaN BbIGPOLLEHbI aTOMbI, 13 KOTOPbIX
cocTont CoONHeYHas cCMCTeMa, BKAKOYad. 3eM1t0 U BCex ee obuTartenei.
BcrbILWKy CBEPXHOBOI M MosBfieHWe Ha 3eme Niofei pasgensieT 3axsaTbl-
BatoLlas uctopus obpasoBaHus OpFraHUYeCKUX MONekyn, Gnarofaps KoTo-
pbIM MOABMIACH XU3Hb Ha Halllel.nnaHeTe. B HacTosLLee BpeMA MOXHO Npo-
CnefuTb MyTb aTOMOB OT NPOCTENLLE OpraHMYecKolii MOMieKy bl MeTaHa fio
CamMoro COBEPLUEHHOr0 CO3AaHunsA - YesloBekKa.

XUMUNYECKNIl COCTaB TKaHEeN W XXULKOCTER XMBbIX OpraHn3MoB 4pes-
MEPHO CNOXEH, erousyyanu MmHorue yyeHole B XVII n XVIII ctonetuax. Bo
BTOpoii monoeuHe XVIII cTonetns A. JlaByasbe, uccrefys XUMUYECKMIA
3/1leMeHTapHbI/ COCTaB BELLECTB, BbIAENEHHbIX U3 PACTEHWIA U XXUBOTHBIX,
06paTn/ BHUMaHMe, YTO OHW COCTOAT U3 OFPaHUYEHHOTO YNCIA XMMUYECKUX
3/1eMEHTOB, B'OCHOBHOM M3 YeTblpex 3nemeHToB: C, H, O n N.

Bonblwoil BKNad B M3yUeHre 37eMEHTAPHOrO COCTaBa XXMBOW MaTepum
BHEC. BbIJAIOWMIACA YUeHblid, OCHOBOMONOXHWK OUOTreOXMMUN  aKaLeMuK
B-W. BepHafCKuiA, yCTaHOBMBLLNIA CBA3b MEXAY XMMWYECKUM COCTaBOM XU-
BbIX OPraHW3mMoB ¥ 3eMHO/ KOpOi. OH nokasas, 4To B COCTaB XMBbIX Opra-
H3MOB BXOAAT, rNaBHbIM 06pa3oM, Teé XUMUYECKME 3/IEMEHTbI, KOTOPbIE Cro-
CO6HbI 06pa30BbIBATL JIErKOMOABMKHBIE XUMWUYECKMe COoeAuHeHus. bnectsa-
Wwure ugen B./. BepHafckoro nonyuunu fanbHelillee passBuTue B Tpypdax
A.T. BuHorpagoBa, B.B. Koaibckoro, ®.1. bepeHLUTeAHa 1 pYTNX yUYeHbIX.

CerofHs HeT COMHEHWIA, UYTO XKMBas MaTepusi COCTOMT U3 TEX Xe XU-
MWYECKMX 3/IEMEHTOB, YTO W OKpYXKatolaa Hac Hexwusasa npupopa. OfHako,



cneflyeT OTMETUTb, YTO U3 COTHU XUMUYECKUX 3N1IEMEHTOB, 06HAPYXeHHbIX B
3eMHOI1 KOpe, B COCTaB XMBOI MaTepun BXOAAT AaNEKO HE BCE 3/IEMEHTHI.

B coCTaB XVBbIX OpPraHM3MoB B 60/IbLUMHCTBE Cly4vaeB BXxoauT 15-16
XUMUYECKNX 3M1EMEHTOB U ewle 8-10 3/1eMeHTOB 06Hapy)XXeHO TO/bKO B On-
pefeneHHbIX opraHuM3aMax. XXuBoe BeLLeCTBO MO XUMWUYECKOMY 3/1eMeHTap-
HOMY COCTaBy OT/IM4aeTCA OT IMTOCKEPbI U aTMOCHepbl U 3TO CBUAETENLCT-
BO TOrO, YTO HE BCE XMMWYECKUNE 3IEMEHTLI NPUIOLHbI A5 MOCTPOEHUSA MO-
JIeKy/, BXOAALLUX B COCTAB XMBbIX OPraHu3mMoB.

B »MBbIX opraHu3max Havbonee yacto BcTpeyaroTcs 11 XMMUYECKUX
anemeHToB (99,9% BCex aTOMOB Tefa), BXOAALWMX B COCTaB "BaKHEMLLNX
OGMOXUMUYECKNX COEAMHEHMI N NOAAEPXKMNBAKOLWMX 3NEKTPONUTHbIN BGanaHc
TKaHel opraHusma. 'naBHbIMK BMOreHHbIMU 3neMeHTaMm aBastoTes H, O, N,
C, P 1 S. N3 3TUX XMMNYECKUX 3MIEMEHTOB COCTOAT OCHOBHbIE OpraHuyeckue
COeANHEHUS, Takne, KakK 6enKku, yrneBofbl, HyKNeMHOBbIE KUCAOTbI, TMNuabl
N Apyrue coegmnHeHus, obpasytoLine XnByo Matepuio. Hapagy ¢ gpyrumu
XUMUYECKUMM 3/IEMEHTAMK, Takue 3nemeHThl, Kak Na, K, Ca, Mg un Cl, B
XKUBOW Npupoje NpefcTaB/eHbl, rNaBHbIM 06pa3oM, B BUAE LIEN0ro psga He-
OpraHM4ecknux COeAVMHEeHWI  BOfpI, COMell aMMOHUS, KapboHaToB, Cynbda-
TOB, OPTO- M NMPOGOCHaTOB, KOTOPbIE MOAGAEPKMBAIOT 3NEKTPONIUTHbLIN 6a-
NaHC XMAKOCTEN 1 TKaHel opraHn3ma.

CnepfyeT OTMeTUTb, UTO B XKMBbLIX OpraHu3Max B HaMb0o/IbLLEM KOMNYeCT-
Be BcTpeyatotca H, O, N, C. B 60MBLINHCTBE KIETOK COAEpPXKaHWe 3TUX afe-
MEHTOB COCTaB/sieT 0K0M0o 99% mnx.Maccobl. OTHOCUTeNnbHOE cogepxxaHe C, H n
N 3HauMTeNbHO BbILLE B )XMBOM OpraHu3mMe, Yem B 3eMHOI Kope. B 3eMHOI Ko-
pe cambIMy pacnpocTpaHeHHbIMM afiemeHTamu aBastoTes O, Si, Al m Na.

To, yto H, O, N 1 C.oka3asmcb Hambonee NogxoaAWMMK ans ob6paso-
BaHMA XKMBOW MaTEPWM -1 BbIMOMHEHNA OGUONOTMYECKUX (YHKLUIA, MMeeTCS
HECKO/IbKO NpuyuH. Bo-nepBblX, 3TU 4eTblpe 3nemMeHTa 06nafat0T OLHUM
06LMM CBOWCTBOM: OHW. N€TKO 06pa3ytoT KOBaNEeHTHbIE CBA3W NyTem 0606-
LLEeHWsA 3NEKTPOHOB. [INA MOMHOr0 YKOMIMJIEKTOBAHUA BHELUHUX 3/1eKTPOH-
HbIX 060/104eK 1 00pa3oBaHNs KOBaJIEHTHbIX CBSi3ell BoAopofy Tpebyetcs
OVH, KACNOPOAY —£Ba, a30Ty TPW U Yrneposy —UeTbipe 3/IeKTpoHa. Kpo-
Me TOro, OHW MOTYT Nerko pearvposaTb APYr C APYrOM, 3ano/HAs CBOU
BHELIHNE 3MeKTPOHHbIe 060104KUN. Tpu K3 3TUX anemeHToB —C, N 1 O cno-
COBOHbI K 06pa3oBaHNI0 He TOMbKO OAMHAPHbIX, HO U ABOMHbLIX CBA3El, UYTO
BefleT K pasH006pas3nio XUMMNYECKNX coefuHeHni. CoeanHEHNS C TPONHbIMI
CBSI3SIMW B XXVMBOI NMpUpOAE BCTPEYAlOTCA CPaBHUTENbHO PeaKo. Bo3aMoXHO,
YTO XMBble OpraHu3Mbl BbIGpasy 3T camble Nerkue Yerbipe afnemMeHTa n3-3a
CNocobHOCTM 06pa3oBaHMsi UMW MPOYHLIX KOBAIEHTHbIX CBS3€i, TaK Kak
NPOYHOCTb KOBA/IEHTHOW CBS3UW 06paTHO MPOMOPLUMOHabHA aTOMHbLIM Mac-
cam aToMoB, 06pasytoLLINX 3Ty CBA3b.

YHUWKa/IbHON 0COBEHHOCTHI0 aTOMOB Yr/iepofa sBAseTcs UX cnocob-
HOCTb B3aVMO/eiiCTBOBaTb APYr C APYroM C 06pa3oBaHMEM CTabUIbHbIX KO-



BA/IEHTHbIX YINepos YriepoAHbiX cBA3eid. ATOMbI yriepoga Ans 3anofHeHus
BHELLUHEro OKTeTa MO/YT NPUCOEANHATL UAN OTAAaBaTb YETbIpe 3NeKTPOHa, U
KaXXAbli aTOM MOXEeT 06pa30BblBaTb KOBa/€HTHbIe CBSA3N C YeTbipbMs cebe
noflobHbIMK aTomMaMu yrnepoga, co3jaBas OCHOBY 6ECUMCNIEHHOro MHOXe-
CTBa OPraHWYecKknx coeauHeHuii. CnapeHHble 3M1eKTPOHbI 06pasytoT TeTpa-
3[,pUYECKYI0 KOH(UTYpaLMIoO BOKPYT aToMa yriepoja, B pesynstaTe Yero op-
raHMYeckne COefMHEHWS 06NafaloT PasIMYHOA TPEXMEPHOW CTPYKTYPOIA.
Hvikakune gpyrvie XMMuUyecKkue anemeHTbl, KpOMe yrfiepoja, He MOryT co3fa-
BaTb TaKOro MHOroo6bpasns CTabu/ibHbIX MOMIEKY/ 1 C TaKUM pa3Hoo6pasnem
(OYHKLMOHANbHBIX TPYNM.

KpeMHW1 nMeeT WKpoKoe pacnpocTpaHeHWe y HEKOTOPbIX TUMOB Op-
raHM3MOB - PacTeHui, rybok v MoAMCcKoB. Tak, u3 Si02 cocTomT ckenet
0[JHOKNETOUHbIX AMaTOMOBbIX BOAOPOC/EN, Y MONKOCKOB OH COCTaB/seT oc-
HOBY 3y6L0B. B HebO/bLIOM KOMMuYecTBe KPEMHWIA HaxoauTcs B Xpswax u
CBA3KAX >XMBOTHbIX U YE/IOBEKA.

ATOMbI KPEMHUA MOTYT COeAMHATLCA APYF.C APYrOM KOBaleHTHbIMU
CBA3AMMU, OAHAKO CBA3W KPEMHWIA-KPEMHWIA HECTa6V/IbHbI B MPUCYTCTBUN KN-
cnopofia. B atux ycnosusx o6pasyroTca CUIUKaTLl M HepacTBOPWMbIE MOMW-
Mepbl AUOKCMAA KPEMHWS, Hanpumep, Keapl. W xoTa kpemuuii B 150 pa3
yalle BCTpeyaeTCs B 3eMHOI KOpe, MO CPaBHEHWUIO C YTepofOoM, OH He cTan
0CHOBOW 6MOMOJIEKY/T, 8 OCHOBOW CTan yrnepos, YTo MOXHO 06bACHWUTL ero
TaKnMMM XUMUYECKUMMN CBOWCTBaMU, Kak CTabubHOCTbIO YTr1epoaHbIX Lieno-
YeK, LIMKNOB 1 pacTBOPMMOCTbLIO AMOKCUAA.

PopMUPOBaHME XMMUYECKOrO COCTaBa XXMBbLIX OPraHM3MOB B 3Hauu-
TENbHOI CTENeHW Onpeaensnocb COAepXaHMeM XUMUYECKUX 3/1EMEHTOB B
MwupoBom okeaHe. Tak, 913 11 aneMeHTOB, HaMbonee YacTo BCTpeYatoLLnX-
CA B XWBOW MaTepuu, ABAAIOTCA CaMblMW PacnpoCTpaHeHHbIMU B MOPCKOIA
BoZie. TOMbKO yrnepod 1 hocdop, BaXHeALW e KOMMOHEHTbI 61010MMYeCKUX
MoneKyn, cnabo npeAcTaBneHbl B MOPCKOW Boge (Tabn. 1.1). 3To MOXeT
6bITb NOATBEPXKAEHNEM TUNOTE3bI O BO3HUKHOBEHUW XXN3HW B BOAHO cpefe.

B cBoe<Bpems. B.M. BepHaackuii u A.l. BMHOrpagoB nonaraiu, 4to
XWBOE Ha 3eMJIe COLEPXMT BCe 3/IEMEHTBLI KOCMOCA U 06HapyXeHue ux B op-
raHu3max . flefio BPeEMeHN 1 TEXHUYECKOro Nporpecca B aHaIMTUHECKOR XK-
MuUM. B 3TOM acnekTe, paccMaTpuBas XMMUYECKWIA 31eMeHTapHbIN COCTaB Xu-
BblX OPraH1M3MOB, BO B3a/MOCBA3M C XMMWYECKUM COCTaBOM 3eMHOW KOpbl U
MupoBOro OKeaHa, cnefyeT OTMETUTb KOCMUYECKOEe 06une 61031eMEHTOB.

Haunbonee pacnpoctpaHeHbl (N0 OTHOLIEHUWIO K yrniepody) Bo BceneH-
HOVi Takune 6noanemeHThl, Kak C, H, O n N (1abn. 1.2). 3atem cnegytot: Mg -
0,29; Si- 0,27; Fe 0,14; C a-0,018; N a-0,013; K 0,0017; Cl - 2,8 -KI'4
Ha aTom yrnepoga. CuutatoT, 4yto Hanmume C, H, O, N, P n S Ha Heb6eCHbIX
Tenax ABNANOCL U ABNAETCA OCHOBHLIM YC/NOBMEM 3BOJTIOLMY BUONOTMYECKUX
MOJEKY/ Ha 3emne.



Tabnuua 1.1

pacnpegenieHne XMMUYECKNX 3/1EMEHTOB B 6MONOrMYECKNX CUCTEMAX
(konnyecTBo aToMoB Ha 100 GO0

" OpraHusm
ONnemMeHT ATOMHbIN No  3eMHas Kopa OkeaH 4EOBEKA

H 1 2,882 66,200 60,562
C 6 56 14 10,680
N 7 7 <1 2,440
(0] 8 60,425 33,100 25,670
F 9 77 <1 <1
Na 1 2,554 290 75
Mg 12 1,784 34 n
Si 14 20,475 <1 <1
P 15 79 <1 130
S 16 33 17 130
Cl 17 11 340 33
K 19 - 1,374 6 37
Ca 20 1,878 6 230
V 23 4 <1 <1
Cr 24 8 <1 <1
Mn 25 37 < <1
Fe 26 1,858 <1 <1
Co 27 1 <1 <1
Ni 28 3 <1 <1
Cu 29 1 <1 <1
Zn 30 2 < <1
Se 34 <1 <1 <1
Mo 42 <1 <1 <1

| 53 <1 <1 <1

CogepxxaHue yrnepoga B kocmoce 6osee yem B 1000 pa3 npesbIwwaeT
cofiep>kaHne 3TOro 3femMeHTa B 3eMHOW kope. OTHOCMTENbHOE COAepXaHue
a30Ta B'3eMHOI KOpe elle MeHblUe, 4eM B KOCMOce. Huskoe cofepxkaHue yr-
nepofa v feduumnT a3oTa B 3eMHOI KOpPe CBA3aHbI C UX YNeTy4nBaHWeM B BU-
ne CB,, CH6 H2XC=0, CO, C02 HCN, N2 nnm NH3 BMecTe ¢ NepBUYHOIA
aTmocepoii 3emnu.

CopepxaHue knucnopofa (Mo OTHOLLEHWIO K YI1epoy) B 3eMHOI Kope
Ha 2—3 mopsfKa Bbile, YeM BO BceneHHON B Lenom, OAHaKo OTHOLUEHUe
O/Si npu aToM coxpaHseTcs 6e3 CYLUECTBEHHbIX Pasnuyuit. 3TO CBA3AHO C
TeM, YTO KMUCNOPOJ C 60/bLIMHCTBOM METafIoB M HEMETA/0B, B TOM yucne
1 C KpeMHMeM, 06pa3yeT HeneTyune 1 TepmMocTabunbHble OKCUAbI.



Tabnuua 1.2

OTHOCMTENbHOE CofiepXKaHe XMMUYECKNX 3/IEMEHTOB BO BceneHHo,
B aTMoctepe ConHua 1 3eMHOI Kope
Yucno atomMoB Ha 1 atom yrnepoja

ONEMEHTHI B aTMOC(*)epe

Bo BceneHHoin B 3emHoli Kope

ConHua

H 9200 51000 52

C 1 1 1

N 2.1 21 0,11

o) 3,7 2,8 1,09

P 0,001 Hu3skoe 1n3koe

S 0,11 0,43 0,61
H/O 2500 182 4,7 10z
C/Si 3,8 1 2,7- 103

Mo KOMMYECTBEHHOMY COJEPXXaHWI0 B.OKMBOM BELLECTBE XMMWUYECKME
3NEMEHTbl  [enaT Ha MakpoaneMeHTbl. (>0,001%) ©“ MWUKPO3NEMEHTHI
(<0,001%), oTAENbHO BbIAENAAOT FPYMMNy-0praH031eMeHTOB (61M031EMEHTOB).
OnpefeneHHbI UHTepec AN BMOXUMMKOB, (DM3MONOrOB, 3KOMOrOB Npej-
CTaBnfeT Knaccugpukauus no BOMOMOFMYECKOR pOMM 3N1eMEHTOB, COFNacHo
KOTOPOW X JenaT Ha Tpu rpynnbl;

1) opraHoanemMeHTbl, Unu 6uosnemeHTsl, - H, O, N, C, P, S;

2) )XU3HEHHO HeobxoguMble (6noTnyeckune) snemeHTol —Ca, P, K, Na,
Cl, S, Mg, Fe, Cu, Co, Zn, Mn, Mo, I, Se;

3) BeposATHO Heo6xoaMMble anemeHTbl - F, Si, Ti, V, Cr, Ni, As, Br, Sr, Cd;

4) 3aneMeHTbI C Masiou3yyeHHO ponbio - Li, Al, As, Sn, Pb, Bi n gpyrue.

VmetoTcs n fpyrve Knaccuukaumy, Hanpumep, no pacnpefeneHunto
3/IEMEHTOB B OpraHax M TKaHAX. Bce OHW OTHOCUTENbHbI U UMEIOT onpefe-
NeHHOe 3HaYeHne 419 CneLnanncToB pasiMyHbIX 061acTeit 3HaHWA.

Buoreoxumumyeckme nNpoBUHUUM 1 3HAeMUK. B npouecce aBonoLun
opraHn3Mbl afanTpPoBannCh K OnpefeneHHOMY XMMUYeCKOMY COCTaBy Cpe-
[bl-06UTaHMs: MoyBa, pacTeHUs U OpPraHM3M >XMBOTHOMO ABMAKOTCA Hepas-
PbIBHO CBA3aHHLIMU 3BEHbAMMW €AUHON MUFPaLMOHHON Lennu. 3T0 06yCn0Bu-
No, C OAHO CTOPOHbI, pa3Ho06pasne XMMUYECKOro cocTaBa (hiopbl U (hayHbl,
a C Apyro - onpefennno MOBbILEHHYH YYBCTBUTENbHOCTb OPraHU3MOB K
M3MEHEHWAM KOHLLEHTpauuii B cpeje TeX UM UHbIX 31EMEHTOB. Tak Kak co-
CTaB NOBEPXHOCTY 3eMAMN HEOAHOPOLHBIA, 06HapyXmMBatoTca obnactu ¢ no-
BbILLEHHBIM WM MOHWKEHHBIM COAepXaHneM TeX WU UHbIX XUMUYECKMUX
3NeMeHTOB. M36bITOK MM HeJoCTaTOK ONpedeneHHbIX 31eMEHTOB Bbi3blBaET
pasnMyHyto 6MONMOrNYECKYHO PeakL o CO CTOPOHbI MECTHOW thiopbl 1 ay-
Hbl. Takne 061aCTM NOMYYUNU Ha3BaHWe BMOreOXMMUYECKUX MPOBUHLIMIA.
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B Hawweii pecny6nuke MMeeT MeCTO HeOCTaToOK iofa, kobanbTa, Meam (0co-
6eHHO B 30He 60/10T), ceneHa.

Buonornyeckne peakumm opraHM3MoB Ha M3MEHEHUe reoXMMUYECKNX
(haKTOPOB MOTYT MPOSABAATLCS B CAefYOWMX (hopmax:

- npucnocobnexue;

- obpa3oBaHuWe HOBbIX pac, BUAO0B, NOABUAOB;

- 3HAeMunyeckue 3a60neBaHUS;

- YPOACTBA M rMbefb XXUBOTHbIX, KOTOPbIE MPOABASIOTCA NPU PE3KOM HefoC-
TaTKe UK n36bITKe Kakoro-nnbo aneMeHTa B cpee.

Tak, HanpuMep, HefOCTaTOK oaa MPUBOAMT K 3a060MEBaHMIO XKNBOT-
HbIX W NOfeN 3HAEMUYECKMM 3060M. HU3KOoe coaepXkaHue B NuLLe ceneHa
BbI3bIBAET OE/IOMBILLEYHYO 60ME3Hb Y XUBOTHbIX, 3KCCYAATUBHBbIA AnaTes y
ubinnAT, 60ne3Hb KellaHa M 3HAEMUYECKYH) KapAWOMMONATUIO Y NoAeil.
M36bITOK Xe cefieHa B NOYBaxX M pacTeHUsAX NPUBOAUT K PasBUTUIO LLEI0Y-
HOW 60Me3HK, B pe3ynbTaTe BbITECHEHWS Cepbl M3 OpraHu3ma. OnucaHo no-
SIB/IEHNE 3KOTWMNOB PacTEHWI Ha MOBbILIEHHOE COAEPXaHUE OTAENMbHbIX XU-
MUYECKMX 3/IEMEHTOB.

B >XMBbIX OpraHusmax Hab/toAaeTcs ONPeAeneHHbIn CUHEPTU3M U aH-
TaroHM3M Mexzay XUMUYecKUMW sfnemeHTamu. Hampumep, Takme XuMmude-
CKue anemeHTbl, Kak K, Na n C1; Cu, Mn uke; Zn, Mn n Mo; P, S, Mn, Cu, |
n Co ABNAOTCS MeTaboMUYeCKUMN CUHeprucramu. Takue anemMeHThl, Kak Se
n S; Zn, Mn, Cu, 1n Ca; Na, P, Ca, K, Fe, Co, Mo n Zn sBnatoTca mMmeTabo-
JINYECKUMWN aHTaroHUCTaMu.

CuHeprucramMmy cUATalOT Takue 3M1EMEHThI, KOTOPble B3aMMHO CMOCO6-
CTBYIOT abcopbumm Apyr Apyra B NuLleBapMTeNbHOM TpakTe U B3aMMOAEeRCT-
BYIOT B OCYLLECTB/IEHNM KakKOro-nMbo npouecca Ha KIETOYHOM WU TKaHe-
BOM ypoBHe. K aHTaroHucTam OTHOCAT 3/1eMEHTbI, KOTOpPble TOPMO3AT ab-
copbuuio apyr gpyra B nuiieBapuTesibHOM TpakTe M OKa3biBalOT NPOTMBOMNO-
NOXHOe AelicTBUE Ha BMOXUMMNYECKME NPOLLECCHI B OPraHn3Me.

B oT/Mune 0T CuHEeprvuama, KOTopblii Yale BCEro ObiBaeT B3aVIMHbIM,
aHTaroHM3M MOXET ObITb 060I0AHbIM U OLHOCTOPOHHUM. Tak, P u Mg, Zn un
Cu B3aMMHO TOPMO3AT BCacbliBaHWE ApYyr apyra, a Ca yrHertaer BcacbiBaHWE B
Xenyao4HO-KULLEYHOM TpakTe Zn u Mn, HO He Hao60poT.

MoneKynsipHbIli cocTaB XXMBbIX OpPraHW3mMoB. Bce XunBble opraHms-
Mbl COCTOSAT U3 TEX XX& aTOMOB, YTO U HexuBasa matepus. XvMUYeckue sne-
MeHTbl 06pasyloT HeopraHU4Yeckue W ClI0XKHble OpraHuyeckue MOJEKYb,
MHOTMEe 13 KOTOPbIX HEe BCTPEYAlOTCA B XKMBOW MPUPOAE U UX MPOUCXOXAe-
HWe SBNSeTCA 3arafKoil. B 3Toi CBA3W CnefyeT HECKONbKO CI0B CKasaTb O
He6UOreHHOM MPOUCXOXAEHNM HEKOTOPbIX BMOMOTMYECKNX MOMEKYI.

ATMOcepa oHOI 3eMIn cofiepXKana MeTaH, aMMMak 1 napbl Bofbl A0
MOMEHTA OCTbIBaHMSI 3eMHOI KOpbl U 06pa3oBaHMS MEPBUYHBIX OKEaHOB.
TpyLHO NpeAcTaBUTL, YTO 3eM/1A TeX BPEMEH MpefcTaBnsna coboii OKeaH U
6e3>KM3HEHHbIe CKaslbl, packansemble cusiHueM monogoro ConHua. MN3nyue-
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Hue CofHUa He uIbTPOBANOCH C/I0EM 030Ha, Kak B Hallle BPeMs, U COCTOAN0
B OCHOBHOM W3 Y/bTpagMoneToBbiX Nyyeid. Bnarofaps BbICOKO 3Hepruu
YNbTPaMONETOBbIX Nlyyeil MPOCTble MOJIEKY bl MEPBOHAYa/IbHOM aTMoCctepbl
npeBpawancb B HOBbIE MOJIEKY/Ibl, CMOCOGHbIE K faNbHENLLMM peakumamM 06-
pa3oBaHUsA C/IOXKHbIX MOMIEKY/ XMWBO/ MaTepun. Hanbonee BaXKHbIMU U3 3TUX
HOBbIX MOIeKy N 6bIM LnaHoBogopoaHas kucnota (H—E€=N) u opmanbgerug
(H2C=0), o6pasytowmecs B npouecce otonmnsa. Mog pfeiicTteuem Y d-
N3yYeHUs LIaHOBOAOPOAHAsA KMC/I0Ta 06pa3yeTcsa M3 MeTaHa U aMMuaKa:

CM, + NH3—H C~N + 6H,
a hopmanbiervg - 13 MetaHa u Bofbl:
CH4+ H2Q KkH2C O +4H.

CUWHTE3 3TUX ABYX COEAMHEHWI B MepPBMYHOM 6E3XKM3HEHHOM OKeaHe
[aeT KoY K pasrafKe TaliHbl MOSBAEHMS ABYX OCHOBHbIX COCTaBSAHLLMX
XXUBbIX OPraHn3mMoB —OeIKOB (aMUHOKUC/IOT) M HYKNENHOBLIX KUCAOT (My-
PVHOBBIX ¥ NMMPUMUAMHOBBLIX OCHOBaHWiA). He yraybnssch B MexaHW3Mbl Xu-
MUYECKNX peakuuid, Mlib OTMETUM, YTO 0OpasoBaHMe aMUHOYKCYCHOW K-
cnoTbl (rNMuMHa) B NepBMYHOM OKeaHe U3 popmanbiernia, LnaHoBo4opos-
HOW KM1CNOTbl, aMMMaKa U BOAbl MOF/IO-/IErKO NPOMCX0AUTL B TpW 3Tana: me-
TUNEHVUMUH —»aMUNOHUTPUN — 8 IUHWH.

CocTaBHble KOMMOHEHTbI \HYKAENUHOBbLIX KUCNOT - MypWHOBbLIE N NU-
PUMUAVHOBLIE OCHOBAHWUS W MEHTO3bl MO/ 06pa3oBaThCsl U3 LMaHOBOAO-
POAHOI KucnoTbl, hopmanbAernia, aMMuMaka U BoAbl [0 BO3HWKHOBEHMS
XU3HU. MonekynapHaa (opMyna afeHVHa COOTBETCTBYET MATU MOJIEKYam
LiNaHOBOJOPOAHON KMCAOThI, '@ MONeKyna pubo3bl COOTBETCTBYEr MATU MO-
nekynam opmanbieruaa.

OKCNepYMeHTa/bHbIE UCCNEe0BaHNA MOKa3blBaKOT, YTO aMWHOKMCAOTbLI U
Jpyrue BaxKHble 4J15 XKU3HU MOJEKY bl MOT /I 06pa30BaThCs abMOreHHbIM Nyrem.

[ns )KuBOIA NPMpPOAbI XapakTepeH MPUHLUN BGMOXMMUYECKOTO eAVH-
CTBa, KOTOPbIN 3aK/H04aeTca B TOM, YTO BCE XKMBble OpraHn3Mbl COCTOAT
U3 OfHUX M TEX NCe COeJUHEHNI, NPUMEPHO B OAMHAKOBbLIX NPONOPLMUSX,
BbIMOMHA WX ONpefeneHHble 06 me yHKLNK.

OCHOBHble OpraHM4Yeckne MOJeKy bl XXUBbIX OPraHU3MOoB, Takue, Kak
YENeBoabl, MUNUAbl, 6eKN, HYKNEeNHOBbIE KUCMOTbI, COCTOAT W3 LUECTU XU-
MUYecknx anemeHToB (H, 0,14, C, P, n S) 1 nx 6MOCUHTE3 NPOMCXOAUT 13
C02 H2 v atmocepHoOro asora.

OpraHuyeckne CoefIMHEHNS B XXUBbIX OpraHuM3Max HaxogaTcs B CU/b-
HO BOCCTaHOBJ/IEHHOM W/ TMAPUPOBAHHOM COCTOAHUM U 06/1a4at0T BbICOKUM
3arnacom 3Hepruu, a NOCKoJibKy atMocgepa 6orata KACI0POLOM, TO YINepos
1 BOLOPOS, BXOAALLME B COCTAB OPraHUYecKUX MOJEKY/, CTPeMATCA K OKUC-
NEHNI0 A0 CTabunbHbIX U 6eAHbIX 3Hepruein coegnHeHnii - C02m HXD. 3ToT
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NpOLECC COMPOBOXAAETCA BbICBOOOXAEHWEM 3HEPrumn, HeobXxoaumon ans
NPOLLECCOB XMN3HEAeATeIbHOCTU.

B cnyvasx Heo6XxoaMMOCTH co3fauns 61UoNorMyecknx Monekys ¢ 0co-
ObIMU YHMKAbHbIMY CBOMCTBaMU, BbINOHAKLWMX cneundmryeckme QyHKLMMN
B opraHuame, Mpupoga vcnonb3oBana psg Apyrux, Nopoi AOBOMbHO PeaKUX
XUMUYECKMX 3/1EMEHTOB.

Tak, Hanpumep, Xene3o BXOAUT B COCTaB remMornobmHa, MnMornobmHa,
(hepMeHTOB LIMTOXPOMOB, KaTanasbl, MepPoOKCcHaasbl 1 Apyrux. MarHuin ssns-
€TCS COCTaBHOIM 4acTbi X/I0podnna - OCHOBHOTO MUTMEHTa 3e/1eHbIX pac-
TEHWIA, CNOCOGHOro MOr/oWaTh CBETOBYH 3HEPTUI0 B BUAUMOM-AuUanasoHe
3NEKTPOMArHUTHOTO crekTpa npu (oTocuHTese. o BXoauT B cocTas rop-
MOHa LMTOBUAHOW Xenesbl TUPOKCcKHa. LLlnToBMAHas Xene3a cnocobHa Ha-
KanavBaTb o4, C YeM CBA3aHa OMacHOCTb MOMajaHus B OpPraHW3M. pafmoak-
TWBHbIX M30TOMNOB 10fa, KOTOpble B LLUTOBUAHOI YXenese, Bbi3bIBalOT ee Mo-
BpexaeHne. KobanbT BXOAUT B cOCTaB BUTamunHa B 12 (kobanamMmnHa), LUHK —
thepmeHTOB KapboaHrugpassl, PHK- n AHK-nonumepas, monnbaeH —HUTpoO-
reHasbl, CefeH - rnyTaTMOHMEePOKCMAasbl.

Tabnuua 1.3
MpuMepHBbI XnMnyeckuii coctaB kneTku E. coli
OTHOCUTENLHOE Yucno Yucno
KOMMNOHEHTHI cofepxaHue, % (K MONIEKYN TMMOoB
Macce KNneTku) Ha KNeTKy Ha KNeTky
Boga 70 40 mnpg,. 1
Benku 15 1 MAH. 2000-3000
OHK ] 2 nnn 4 1
PHK 6 - ' -
T-PHK - 400000 40
M-PHK - 1 MAH. 1000
YrneBsoabl U MeTaboNUThI 3 200 mnH. 200
vnnabl 1 MeTaboNnTbI 2 25 MJH. 50
HeopraHnyeckue NoHbI 1 250 MJH. 20
AMWHOKUCNOTbI U MeTabo- 0,8 30 MAH. 100
JTBI
HyKneoTuabl ¥ MeTabonmMThI 0,8 12 mMnH. 200
CoefvHeHns Apyroit npu- 0.4 15 mnH. 200
pogel

MoABOAA MTOr 3HAKOMCTBY C XMMMWYECKUM COCTABOM XXMBOW MaTepum
CNeflyeT OTMETUTb, UTO B COCTaB XXMBbIX OPraHWM3MOB BXOAAT 6eKU U Nonu-
NenTuabl, YrneBoAbl, MMNUAbI, HYKMEMHOBbLIE KWUCOTbI, HYKIEO03UAMOHO-,
HYKNeo3naau- U HykneosuaTpudocdarsl, pasaMuHble HU3KOMONEKY/SPHbIE
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OpraHVYeckne COeAMHEHWS, BbINOMHAKOLWME (YHKLUMIO TOPMOHOB, BUTaMWHOB,
KOhepMEHTOB U psaf, APYTUX 6UONOTMYECKUX PerynsaTopos. Kpome 3aToro, Xmsble
OpraH13Mbl XapakTepu3yoTCs CII0XHBIM 3/IEKTPO/IUTHBIM COCTaBOM.

AHanmM3 NpuUBeAEHHbIX JaHHbIX CBUAETENLCTBYET, YTO YEM YXe (PYHK-
LMa XUMUYecKoro coefinHenms (Hanpumep, AHK), TeM MeHblue Monekyn
[AHHOrO BeLLecTBa B KNeTKe, 1 HaobopoT, YeM Limpe PYHKLNSA COeANHEHMS,
TeM 60/bLUe MOMEKYN B KNeTKe U opraHusmMe B Ueniom (tabn. ].3).

Mo KONNYEeCTBEHHOMY COZEPXaHUIO B XXMBbIX OpraHnu3mMax Ha nepsom
MecTe CTOMT BOfa —BaXKHelillee BeLlecTBO, 0becrneynBatoLLee X13Hepes-
TeNIbHOCTb OpraHn3mMoB. XKuBble opraHusmsl cogepxkat 60-80% BoAbl. Y me-
[y3 codepxaHue BofAbl AoxoauT fo 95%. B pacueTe Ha MOneKyfAspHbIi Cco-
CTaB nNpumepHo 99% MONeKys B KNeTKe - 3T0 BOAA, U.TONbKO 1% 0T o6Liero
yucna MofieKyn NpUXoAUTCA Ha Te cneuniuyecKne BewecTsa, KOoTopble on-
pefensloT YHUKaNbHbIA XUMWUYECKWUI COCTaB M XUMWYeCKUe peakuun Ans
Ka)XX[0ro Tuna KNeTok, OpraHoB v TKaHeid. MoaToMy v3yyas posib OpraHuye-
CKMX W HEOPraHUYecKMX COeAVHeHWli cnefyeT OTMETWUTb 0cobyto 6uonoru-
YeCKyto po/b BOABI.

2. BUONOITMYECKAA PONTb BOA4bI
3emns xe 6bina 6e3BuaHa U NycTa,
n TbMa Haf 6e3gHoto; u Ayx bo-
XXUIA HOCUNICS Hag BOAOHO.

BbiTne 1:2

Bopa ABnseTCA 04HUM W3 BaXHEWLLNX KOMMNOHEeHTOB BceneHHol, Ha-
Wel nnaHeTbl 3eMAS U XWBOI MaTepuu. ECTb BCe OCHOBaHUS CUMATATb, YTO
XW3Hb 3apofunach B.BOAE MPUMEPHO 3 MAPZA. NET TOMY Hasaf W TECHO CBS-
3aHa C BOAOi..JTlo60I XMNBOI OpraHn3M NPUMEPHO Ha 2/3 COCTOMT U3 BOAb,
M NOYTW BCE MPOLECChbl XM3HEAEATeNbHOCTM MPOTeKalT B BOAHON cpefe.
Buonornueckue yHKUMM BOAbl, €e peLualollas posb B MpoLeccax Xu3He-
[esTensHOCTM CBSA3aHa C €€ YHUKaNbHbIMU 1 BeCbMa HEOObIYHLIMU (N3UKO-
XUMUYECKMMUN CBOMCTBaMU, YTO B CBOK OYepefb ONpenenseTcs 0COoGeHHO-
CTAIMM CTPOEHMS.

DU3NKO-XMMUYECKME CBOWCTBA BOAbl. Monekyna BOAbl, Kak U Mo-
NeKyna MeTaHa, UMeeT (hopMy TeTpaszpa, B LLeHTPe KOTOPOro pacnosaraercs
aTtom Kucnopoga (puc. 2.1). [lBe BeplMHbl TeTpasapa 3aHATbl CBOGOAHBIMYU
3M1EKTPOHHLIMMW Napamu aToMa KUCN0Po/a, a OCTalbHble Be —aTOMaMu BO-
fopopa. Ceas H O - H pacnonoxeHsbl nog yrnom 104,5° apyr K gpyry.
Cssa3b O —H nonspHa 6narofaps BbICOKOW 3M1eKTPOOTPULATENbIKOCTY aromMa
KMCnopoja 1 Monekyna BoAbl NPeacTaBnseT co60i 3NeKTPUUECKUIA ANMNONb.
ATOMbI BOAOPOLA HECYT YaCTUUHBI/ NONOXNTENbHbIN 3apsaf, a aTOM KUC/o-
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pOAa - YaCTWYHbIN OTpuLaTeNbHbI 3apsag. bnarogaps 6UNOAsSpHOMY CTpoe-
HUI0 KaXfas MosieKyna BoAbl crocoGHa MposiBisTh CBOWCTBA KaK AOHOPA,
TaK 1 aKLenTopa BOAOPOAa 1, NOA0GHO MarHUTY, MOXET NPUTATMBaTh K cebe
ueTblpe Apyrve (MOMEKynbl BoAbl C 06pa3oBaHWEM KacTePOB C MOMOLLbLHO
BOJOPOAHbIX CBA3el puc. 2.2). ATU KiacTepbl MOCTOSIHHO pacnafatoTcs u
BHOBb 06pa3ytoTCs, T.e. HAXOAATCS B ANHAMUYECKONG COCTOZ .

( )

Puc. 2.1. CTpoeHue monekynbl BUAbl. Puc. 2.2. Knactepbl MO/ieKyn BOAbI.

Ha nosepxHoCT 3eM/n BOLAa HAXOLUTCS B XXUAKOM COCTOAAHWUM Gnaro-
[iaps BbICOKOW TemmepaType KWMNEHUS W HW3KOW TemnepaType 3amep3aHus.
Bbicokas Temnepatypa KuneHus Bofbl 00yCnoBfieHa BbICOKO MONAPHOW Te-
nnotoii ucnapexums (40,8 kx/monb). VcnapeHue BoAbl COMPOBOXAAETCA
orpedeneHHbIMY  3aTpaTaMu 3HEPTUKU A8 pPaspyLeHUs MHOrOYUCEHHBIX
BOAOPOAHbIX CBA3ENA.

Oco6bIM (DM3NYECKNM CBOWCTBOM BOAbl ABNSETCSH XOPOLIO M3BECTHOE
ABNEHNe YBeNMYeHNs 06beMa Npu 3amep3aHun  ABMIEHWE, NMPAMO NPOTUBO-
NOSIOXHOE TOMY,<4TO HabnpaeTca y 60bLIMHCTBA XMUAKOCcTeR. C NOHMXe-
HYeM Temneparypbl BNAOTb 40 Havana kpuctannusauum (0°C, 273K) konu-
4eCcTBO 06pa30BaBLUMXCS KACTEPOB YBe/MUYMBaeTCs. B Kpuctannax BOAb
60/IbLUMHCTBO MOJEKYNl BCTPOEHbI B reKCaroHalbHYH0 peLleTKy. PaccTosHue
MeXay MOJIeKynamu BOAbl B TBEPAOM COCTOAHUW BOMbLUE, YEM B >KULKOM.
MnotHocTb Nbfa (0,92 r/cM3) MeHbLUe MO CPaBHEHUIO C MAOTHOCTLIO BOAbI.
Nleg npy nocTeneHHOM HarpeBaHuW nnasuTca npu Temnepartype 0 C, npw
3TOM 06pa30BaBLLAACA XUAKOCTb CXXMMAETCA [iaXe Noc/e Toro, Kak OH Becb
pacTaeT. YMeHblUeHNe o6bema NPONCXOANT 40 Temnepatypsbl 4 C, Bbille KO-
TOPOi yAenbHbI 06bEM BOAbl HAUYMHAET YBENNUMNBATLCA.

B pesynbTate BAUSHUA 3TUX ABYX (HAKTOPOB MakcuMmanbHas nnoT-
HOCTb BOAbI 4OCTMraeTcs npu Temnepartype 4°C, Bbllle KOTOPOWA BoAa npu
HarpeBaHuy TONbKO paclUMpseTcs. TO CBOMCTBO BOAbl O4EHb BaXHO B 3KO-
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NOTNYECKOM OTHOLLEHWU. B 3MMHMWIA Nepmoj Ha NOBEPXHOCTU BOAOEMOB 06-
pasyeTcs NnaBaloOWWil CNoi Nbfa, KOTOPbIA MNpefoxpaHseT OT ray6oKoro
npomep3aHns U rmbenn BoAHbIX XMUBbLIX OPraHU3MOB.

TennoemkocTb Bogbl B 3000 pa3 npesbIWaeT TenJ0emMKoCTb BO3AyXa.
BbicoKas TennoeMKOCTb BOfAbl MO3BOJIAET XXMBLIM OpraHusmMam MoroLaTs
60nbLIOE KONMYECTBO Tenmna 6e3 3HaYMTeNbHbIX MepenafoB BHYTPEHHEW
Temnepatypbl.

Bnarogaps BbICOKOI TENNOEMKOCTU M TennonpoBOAHOCTM BOfa Npu-
HMMaeT yyacTue B npoLieccax TepMOperynsuumn nytem paBHOMEpPHOro pac-
npegeneHuns Tenna no opraHn3My W BblfeNeHns ero U3NULLIKoB:-MyTeM ucna-
peHus. Kpome TOro, faHHOe CBOCTBO BOAbl MMeeT r0bansHoe 3Konornye-
CKOe 3HayYeHMne B MOAALePXKaHNM KNMMaTa Ha Hallei nnaHerte.

Bopa aBnsetca uaeasnbHbIM pacTBopuTeneM Ans. AUCCOLMUPYIOLLNX
BeLLEeCTB. MONOXNUTENBHO M OTPULLATENBHO 3apsXXEHHbIE UOHbI 3KPaHUPYIOT-
c OT B3aMMHOI0 BO3AeNCTBUA 060/I0UKOW U3 MOMEKY/1BOAbl, KOTOpble pac-
nonararTcs NO Chepuyeckoli MOBEPXHOCTU. MOHA B COOTBETCTBUM C 3aKOHa-
MW 371eKTPOCTaTUYeCKOro B3ammogeicTema.«[ mapaTHas obonouka crabunu-
31MpyeT MOHbl B pacTBope. Takoe B3aVMOAENCTBME PacTBOPEHHbIX 4acTul,
(MoHOB) 1 MOneKyn pacTBopuTens (BOAbl) Ha3bIBAlOT rugpatauneil. Moneky-
Nbl BOAbI 06pa3yloT rugparable 060/104KN B COOTBETCTBUM C 3apALOM MOHa.
Boga nmeeT BbICOKYHO KOHCTaHTY AU3NeKTPUYECKON NpoHMuaemocTy (78).

Puc. 2.3. T'ngpatannsa nonspHbIX NOHOB.

B BOJe 3aneKTpocTaTUYecKoe NpUTSXeHWe ABYX MPOTUBOMOJOXHO 3a-
PsOKEHHbIX MOHOB CHWdXaeTcs npumepHo B 80 pai (1/78). Monekynbl BOAbI
rmapaTHoin 060104KKN Kak 6bl MPUBA3aHbI K MOHY, UMMOBMIN3MPOBaHbI U Ne-
pemeLLalTCs BMECTE C MOHOM.

XO0opoLIo pacTBOPUMbI B BOAE W HETpaibHble COeMHEHNA C HECKO/b-
KAMUW TMAPOKCUABHBLIMU FpynnaMu (FAnLepos, YrneBodpl), Tak Kak OHW Cro-
COBHbI 06pa30BbIBaTb BOAOPOAHbIE CBA3W C MOMEKYNaMU BOAbI.

CnepfosaTenbHO, BOfa XOPOLLMWIA pacTBOPUTENb ANA COMel, Nerko fuc-
COLMMPYIOLLMUX Ha WMOHBI, U AN8 MHOTWUX COeAMHEHWIA C MONAPHLIMW CBA3AMM.
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Takue CoefyHEHWS Ha3blBAOT rMAPOMUNbHLIMU («BOAOMOOUBLIMUY»), a Be-
LecTBa C NPOTUBOMONOXHbLIMW CBOMCTBAMMW Ha3blBalOT rMAPOGOBHLIMM.

HenonsapHble Monekynbl B BOAe 00pasyloT O4YeHb CTabuibHble Kpu-
CTa/N/IM4ECKNe TUApaThbl, B KOTOPbIX MOXOXMWE Ha KNEeTKU MHOrorpaHHuKM,
COCTOSILLME M3 MOMEKYN BOAbI, (GOPMUPYIOT MONOCTH, OKpYXatoline Herno-
NAPHbIE MONEKY/bl. OTW MHOTOrpaHHUKNM MOTYT 00befUHATbCA, 06pasys
MPOCTPaHCTBEHHYIO pelleTKy. Takue rmapatbl 061ajat0T BbICOKONR CTabu/b-
HOCTbI0. Tak, Nnpu pacTBOPEHUY B BOLE HEMONAPHbLIX MONeKy/ [0 JOCTaTou-
HO BbICOKMX KOHLEHTpauuii Temnepatypa 3amep3aHnsi CMecu MOHMXKaeTcs
3HauMTenbHO Huxe 0°C. MMapaTbl XapaKTepu3yrTcs 60/bLLOV No.a6contoT-
HOI BENIMYMHE OTpULATeNbHOI TennoTol 06pa3oBaHNs. BoMbLLON BbINTPbILL
B 3HTanbMMM 06ycnaBnMBaeTCA He B3aVMOAENCTBUMAMMW HEMOJAPHLIX MOse-
Kyn C pacTBOPUTE/IEM, a OCBOBGOX/EHVNEM 3HEPTUW NPU OpraHn3auum morsne-
Kyl BOAbI B 6/1M3KMe M0 CBOMM pa3mepam, MoX0Xue Ha CTPYKTYpbl KNeTKu.

BellecTsa, UMeloLLEe B CTPYKTYPE Kak MONfpHbIe, TaK U HeMnonspHble
rpynnbl HasbiBalOT aM@uuabUbIMU (KUPbI, HOCHOANNUABI, XeNUYHble KKu-
CoTbl, CTEPOMAHBbIE TOPMOHbI). B Boge amudunbl 06pasyoT MuLennsl, y
KOTOPbIX NOMAPHbLIE TPYMMbl OPUEHTUPOBaHLI B BOAY. M0 3aToMy NpuHLMNY
NMOCTPOEHO 60/MbLIMHCTBO 6GMONOrMYyecknx memépaH. lMonbie MembpaHHble
Ny3bIPbKW - BE3UKY/Mbl UrPatoT K/HOYEBYI POb MPW BbINOSIHEHUN TpaHC-
MOPTHbIX DYHKLWIA B KNETKax U KPOBW.

Boga camblii BaXKHbIi KOMMOHEHT BMOMOrMyeckmx cucteMm n obnagaet
BeCbMa HeOObIYHbIMW CBOWCTBaMMW, MO3BOMMBLUMMW 3aPOXAEHUIO XWU3HW B
BOAHOM cpee. CUMTAlOT, YTO XU3Hb.3apoaunach B BOAe NPUMEPHO TPU MU-
nnapfa neT Hasaj W MOAHOCTLIO:3aBUCUT OT BOAbl. OCHOBHOIN aprymeHT B
[l0Ka3aTeNbCTBe TOFO, YTO XXM3Hb 3apOAWaach Ha Hawei nnaHeTe 3emns, -
370 n3o6unmne sofdbl. Kpome TOro, B Te4eHWe ANUTENBHOIO BPeMEHU Ha 3eM-
/e COXpaHANUCL OMTUMaJbHbIE TemnepaTypHble YCMO0BUA [O/18 3apoXKAalo-
Lelica XW3HWU, 6narofaps Yemy XWBble CUCTEMbl UMENN BO3MOXHOCTb Bbl-
XWTb 1 Pa3BMBaTLCA B XXWUAKOW cpefie NpW yMepeHHbIX TemnepaTypax. [nas-
Has po/ib BOAbl B XVBOM OpraHvu3Me COCTOMT B 06eCneyeHnm XNAKONA cpegbl
[Ns NPoTeKaHns PU3NKO-XUMUYECKMX NPOLLECCOB XM3HEAEATEIbHOCTH.

JKuBble cyutectsa cogepxaTt 60—80% Boapbl; Yy Medy3 ee cofepxaHue
foxoaut go 95%. B XMBOM opraHu3me Boga ObiBaeT BHYTPUKIETOYHON ©
BHEKNETOYHOI. B opraHu3me B3pOCNOro XMBOTHOIO BHYTPUKIETOUHAA BOAA
cocTaBnsieT 0kono 70%, a BHeKneTouHas npumepHo 30% oT o6LLero Konuye-
CTBa BOAbI. Tak, B OpraHM3Me 4enoBeka maccoin 70 Kr CofepXuTcs npumep-
HO 40 Kr Bogbl. [1py aTomM 0KoMo 25-30 Kr nNpuxoamTCA Ha BHYTPUKNETOY-
Hyt0, a 10-15 Kr - Ha BHEK/IETOYHYIO BOAY, B KOTOPYHO BXOAAT BOAa MNAa3mMbl
KPOBM, MEXKNETOYHON >KUAKOCTW, CMNUHHO-MO3rOBOW >XWAKOCTW, BHYTPU-
KNeTOYHOW >XXMAKOCTU W XULKOCTWN COLEPXMMOro XXeny[oYHO-KULIEYHOro
TpakTa. COOTHOLUEHME MEXAY BHYTPWUKIETOUHOW W BHEKNETOYHOW BOAOW
HaxoAuTCA B COCTOAHWUMN AUHAMUYECKOr0 paBHOBECHUS.

- ohiCl
biLe6L A3.pxa}Hbl YHLIPLIAT]
7 | ws M.M.Mamapaea’



C (hM3MKO-XMMUYECKOW TOUKM 3peHUs BOAa OpraHu3mMa TakXe Heog-
HopofaHa. OCHOBHas YacTb BOfbl BHYTPUK/IET OYHO U BHEKNIETOUHOM XUAKO-
CTeid, KOTopas CNY>XMT pacTBOPUTENEM HEOPraHUYeCKNX M OpPraHNYecKmx co-
efMHeHNI, HasbliBaeTcA CBOGOAHON BOAONW. Bopa, cBA3aHHas B KOMIOWAHbLIX
cucTeMax ¢ 6enkaMm Unu HaxopsLasnca B Kne'/Kax B BUAE rmapaTMpoBaHHbIX
VOHOB, Ha3blBaeTCA CBA3AHHOW BOAONA.

B 3aBMCMMOCTM OT TUMa CBA3M BOAA MOXET ObITb MPOYHOCBA3AHHON 1
cnabocss3aHHOM. MpoyHOoCBA3aHHAaA BOAA He MOXET OblTb PacTBOPUTENEM U
3amep3aeT npu 6oniee HU3KUX TemnepaTypax, YTO UrpaeT BaXKHYH poOfb B
npeAoTBpaLLeHN BbiMep3aHus (0COGEHHO pPacTeHWiA).

B opraHax M TKaHAX >XWBOTHbIX BOfa pacrnpejeneHa HepaBHOMEpHO
(tabn. 2.1).

Tabnuua 2.1

CpefiHee cogepxXaHue BoAbl B OpraHax v TKaHAX XXUBOTHbIX

OpraHbl nan TkaHn  Boga, % OpraHbl Uan TKaHK Boga, %
XXuposas 7 Moukun 81
JeHTuH 10 KpoBb: LienbHas 82
KocTb 28 Mo3r:(cepoe BeLLEeCTBO) [ .86
Koxa 58 OnacTnyeckas TKaHb ,90
MeyeHb 70 Numda ~95
MbiLiLpl 75 MuilesapnTeNbHbIE COKM 97
Cepaue, nerkue 80 CNMHHOMO3r0Bast XNAKOCTb 99

Bce opraHbl 1 TKaHW MO COAEPXKaHUIO B HUX BOfbl MOXHO pasfennTtb
Ha Tpu rpynnoi:

1) 6eaHble BOAOW —KMNPOBas TKaHb, KOCTHas TKaHb;

2) YMepeHHO 60rartble —MblLleYHas TKaHb, NeYeHb, KPOBb;

3) oueHb Boratble - cepoe BeLIeCTBO MO3ra, AMMmda, 3n1acTuyeckas

TKaHb, CMMHHOMO3r0Bas XXULKOCTb.

CofiepxaHune BoAbl B opraHM3Me ¢ BO3PACTOM YMEHbLLAETCA. Y B3poc-
NblX NH0A€EN OHO cocTaBnseT 67%, y HOBOPOXAEHHbIX - 74%, a YyeTblpexme-
CAYHBIX IMOPUOHOB - 94%.

Boga ABnseTca HenocpefCTBEHHLIM YYAaCTHUKOM XMMMWUYECKUX peak-
LMiAB XMBOM OpraHusme. Bce npoueccbl nepeBapuBaHns NULLM —NpoTeo-
NN3, MNONN3, pacLLen/ieHne Yrnesof0B —1POTEKAIOT MMAPOIMTUYECKUM MY-
TeM nof AeicTBreM cneunguyueckmx hepmMeHTOB Knacca rugponas. Bcacobl-
BaHWe MPOJYKTOB ruUAponusa B MNULLEBApPUTENIbHOM TpakTe MPOUCXOAUT C
MOMOLLIbHO BOfbI.

OKMCNNTENbHO-BOCCTAHOBUTE/IbHbIE MPOLECCHI B OpraHusme (LMK
TPMKapOOHOBLIX KUCMOT, OKUCANTENbHbIA HeHTO30docthaTHbIA MyTb MeTabo-

NN3Ma Yr/ieBofioB, P - OKUCMEHUE XMPHbIX KACMOT U fip.) NpoTekato! npu
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HenocpeACTBEHHOM Y4YacTuu BoAbl. IHTEPECHO OTMETUTbL, YTO B TPEX BbILLE-
Ha3BaHHbIX MeTabonnyecknx NyTax (LMKnax) BOCCTaHOBAEHNE KOPEPMEHTOB
npoucxoaut Ha 50% 3a cYeT BOLOPOAA BOAbI.

Boga ABnseTcs HenocpefCTBEHHbIM YYaCTHUKOM (hOTOCMHTE3a - YHU-
KasIbHOr0 MpoLiecca Ha Halleil nnaHeTe 3emMns, KOTOPOMY Mbl 0653aHbl CBO-
UM CyllecTBOBaHVWeM. Bofga urpaeT ponb BOCCTaHOBUTENS B NpeBpalleHumn
C02- HM3KO3HEpPreTU4Yeckoil OKMCMEHHOW (hOpMbl HEOPraHUYecKoro yrie-
pofa B BbICOKO3HEPreTUYeCcKyto BOCCTaHOBMIEHHYO (hOpMY yrnepoga B CO-
CTaBe OpraHUYeckux COeAMHEeHWl - YrneBOfOB, B pe3y/bTaTe MCMo/b30Ba-
HKS CBETOBOW aHeprumn ConHua.

CxeMy ()OoTOCMHTE3a MOXHO NPeACTaBUTb CyMMapHbIM YPaBHEHUEM:

6 C02+ 6 HD + conHeyHas aHeprus—>C<,HID 6+6.0 2

Kak BMAHO 13 NpuUBeLEHHOr0 YpaBHEHUA, BOAA ABNSETCA €ANHCTBEH-
HbIM MUCTOYHMKOM KUCMOPOAA Ha Halleld nnaHeTe.

MpoayKTbl (hOTOCMHTE3a 3aTeM WCNOMb3YlOTeA a3pobHbLIMU reTepo-
TPO(HBIMK OpraHn3mMamu, KOTopble U3BNEKAKT XMMUYECKYHO 3HEPrunto opra-
HUYECKMX COeJUHEHWIA B MPOLLECCe OKMCAEHUS UX Kucnopogom go C02 wu
HX. 3TW NpOTUBOMONOXHbIE MOTOKM XUMUYECKMX MpeBpalleHunid Hawlei
6roctepbl Ha3bIBAOT YrNepoAHO-KUCAOPOLHBIM LMKNOM (UM NPOCTO Yrie-
POAHbLIM UMKNOM). POTOCUHTE3 HAYMHAET 3TOT LUKN U B ero OTCYTCTBME
XW3Hb B TOW (hOopMe, C KOTOPOIA MblBCTpeYaeMcsl, Npekpatuna 6bl CBOE Cy-
LLiecTBOBaHWe. JTO YKa3blBaeT Ha BaXKHeliLLlee 3HaueHne BOAbl KaK BOCCTaHO-
BUTENSA B POTOCUHTETUYECKUX PEAKLIMAX.

McTouHnKK, noTpebHocTb, 6anaHc BoAbl B OpraHu3me u rocreg-
CTBUA ee NNLIEHNA. B opraHn3m YesoBeKa 1 XXMBOTHBIX NMOCTYMNaeT NuTbe-
Bas BOJAa M BOAa MuLM (3K30reHHas BoAa), KOTopash BCacCblBAeTCA CTEHKONA
KVLLEYHWNKa, NOCTynaeT B KPOBEHOCHOE PYCN0 W BK/IOYAeTCA B NPOLECCHI
MeTabonmsma.

B okucnuTenbHO-BOCCTAHOBUTENBHBIX Mpoueccax metabonusma obpa-
3yeTcA. TaK Ha3blBaeMas sHforeHHas (Metabonuyeckas) sofa. Mpu nonHom
okucneHumn 100 r 6enka obpasyetcsa 41,5 r Bogsl; 100 r yrnesofos —55,5 1
Bofbl 1 100.r xxmpoB - 107 r Bogbl. KonnyecTBo MeTabonmM4eckoi Bogbl ner-
KO paccumTatb Yy MTUL, T.K. Y HUX Ha OfHY MpeBpaLleHHYI0 KWI0Kanoputo
o6pasyetcs 0,135 r BOAbl, 4TO COCTaBASEeT MPUMepHO 15% CyTOYHOW mo-
Tpe6HOCTN. OCOBEHHO BaXKHYIO POJib UrpaeT MeTabonuyeckas Bofa A1 Xu-
BOTHbIX, BNAAAa0LLMX B 3UMHIOIO CMAYKY, Y XXUBOTHbLIX MYCTbIHb.

CyTo4Has noTpe6HOCTb B BOAE A/18 B3POCAbIX NtOJel B CpefHeM co-
cTaBnseT 3 nMTpa. Y feTei OHa 3HAYMTENbHO Bbille B pacyeTe Ha K Macchl
Tena, y B3pocC/biX OHa paBHa 40 I Ha Kr, ay feteil —150—260 r Ha Kr.
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B HOpManbHbIX YCNOBMAX OPraHn3M HaxogUTCA B [JUHAMUYECKOM CO-
CTOSHWUW NOTPe6NeHnA 1 BblfeNeHns Boabl. Boda 13 opraHusma Bblgensercs
yepes NoYKM (OCHOBHAA Macca), KOXY W nerkue. BobigeneHme MUHUMYyMa BO-
Obl (2-5% Bceil Bofbl OpPraHn3Ma) HeobXxoAnMO AN 3KCKPEeLMU 31eKTponu-
TOB W KOHEYHbIX NPOAYKTOB 0O6MeHa, TakMX, Kak MOYEBMHbI 1 MOYEBOI Ku-
CNOTbI U APYTUX, U OHO HE MOXET OMycKaTbCA A0 OMpefeNneHHoro Kputunye-
CKOrO YPOBHS, 06yCMI0BNEHHOIO KOHLEHTpaLueil BbIBOLMMbIX BELLECTB.

Ecnun noTtepn BOAbI NPeBbILAKOT NOCTYM/EHNE 3K30TeHHOW 1 06paso-
BaHWe 3HAOMEHHON, TO 6anaHC ee CTaHOBUTCA OTpuULaTebHbIM. CoaepxaHue
BOAbl B Mnasme YMeHbLUAeTcs, OCMOTUYECKOe [aBfieHne Bo3pacTaeT, BoAa
NepexoanT B KPOBb M3 MHTEPCTULMANLHO XWUAKOCTA, NOCNeLHAS CTAaHOBMUT-
CA TUNEPTOHWYHO. MPOMCXOANT Nepexof BoAbl U-MOHOB K+ 13 KNeToK B
MEXK/IETOYHOE NPOCTPAHCTBO, YTO HapyllaeT QyHKUUN KNeTOK U YCKOpseT
Jernaparauuio TKaHein.

O6beM BblAeNeMOi MOUYM PE3KO YMeHbLUAeTCS BCNEACTBUE YCWUEHHOW
CeKpeLnn aHTUANYPeTUYECKOro ropMoHa BasonpeccuHa (AAN). Mpu aTom akc-
Kpeums 3NeKTPONTOB Pe3K0 BO3PacTaeT, HACKOMbKO 3TO MO3BOMSET HeBO/bLLIOA
o6beM mMoun. JeduunTt Bofbl BbI3bIBAET ferMgpartauunio opraHn3Ma u norepro
3N1eKTPONTOB. HeocTaToK B BOZE 3HAUYUTENLHO XY>Ke MEPeHOCAT MOJOABIE XW-
BOTHbIE CBA3U C HEMONHbIM PYHKLNOHANbHBIM Pa3BUTUEM MOYEK.

CreneHb gerngparauum onpefenseTca ymeHblleHNEeM Macchbl >KWUBOT-
Horo. IMpu CHWXeHWN macchbl Ha 4—5% HabnofaeTcqd 6ECNOKOCTBO XKMBOT-
HbIX U 0TKa3 OT MULLK; MPU CHUXEHUN Macchl Ha 6- 8% noABNAOTCA NpPU3Ha-
KN «AerngpaTayMoHHOro ‘UCTOLLEHMS», KOTOpble XapaKTepusyrTcs pac-
cTpoiictBOoM (yHKUMM LIHC, kak cneAcTBre MOBbILIEHWA BA3KOCTU KPOBMU.
MoTepsa maccol npu gerugpatauymm 15-20% npuBoguT K rubenn XMUBOTHBIX
(8-36 gHein B 3aBMCUMOCTY OT BUJA XKUBOTHBIX).

Bce BblLenpuBeAeHHbIe (haKTbl CBUAETENbCTBYIOT O BaXHON Hesame-
HWMOW ponu BOAbI 45 XXMBbIX OPraHW3MOB WU O TOM, YTO Cama XW3Hb BO3-
HWKNa B BOAHO cpefe. 1 He nMeeT NPUHLMNNANLHOIO 3HAYEHWSA, NN XI1Bas
maTtepus UAeanbHoO npucnocobrieHa K Bofe, WA Bofa uieasibHo Npucnocoot-
NeHa K>XWBOW MaTepuu.
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3. MPUPOAHBLIE NENTWAbI. BETKN

3.1. MpupogHble NenTuAbl

AMUHOKNUCNOTbI. AMUHOKUCNOTHI SBASIKOTCS COCTABHBIMU KOMMOHEH-
Tamu 6eNKOB U MPUPOAHbLIX NenTuaoB. B npupoge BcTpeuaeTcs okono 300
aMUHOKUCANOT, HO OTfAe/bHble aMUHOKMUCOTbI 06HAPYXKEHbI TOMLKO B Opra-
HU3Max OnpefeneHHbIX BALOB. 3 60/bLION0 YMC/a CYLIECTBYIOWMUX B NPW-
pofie aMUHOKMCNOT' GENIKN BCEX BUOB XXMBbIX OPraHU3MOB - OT GaKTepuii o
UesioBeKa - COCTOST B OCHOBHOM W3 OZHOTO UM TOro >e Habopa —
20 a-L-OMWHOKMCNOT W 3TOT YHVUBEPC/IbHbIA GENKOBbIA angaBuT CYLLeCT-
BYET OKOJI0 2 MJIPA. JIET, YTO YKa3blBaeT Ha GMOXMMUYECKOE efjHCTBO GUO-
cthepbl. AMMHOKMCNOTLI D-psiia BCTpevatoTcs LOBObHO PeAKo, B YAaCTHOCTH,
B HEKOTOPbIX MPUPOAHbIX NENTHUAAX C 0COB6bIMU DYHKLUSMMU.

BsavmonpeBpatienue D- 1 L-3Han ruomMepoB Ha3blBaeTCs palemumsa-
uueid. Mocne cMepTy MpoLiecc paLemMm3aLmy aMMHOKMCIOT MPOTEKaeT caMo
MPOM3BO/ILHO C OYeHb Masioii CKOPOCTbIO M MPUBOAUT AN KaXoi amMUHO-
KMCMOTbI K PaBHOBECHOMY COOTHOLUEHWIO D/L:gHaHTNOMepOB, Ans [OCTU-
YKEHWSI KOTOPOro MOFYT NOTPeGOBaTHCA AECATKYM ThICAY /ET.

Ctepeon3omepbl (SHAHTUOMEPI)
aMUHOKNCNOT

COOH COOH
HN— C—.H H— C— -NH,

R R
L-amvHoKMenoTa ~ D-aMuHOKMcnora

MeTog onpefeneHns Teonornyeckoro sospacta obpasua 0CHOBaH Ha u3Me-
peHun cooTHOLeHNA D/L-3HaHTOMEpPOB acnaparvHOBO KUCNOTbl B 06pas-
LlaX OKaMeHenbIX KoCcTei.

HefaBHO - yCTaHOBNEHO, 4TO MOBblIeHWE D/L-OTHOWEHUA ANd
acnaparMHOBOW KMCNOTbI B 3y6ax XXMBYLMX B HACTOSALLEe BPEMS XXMBOTHbIX
KoppenupyeT ¢ 61oNornYecKUM BO3pacToMm.

[nsa. 6onee rny60Koro NOHUMAaHWA CTPOEHWUS GENKOBbLIX MOMEKYN
Ypo6Ha Knaccugpukaums ammHOKMCNOT, OCHOBaHHAasA Ha MONSPHOCTU W
MOHHbIX CBOMCTBAX pajuKaios.

HenonspHble, unu rugpodobHble (B pagukane UMeKTCH HernonspHble
ceasm C-C, C-H): anaHuH, BaivH, NelLuH, W30MEALUNH, METUOHWUH,
(heHWnanaHuH, TpunTodaH, NPOAVH.

MonspHble  (WAPOULHBIE)  He3apsXKeHHble  aMUHOKUCIOThI B
Pagvkane cogepxkat cBasn C—O, C N u O—H. K HMM OTHOCATCA [/IMLUH,
Cepun, TPEOHWUH, LMCTENH, TUPO3WH, acnaparuH, rnyTaMmHoBas K1ucnota.
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OTpuuatensHo 3apsdXeHHble — acnaparvHosas W ryTaMyWHOBas

KWUCMOTbI; MOMOXMUTE/IbHO 3aPSOKEHHbIE - JIN3VH, aPTUHWH, TUCTUAVH.
Knaccudrkaums (MO XUMMYECKO  CTPYKType  pagukana),

HOMEHKNATypa W COKpalleHHble (Tpex- M OfHOGYKBEHHbIE) 0603HAYEHUs
aMUHOKWCNOT N MONEKYNPHas macca:

AI'II/I(*)&TI/ILIBCKVIB AMWHOKNCNOTbI O

O
Il
H2N— -C— OH h2n — CI.| -C— OH h2n—CH-C—0H
|
j CH CH,

CH3
FnuumH, Gly, G AnanuH, Ala, A CH3
MwMm. 75 M.M. 89 BanuH, Val, V
M.m. 117
@) O
Il Il
hzr—CH-C—OH IbN— CH-C— OH
| |
CH, C|-|-CH3
|
CH-CIL CH
| | |
CH3 CH3
JleiumH, Leu, L W3oneiiunH, He, |
M.m. 131 M.m. 131

["'ngpokcuncogepkatine aMMHOKUCNOTbI

@)
Il
hdh—CH-C—oH h2+—CH-C—o0H
CH, -OH
I
OH CH3
CepwuH, Ser, S TpeoHuH, Thr, T
M.m. 105 M.m.119
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Cepycop,ep)Kamme AMWHOKUCNOTHI
0 o)
I I
han— CH-C—OH h2h—CH-C—OH
I
CH2 CH2
I
N ae
LinctenH, Cys, C
M. 121 CH3

MeTuoHuH, Met, M
M.m. 149

ApomaTnyeckre aMMHOKUCNOTHI

(ﬁ (0]
H,N-CHC-OH
h2n —CH-C-OH ' |
I CH2
CH2
OH
deHunnanaHvH, Phe, F, TuposuH, Tyr, Y,
M.m. 165 M.m. 181
[ eTepoLMKANYECKME aMUHOKMCIOTI
¢ s
I
h2h—eh-C~CH HON CH-C— OH e
‘ |
CH2 CH2
HN
1IN
MponuH, Pro, P,
Tpl/ll'lTO(i)aH, Trp’ W’ r|/|CT|/|,U|V|H, HiS, H, M.m. 115
M.m. 204 M.m. 155 (MMuHOKMCNOT])
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Kucnble aMUHOKUCNOTbI (M COOTBETCTBYIOLW ME HETpanbHble aMUAbl)

o o
I I
HN— CW-C— OH hn— cH-c— OH
[ |
CH2 CH2
| |
c=0 c=o0
1
OH nh2
AcnaparvHosas kucnota, Asp, D, AcnaparuH, Asn, N,
M.m.133 M.m. 132
0 0
] I
H,N— CH-C— OH h2n— cH~c— oH
I
C!H, CH2
éHZ CH2
| |
c=0 c=o0
|
dH NH2
FnytammHoBas kuenota, Glu, E, nytamuH, Gin, Q,
M.m. 147 M.m. 146

OCHOBHbIE aMVHOKUCNOTbI

O O
ji—cH-d—oH HN— CH-C— 011

|

dn, CH,

I |

CH2 CH,
|

dH2 CH2
|

CHo ’\I'H
|
MH2

Nuaun, Lys, K ApruHuH, Arg, R
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Ha OCHOBe WMOHHbIX CBOMCTB PafvKanoB LUCTEWH W TUPO3WH MOTYT
ObITb UCTOYHWMKOM MPOTOHOB. [103TOMY, Hapsgy C acnaparvHOBOW W rayTa-
MWHOBOW KMCNOTaMu, UX OTHOCAT K KAC/bIM @MUHOKMUCI0TaM.

B mMonekyne rucTuimnHa atom asoTa B pagukane MOXeT 6biTb akLenTo-
pOM MPOTOHOB, MO3TOMY TUCTUAWH, Hapsay C IM3UHOM U aprMHUHOM, OTHO-
CAT K OCHOBHbIM aMWUHOKMNCNOTaM.

OcTanbHble TPUHAALATb aMUHOKMCAOT (FAWUWH, anaHwH, BauH, nei-
LUMH, W30MelLMH, METUOHWH, (eHWNanaHuH, CepuH, TPEOHWH, acnaparuH,
rNyTamMuH, NOAMH 1 TPUNTOMaH) ABAAKOTCSA HEATPaIbHbIMU.

B 6enkax BCTPeyaroTcsa MOANMULIMPOBAHHbIE aMUHOKWCIOTbI, 0K0M0 140
U3 KOTOPbIX WAEHTUPUPOBAHBLI. XUMUYecKas MOAUDUKaUUA aMUHOKMCIOT
NMPOVCXOANT NOC/E BKNOYEHNS UX B COCTaB BENKOB 1, KakK Npasuio, COCTOUT 13
onpegenieHHbIX OKUCAUTENbHbIX MPEBPALLEHMNIA pagnKaioB aMUHOKUCIOT.

MpymepamMn XMMUYECKO MOAN(MKALMN aMUHOKWC/IOT ABASKOTCA TMApO-
KCupoBaune fM3NHA W MNPOJHHA B MOJEKy/e KonnareHa c 06pasoBaHueM
5-rmapokcunmsvHa 1 4-ruapoKcMnponrnHa u kapbokcuamposanue rnyTaMmyHOBO
KMCNOTbI C 06pa3oBaHMeM 4-KapboKCUry raMMHOBOM KUCNOTbI.

o}
ji2n—CH-C—OH 0
3eH. 0
0 3€H.
nh2 OH
5-IMAPOKCUN3NH 4-TMAPOKCUMPOSIUH ﬁ;llé%gggkcmrnwammosaﬂ

depMEHTATUBHOE MVAPOKCUIMPOBAHNE OCTATKOB MPO/IMHA B MOMEKY/e
Ko/nareHa. NpoucXoAmuT C y4acTMeM ackopOGUHOBOW KMCMOTbI B KayecTBe KO-
(hepmeHTa. KapGoKcunvposanue riyTaMUMHOBOW KWCMOTbI NMPOMCXOAUT C yua-
wem BuTaMuHa K B KauecTse KodepmeHTa. KapboKcuibHas rpynna, BBefeH-
Hasl B pafuKan rayTaMUHOBOM KUCMOThI B COCTaBe 6efika MpOTPOMOUHA, Cro-
COGCTBYET CBA3bIBaHMIO Ca2+ 1, TEM CaMbIM, aKTVUBMPYeT NpeBpaLleHne npo-
TPOMGMHA B TPOMGUH. LLIMPOKO PacnpocTpaHeHHbIM BMAOM XUMUYECKOKA Mo-
andmkaumuy ABnseTcs ochopuIMpoBaHUe OCTaTKOB MMAPOKCAMUHOKMCIOT 1
yaLLle BCEro aMMHOKMCNOTbI CeprHa ¢ 06pasoBaHmem hocdocepuHa.

Mo 610N0rMYecKoit LIeHHOCT aMUHOKMC/IOThI AENATCS Ha He3aMeHuU-
Mbl€ U 3aMeHUMble. 3aMeHNUMble aMUHOKMCIOTbI MOFYT CUHTE3MPOBATLCS B
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OpraHu3Me YefiloBEKa W XMUBOTHbLIX, HE3aMEHUMbIE HE MOTYT CUHTE3UpOBaTh-
Csl M [O/KHBI MOCTYNaTb B OPraHW3M ¢ nuileil. HesaMeHUMbIMW aMUHOKWC-
NoTaMu ABNAKOTCA: BANUH, NeiiiuH, N301eiLUH, TPEOHNUH, METUOHWH, (e-
HUNANaHWH, TPUNTOMaH, IN3NH.

ApPIUHWH W TUCTUANH HE3aMeHUMbI TONbKO ANs IETCKOro OpraHm3ma,
MO3TOMY 3TU aMUHOKWCNOThI MHOTja Ha3biBalOT NO/Y3aMeHUMbIMU.

VIOHHbIE ceolicTey aMUHOKUCIOT. B 3aBUCMMOCTU OT peakuum cpe-
4bl (pH) 1 B COOTBETCTBUM C NPUHLMNAMU KAC/IOTHO-OCHOBHOIO PaBHOBECUS!
«-KapBOKCU/IbHbIE U a-aMUHOTPYMMbl MOTYT CYLLECTBOBATb B OAHOIA 13 cne-
JyHoLMX B3aMMONpPeBpaLLaeMbixX hopM:

—CO00 - COO
- NH3+ " = NH2
»— &%
NPOroHMpoOBaHHbIE NOHN3NPOBaHHasA MOHN3MPOBaHHaA
KapbOoKCHbHas KapboKCUNbHas rpynnau  KapboKcu/bHaA
rpynnamu NpOTOHMpPOBaHHasA rpynnawu CBO60,U,HaF|
amuHorpynna aMmuHorpynna aMmuHorpynna

Yactmua ammHokucnotel ¢ rpynnamy  COOH u NH>* nonHoctbio
NMPOTOHUPOBAHA U MOXET paccMaTpUBaThbCA Kak [BYXOCHOBHaA (fBa MpoTo-
Ha) kucnoTa BpeHcTega, AMccoLMaL WS KOTOPO NMPOUCXOAUT B fBa 3Tana ¢
pasnuyHbiMu 3HaveHusMU pKa. pKAKapboKCUAbHOM rpynnbl A1 60/bLINH-
CTBa aMVHOKMCNOT paBHO.2, @ aMuHorpynnel ~ 9- 10.

Mpouecc Auccoumanym anaHnHa BoIraanT Cnegyowmm 06pa3om:

paBHOBECKE OnpefenseTcs paBHOBECKe OnpedenseTcs
pKarpynnel a-COOH pKarpynnbl a-NH3+
N n
r PKB= 2 ( "nr pK'a3=9-10
IH3N CH-COOH - tHN— CK-CO0" — h2n- -CH-COO'
| +H | +1r
CH3 CH3 CH3
KaTnoHHas dopma 6unonapHas noHHas opma aHVOHHas! hopma
(cymmapHbIin 3apsig, (cymmapHbIi1 3apsif paBeH (cymmapHbiIii 3apsif,
paBeH *1) Hynto), pl paseH -1)

AMVHOKMCNOTbI B cunbHOKKCNOl cpege (pH ~1) HaxoaaTcs B KATWOH-
HOV chopme (3apsag +1), a B cunbHOOCHOBHOW cpefe (pH ~11) - B aHWOHHOM
thopme (3apsg - 1). CnefoBaTeNibHO, aMUHOKUCNOThI NPOSBASIOT aM(OTepHble
CBOWCTBA, B KMC/OI Cpeae NPOsiBASIOT CBOWCTBA OCHOBaHUIA, a LLLeNI0YHOI cpe-
fe cBolicTBa KMCNOT. Korfa 3apsjg paBeH Hyto, aMUHOKUCIOTa HAXOAUTCS B

26



L3aMeKTPUYECKOM COCTOSHUU. 3HaueHue pH, npu KOTOpPOM 3apsif amuHo-
KVCNOTbI PaBeH Hy/t0, Ha3bIBAETCA N3031eKT PUYECKOA TOUKOIA.

Kpome BKnafa a-aMyHOTpynbl 1 a-kapboKCUIbHOM rpynnbl B 06 3a-
PAL MOSIEKY bl B CTPYKTYPe HEKOTOPbLIX aMUHOKMC/IOT B pajuKane UMeeTcs Tpe-
Tbf MOHOTeHHasa rpynna. AcnaparuHosas W rnyTaMMHOBass aMUHOKUCNOTbI CO-
[iepXxat fONO/HNTENbHbIe KapOOKCUbHbIE FPYNMbI, KOTOPbIEe NpW (h13MoNorunye-
CKOM 3HayeHun pH, paBHOM 7,4, MOHW3VPYHOTCH, COOBLLas MONieKy/e AONOHM-
Te/bHbIli OTPULATENbHbIV 3apsAg. STV aMUHOKWUCNOTbI Ha3blBAKOT KUCBIMU.

Mpynna-SH uuctenHa u rpynna-OH TUpO3MHa He Takne KuUchble, Kak
y acnaparmHoBOW ¥ FNyTaMWHOBOW KWCNOT, HO OHM MOTYT CyLleCcTBOBaTb B
VNOHM3MPOBAHHON OPMe 1 3TV aMUHOKUCAOTbI OTHOCAT K KUC/bIM.

MpoTnBOMNONOXHAA cUTyauus HabnogaeTca 418 NU3NHA U aprHUHA,
KOTOpble B pafuKane cofepXaT OCHOBHble rpynmbl U Npu-guccounanny ata
rpynnbl BHOCAT AOMONHWTENbHbIV NOMOXWTENbHbIA 3apsad B 06WMiA 3apsag
MONEKy/bl aMWHOKUCOTLI. Pagnkan rucTugmHa He 061afjaet CToNb CUbHO
BbIP@KEHHbIMA OCHOBHbIMW CBOMCTBaMW, HO MOXET-6bITb B BUAE MOMOXKU-
TeNbHO 3apsXXEHHOW Tpynnbl.

Tabnuua 3.1

lMokasaTenn noHusaLum rpynn aMMHOKUCNOT
(PKavoHOreHHbIX rpymn)
Kucnota a- COOH _a-NH3 RH, RH

Gly 2,34 9,60
Ala K 2,34 9,69 -
Val 2,32 9,62 -
Leu 2,36 9,68 -
lie 2,36 9,68 -
Ser 2,21 9,15 -
Thr 2,63 10,43 -
Met 2,28 9,21 -
Phe 1,83 9,13 -
Trp 2,38 9,39 -
Asn 2,02 8,80 -
Gin 2,17 9,13 -
Pro 1,99 10,60 -
Asp 2,09 9,82 3,86*
Glu 2,19 9,67 4,25*
His 1,82 9,17 6,0*
CysH 1,71 10,78 8,33*
Tyr 2,20 10,07 9,11*
Lys 2,18 8,95 10,53
Arg 2,17 9,04 12,48

* VoHusaums rpynn B pagukane MPOWCXOAWUT paHbLUe WOHW3aLMK
a-NH3l-Fpynnsi.
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Hwxe npusegeHbl NPUMepbl BbIYMUCNEHNA I/ISOSI'IEKTF)VI'—IECKOVI TOYKN

ana Hel‘;ITpaﬂbeIX, KNCNbIX N OCHOBHbIX aMWHOKWUCNOT.
HeVITpafIbele AMWHOKUC/OTbI:

pKa] + pKa2 2,34+ 9,69
P1 ans anauHa p! = =202

Kwucnble aMUHOKMCTIOTI:

| PKal pKa2 [N acnaparMHoBou 2,09 +3 86
p= 2 KMCNOTbI p! =- —<7zr-k— =298

OCHOBHble aMUHOKUCNOTBI:

o IOKU22+ pKa3 1A M3MHa PI = 8'_9521%9_':?3 =974

MenTtugbl. a-Kap6okcunbHas rpynma _OAHOW aMUHOKUCIOTbI MOXET
pearupoBaTb C a-aMWHOTPYNMoi APYroli amMMHOKMCIOThbl ¢ 06pa3oBaHMEM
nentugos. CoefnHeHNs, cocTosWwme u3 2 1010 aMMHOKUCNOTHBIX OCTATKOB,
Ha3blBAKTCA OAUronenTMAaMu (gUNenTuAabl, TPUNENTUAbI, TeTpanenTuasl,
neHTanentugbl u T.4.), u3 10 n 6onee - nonunentugamu, a u3 50 n 6onee -

6enkamu.
Cxema 06pa30BaHua ANNeNTU0B:

0o o
h2h— CH-C—OH H2N— CH-C— OH
| |
4 Hjo
Cannnu AnaHuH
0) 0o
|
h—ch-d “M—cH-c -N— CH-C— OH
| | |
H H CH3 n H
Cnvumn-anaHuH ANaHW-rNANH

M3 ﬂpMBe,D,EHHOVI CXeMbl BUAHO, YTO U3 ABYX aMWHOKWNCNOT (FIWILU/IHa
n aJ'IaHVIHa) BO3MOXXHO O6pa3OBaHVIe ABYX ANMENTMAOB, pasnnyarownxca no
CTpPOeHuto. PaBHoBecue 3ToW peakynn CUNbHO CABUMHYTO B CTOPOHY rnapo-
n3a, a He cmHTe3a. CneposartesibHO, OGUOCUHTE3 nenTuaHbIX cBsA3elt npore-
KaeT C I'IOTp66I'IeHVIeM 3Heprunn, rnaponns - ¢ 008060)K,CI|6HI/IEM SHEPTUN.
Ko0/M4ecTBO BO3MOXHbIX MENTUAOB 3aBUCUT OT KOMMYECTBA aMUHOKMC-
NOT, NPUHNMaKOLWKX y4yacTne B X 06pa3OBaHMI/IZ

28



KONn4ecTBO aMUHOKMUCNOT KONM4ecTBO NenTnaos

2 2
3 6
4 24
5 120
20

CyLecTBOBaHME Pas3MyHbIX TUMOB NENTUA0B NPAKTUYECKUN HE OTPaHUYeHO.

HomeHknaTypa nenTugos. MenTugHas Lenb UMeeT OAHO-HaNpasne-
HWe ¥ ABa pasHbIX KOHUA N-KOHel, HecyLiuii CBOGOAHYH aMUHOTPYNny
NepBOi aMUHOKMCNOTbI, 1 C-KOHeL, HecylniA KapboKCUNbHYIO Tpynny no-
cnegHeli aMUHOKMCNOTbI. B HasBaHUW NenTUA0B aMUHOKWC/IOTHBIE OCTaTKM,
NpVHSBLUME y4acTue B 06pa3oBaHMM NEeNTUAHON CBA3W Kapb6OKCUIbHOM
rpynnoi, paccMaTpMBaloTCA KaK paguKkaibl ¥ UMEKT OKOH4YaHue -un. Ha-
npuMep, aMUHOKMCOTHAA MOCNef0BaTeNMbHOCTb-MENTUAHONO FOPMOHA aH-
rmoteHsuHa 11: acnapTua-apruHuA-Banun-TWUPO3NI-U30NENLNN-TUCT U-
Aun-nponun-eHunanaHuH. Yawe nonb3yoTcs TPeXOYKBEHHbIMU, a B Mo-
crnefiHee BpPemMA OiHOGYKBEHHbIMY 0603HAYEHUAMKU aMUHOKMCNOTHBLIX OCTaT-
KoB. COCTaB TOr0 Xe aHrnMoTeH3nHa 11 3anucbiBaeTcs Creaytowmm 06pasom:
Asp-Arg-Val-Tyr-lle-Ilis-Pro-Phe unu cootserctseHHo DRVY IHPF.

MpupogHble nenTugbl HebesIKoBOW APMPoLbl. MHOrne nenTuibl
cofiepXKaTcsi BO BCeX TUMax OPraHU3MOB M OT/IMYAKOTCA MO CBOEN CTPYKTYype
0T 6enkoB. OHM pa3HO06pa3sHbl N0 CTPYKTYpe, MHOTAa COAepXaT He TOMbKO
L-, HO 1 D-aMnHOKMCNOTbI. B.CBA3K C pasHOO6pa3nem CTPYKTYpbI, U NCXOAS
13 MpUHUMNa B3aMMOCBA3W-CTPYKTYPbl U QYHKLUW, Guonormyeckne yHk-
LMW TakMX NenTUAOB MHOFOM/IaHOBbI.

B MbILWEYHOM TKaHW. MO3BOHOYHbIX O0BGHapy>keHbl KapHo3uH (P-ana-
HUN-TUCTUANH) 1 aHcepuH: (-anmwi-1f-meTuarncTugunH). 3HaveHne aTux
nenTUAOB B BMOXUMWMN MbILLLL MOHOCTBIO He BbIACHEHO. CUMTAKOT, YTO OHU
B K/IeTKax MblWLy eACTBYIOT Kak apheKTVBHble ByhepHble CUCTEMbI B MOf-
[iepXXaHuy-NocTosaHHOro pH, 6narogaps HaaMyMiD MMWAO30/bHOW FPynMbl
ructngnHa (pKa«6).

o] (0]
n n I [

KapHo3uH AHcepuH
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FAyTaTuoH (Y-rnyTaMUHAUNN-LUCT ENHUN-TALLUH) :

R
hz— CH-C— OH

CH?2 0 0

I I
¢ —HN—CH-C—HN— CH2-C — OH
Il
0 CH2_-SH

OCO6EHHOCTbIO CTPOEHMS TNyTaTUOHA fBMSeTca To, 4TO Y-Kapbo-
KcunbHas (a He a-kapb6oKCubHasA) rpynna rnyTamMHOBOW KMCAOTbI NPUHW-
MaeT yyacTve B 06pa3oBaHUM NenTUAHON CBA3W. [NYTATMOH NPUCYTCTBYET B
OpraHu3me X1BOTHBbIX, pacTeHuin 1 6akTepnit..OH MOXeT ObITb B BOCCTAHOB-
nenHoit (Ci SH) n okncneHHoit (G—S—S-G) dopmax, co3aaBasi OKUCAUTENb-
HO-BOCCTaHOBUTESIbHYIO CUCTEMY.

[NyTaTMOH NPUHUMAET y4acTue B:

-TpaHCNopTe aMMHOKMNCNOT Yepes KNeToUHble MeMOpaHbl;

—noALepXXaHUY BOCCTAHOB/IEHHOTO COCTOSHMA >Kene3a (Fe2y) B Monekyne
remMornobuHa;

- 06e3BpeXuBaHNY AL0BUTBIX OKUC/IEHHbIX areHTOoB.

BoccTaHOBMEHHbIA FIyTaTMOH 3almwiaeT HS-rpynnbl 6e1KoB OT
OKMCNeHWs; oKucnaTes. HS-rpynnbl He 6enkos, a rayTaTvoHa. Mpu atom
BOCCTaHOB/IEHHbI FAyTaTUOH NpeBpaLLaeTCcs B OKUCMEHHbIN, T.e. FYTaTUOH
BbICTYNaeT B OPraHW3Me Kak aHTUOKCUAAHT. OKUCNEHHbIV FNyTaTUOH pere-
HepupyeT B BOCCTAHOB/EHHbIIA.

KuweuHononoctHble {Hydra) oueHb YyBCTBMTENLHO OTBEYAIOT peakuuei
noefaHus Ha 10' MONApHbIE PacTBOPbI yTaTMOHA. AHTarOHUCTOM ryTaTVoHa
AB/AETCA OTAIbMOBAA KMCNOTa (y-rny Tamiu-a-aMuHoBY TUPUA-TANLNH).

MaHToTalBas kucnorTa (a,y-auruapokeu-P,p-guMeTunbyTupLu-p-
anaHT) < npegctaBnseT  AMNenTui  NaHTOeBOM  (0,y-OUruapoKcu-p,p-
OMMETLUMACNAHOR) KNCNOTbI U p-anaHuHa:

H2C— C—C-C -NH -CH2- CH2- COOH
OH CH3 OH
MaHTOTEHOBAaA KMUCNOTa ABMSETCA BUTAMUHOM W BXOAWT B COCTaB Ko(hepMeH-
Ta ayunmposauns (CoA).

MenTwuAHbIE TOPMOHbI. TOPMOHbI NENTUAHON NPUPOLbI B OCHOBHOM
nenTuabl HeGONbLIOrO W CPesHero pasmepoB. TOPMOHbLI rMnoTanamyca, kak
npaBuno, npeAcTaBfieHbl noaunenTuaamu. lMpefcTaBUTENAIMU NENTUAHBIX
FOPMOHOB SIBMIAIOTCA OKCUTOLMH M Ba3onpeccuH runogusa. Oba ropmoHa
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HOHaMenTUAbl UMEKT UMKA W3 LIECTM OCTAaTKOB aMWHOKMUCNOT U GOKOBYIO
uenb M3 TPEX aMUHOKUCNOTHBIX OCTaTkoB. Ha OKOHLe HaxoguTcs He CBO-
60fHas KapboKcUIbHAsA, a aMMAHas rpynna ravuuHa. Pasnmuve Mexay HuMu
COCTOWUT B aMUHOKMC/IOTHbIX OCTaTKax B 3 1 8 MONOXEHUSX, YTO 1 06yCcnaBvBa-
eT UX cneuudmryeckoe 61UONOrMYECKoe AelicTBIe.

+ 012 3 .12 3
HN  Cys—Tyr— lie H3N— Cys— Tyr— Phe
S s
26 1
Cys—,ésn—Gin 8@5_ Asn—Gin
Pro Leu- Gly (CNH2) Pro—Arg—Gly (CNH2)
7 8 9 Il 7 8 9 I
O
OKCUTOLMH YenoBeKa BasonpeccuH Ye/ioBeka

OKCUTOLMH CTUMY/IMPYET COKpalLieHne MaTKI1 Y GepeMeHHbIX 1 Bblfese-
HVe MO/IOKa Y KOPMSALLMX camok. Ba3onpeccuH 06/1aAaeT CUMbHBIM aHTUANYpe-
TUYECKNM AeliCTBMEM, CTUMY/IMPYS peabcopbLMto BOAb! NOUYKaMu, CTUMYANPY-
T COKpalLeH1e rNafK1xX MbillL, 0COGEHHO CTEHOK KPOBEHOCHBIX COCY/OB U Ta-
KUM MyTem MPUHUMAET y4acTue B KOHTPOJIE KPOBAHOTO [aB/eHMs.

AHIMOTeH3UH. CU/bHBIM NPECCOPHbIM AeCTBUEM 06/1a/1aeT aHIMO T eH-
3uH 11, KOTOpbIN SBNSETCS IMHENHBIM OKTanenTUAOM U COCOGCTBYET MOBbILLE-
HUIO KPOBSIHOTO [aBNIEHUs, CTUMY/IUPYS COKpaLleHWe KPOBEHOCHbLIX COCY[OB.
AHIroTeH3VH |1 06pasyeTcs B IEFKUX U3 AeKanenTuaa aurnoTeHsuHa |, uctou-
HUKOM KOTOPOTO CY>XXWT 610K M/1a3Mbl aHTMOTEH3MHOTEH, CUHTE3VPYEMbIiA Ne-
UeHbt0. AHIMOTEH3WH | 06pa3yeTes U3 aurMoTeH3VHOTeHa Nog AeiicTBueM dep-
MeHTa peHnHa, CUHTE3UPYEMOrO B MOYKaX U CEKPETUPYEMOTO B KPOBb.

AHTNOTEH3NHOTEH
(6en0K.MNa3Mbl, CUHTE3NPYEMBIA B MEYEHN)

PeHunH Kposu
(cuHTE3MpYeTCA B
noyKax)

AHTMoTeH3nHoOreH |
Asp-Arg-Val-Tir-Ue-His-Pro-Phe-His-Leu
MenTnpasa
(neroyHas TKaHb) His-Leu

AHrnoTeHsnHoreH Il
Asp-Arg-Val-Tir-lle-His-Pro-Phe

Punc. 3.1. Cxema npesBpaLleHnsa aHrMoTeH3NMOrcHa.
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MoMMMO B/IMAHMA Ha KPOBAHOE [aB/ieHNe aHrMoTeH3nH Il okasbiBaeT
[efiCTBME Ha LeHTPanbHY HEPBHYHD CUCTEMY, BbI3bIBAs XaXay ¥ CTUMYN-
pys CeKpeLuto Ba3oNpeccuHa runopmn3om.

MenTugbl-HeiipomeguaTopbl. B 1975 r. oTKpbITa rpynna nenTuzos,
KOTOpble PerynupytoT nepegady UMMynbCOB B HEPBHbIX KeTKax (HelipoHax).
3T nenTuabl Brepsble OblNY 06HAPYXKEeHbI B TKaHAX MO3ra U HasBaHbl 3H-
KehanuHamu. WX Takke Has3blBatOT ONMATHLIMW NENTUAAMMU, TaK Kak Me-
XaHWN3M MX [eCTBUA CXOLeH C MEXaHW3MOM AeliCTBMS MOP(UHA U APYIUX
onuoungos. OnuaTHble Mernuibl CoAepXarca B OpraHn3mMe MO3BOHOYHbLIX U
6eCn03BOHOYHbIX B 0YEHb MaslbIX KOIMYECTBAX.

MepBbIMKU B 3TO rpynne OTKPbITbl ABa NeHTanenTnia, KOTopblie OTAn-
YalTCA O4HUM aMUHOKMUCIOTHLIM OCTAaTKOM Ha C-KOHLIe:

Tyr- Gly-Gly- Phe- Met (Me0-aHkeanuH

Tyr- Gly-Gly- Phe- Leu (ben)-aHkedanuH

OfHoW 13 hyHKUMIA ONMaTHLIX NenTuaoB ABAsSeTCA 06e360nMBatoLLee
felictBue. B nabopaTopHbix ucnbiTaHuax (Mell-rwketaimH npossnsn npu-
MepHO B 20 pa3 60/iee CUbHBIN 06e360n1BatOLWLNIA 3 EKT MO CPaBHEHUIO C
(bewn)-aHKeasMHOM, XOTA pasninyne B CTPYKTYPE TONLKO B MOCNeSHEM aMu-
HOKMCNOTHOM OCTaTKe. VIMETCA onuaTHble NEnTUAbI 601b6WNX pasMepos u
obnagatowwmx 6onee cunibHbIM felicTBMeM. -Hampumep, AnnopduH cocTouT
n3 13-, a p-sHAOPUH 13 31 aMUHOKMCNOTHOIO OCTaTKa U B 3TUX NONU-
nenTuiax CoOAepXatca B KauyecTBe  CTPYKTYpHbIX dparmeHToB (Met)-
3HKeannH 1 (bewn)-aHKedanunH, YTO OTPaXKaET NMPOUCXOXKAEHMNE ITUX COefu-
HEHWIA M3 OAHUX W TeX XXe MPeALeCcTBEHHNKOB. 3BecTeH psag Apyrux onu-
aTHbIX MeNTUA0B, KOTOPble NPeACTaBAsAt0, 0CO6bI MPeaMeT UCCNeA0BaHWIA.

MenTunaHble aHTUOUOTUKN. MHOrMe aHTUOMOTUKN UMEIOT MOSHO-
CTbO NENTUAHYIO NPUPOAY SIN60 B MONEKYNY aHTUOMOTMKA BXOAUT NenTua-
HbIli (pparmMeHT. baunTpauuH. A cogep>XuUT reKCoLMKINYeCKy CTPYKTYpY,
COCTOUT 13 12 aMMHOKWUCNOTHBLIX ocTatkoB D- u L- paga. MpamuuymanH S
npeacTaBnseT LMKIMYECKI feKanenTus, B COCTaB KOTOPOro BXOAAT fABa OC-
TaTKa D-heHnnanaHmHau ocTaTtok L-opHUTHHA.

L-lIle (N)
L—(Ilys
L-Leu
D-Glu
L-le

L.-Lis

pamuumanH S
BaumTpuumH A pamtmA
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MeHULMNNVH B CBOEM COCTaBE COAEPXMT CBOe06GpasHble MenTuiHble dpar-
MeHTa U3 yucTenHa u D-BamHa.

AHTUBUOTVKM UCTOMb3YIOT B KAYECTBE XEMUOTEPANeBTUYECKUX Mpena-
paToB Ans 60pb6Obl C 6OME3HAMM, XOTH NPUPOAHas 6UONOrMYecKas UX PoNib —
3TO CPeACTBO CamM03alMTbl MUKPOOPraHU3MOB, KOTOPbIE UX CUHTE3UPYIOT.

OTfenbHble nenTuabl 061aaalT cnagkuM BKYcOM. Tak, Hanpumep, ¢
1981 r. MCNONb3YETCS B KAUECTBE HU3KOKANOpUiiHOW f06aBKM Ans NpuAaHUs
NULLEBbIM NPOAYKTaM CNafKoro BKyca acrapTaM, KOTOpblii npeacTaBnseT
METUNOBbIN 3dup AunenTuaa b-acnaptun-1.-eHnnanaHmHa.

hZh—eh -jl-h n —CH-((?}—O—CH3
CH2 CH2

f 6

AcnapTtam

3.2. benkn (NpoTenHBbI)

Benkun ABNAOTCSH OCHOBOW CTPYKTYPbI U (DYHKLWIA XXMBbIX OPraHU3MOB.
Mo mHeHnto ®. Kpuka, 04HOro 13 0CHOBOMO/IOXXHUKOB MOMEKYNAPHOA 610-
normu, 6enkn BaXKHbl NOTOMY, 4TO OHW BbIMNOJIHAIOT Camble pasHOO6pasHbie
(DYHKLMM C HEOObIKHOBEHHOW TErKOCTHIO W M3ALLECTBOM.

B npupoge, no ‘nogcuyetam, cyuilectsyeT npumepHo oT 10w go 1012
pasnunyHbIX 6enKOB, KOTOpble 06ecneynBatoT cyuiecTsoBaHue 1,2' 10ii BugoB
XXMBbIX OPraHn3MOB PasNNYHOW CIOXHOCTW OpPraHv3aLMmn, HaumHas oT BUpY-
COB W KOHYas Ye/I0BEKOM.

Kaxablii opraHn3M XxapakTepusyeTcs YHUKanbHbIM HabopoMm 6enkoB.
deHOTUNUYECKME MPU3HAKW W MHOroobpasve (QyHKLUA 06YCNOBEHbI
CMeundUYHOCTLI0  00beanHEHUA OeNKoB B BUAE HaAMOMEKYNAPHbIX W
MYNbTUMONEKYNAPHLIX CTPYKTYP, ONPeAenstowmnx ynbTpacTpyKTypy KIeToK
n.mx opraHenn. B knetke E. coli cogepxutca okono 3000 pasnunyHbIX
6enKkoB, a B OpraHM3Me 4enoBeka HacumTbiBaeTcs 0koso 5000000
pa3Hoobpa3Hbix 6enkoB. M3BecTHa TOYHasa CTpyKTypa npumepHo 1000
6enKoB. B uenax 605ee NOMHOro NOHUMAaHUA PYHKLMIA 6eNKOB HEO6X0AMMO
paccMoTpeTb YPOBHM CTPYKTYPHOI OpraHv3aLmMm Monekyn 6enKos.

MepBuyHaa  CcTpykTypa ©Oenka — CTpPOro  onpepeneHHas
nocnefoBaTelbHOCTb aMWHOKUCIIOTHBIX OCTaTKOB B MOAMMNEHTUAHON Lenwu
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(puc. 3.2). OHa feTepMMHUPOBaHa FEHETUYECKN, ONPeLeNfeTcs NpUpPoAocii un
OTHOCUTENbHbIM KOMNYeCTBOM BXOAALLMNX B Monekyny  6enka
aMWHOKMUCNOTHBLIX OCTaTKOB. 3BeCTHa MoJiHas MocnefoBaTe/lbHOCTb OKOJO
2000 6enkoB. Bbiclwine ypoBHM opraHu3aumm 6enkoB, B 4aCTHOCTM, 06Lias
KOH(popMaums 1 6uonoruyeckas akTUBHOCTb, OMNPefensTCA NepBUYHON
CTPYKTYpOin 6efka. 3TO ApKO MNOATBEPXAAETCA Ha NpuMmepe CTPOEHMs
remornobuHa. Tak, /3-Lenb HOpManbHOro remMornobuHa yenoseka HBA B 6-m
NONOXEHNN COLEPXKUT oTpuULaTesibHo 3apPSOKEHHYIO NONSIPHYHO
rNyTamMUHOBYIO KUCMOTY, TOorga Kak P-uenb remMornobuHa cepnoBuiHbIX
kneTok HbS copepXmT HEMTpa/IbHYIO 1 HEMONAPHYI0 aMUHOKUCAOTY BavH.

reHHBE®

Puc. 3.2. Cxema nepBUYHON CTRPYKTYPbI Genka.

1o.

Puc. 3.3. MocnesoBaTe/lbHOCTb aMUHOKUCIOTHBIX OCTATKOB B MOJIEKY/e
prGOHYK/easbl (MepBUYHAs CTPYKTYpa).
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Ha nepsblii B3rnsf, He3HauMTe/bHOE W3MEHeHMe B CTPYKType, npu
o6Liem yncne 574 aMMHOKMCNOTHBIX OCTATKOB, BefeT K U3MEHEHMWIO CBOWCTB
HbS. MagaeT cnocobHOCTb CBA3bIBATL KMCNOPOA, B Pe3y/bTaTe pa3BuBaeTcs
HacnefcTBeHHas 601e3HbL —CepnoBUAHOKNETOYHAsA aHeMuA.

MepBuyHas CTpyKTypa ob6ecneymBaeTcs MNeNTUAHbIMU  CBA3AMU.
MentugHas (amngHas) CBA3b 06pasyeTcs 3a CYeT KapbOKCWALHON rpynnbl
OfHOW aMWHOKWCMOTbI WM aMWHOrPYMMbl MOCNefytoLWeid aMUHOKUCAOTbI.
B pe3ynbTaTe peHTreHOCTPYKTYPHOIO aHanunsa, nposeAeHHoro Jl. [lonnHrom
n P. Kopu B Havane 50-x rogoB MPOLUAOr0 CTONETUS, Gblan.YCTaHOBMEHbI
CTpOeHMWe 1 NapameTpbl NENTUAHOW CBA3M.

B
H R H H H n
\l | | |
N®
wen o\
K R
o* n 0 o© OH
[/IMHa CBA3eN, HM pe30oHaHCHbIe PopMbI TayTOMepHble (POPMbl
cBO6OHOE
% BpaLleHne
U
pacnonoXeHo 6.aToMoB
OrpaHnyeHo
E
1 H
"F 1%/ T
'V
c / (ia l\ll
[ N ]

] r

0 HR H o) »
NOBTOPSAIOLLASACS eAMHULA

(0,72 Hwm)
CBA3N: nepez MaocKoCTbH PUCYHKA,

3a NI0CKOCTbH pUCyHKa
puc. 3.4. CTpoeHue 1 XxapakTepucTuka NenTUAHOI CBA3N.
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MenTngHaa cesss u  MNOMMNENTUAHAA LEMb xapakTepusyioTcs
cnegyoLwmMm ocobeHHoCTAMM CTpoeHus (puc. 3.4).

1. AnuHa cBasm C - N B ammnpgHoii rpynne (B NeNTUAHOW CBA3M) paBHa
0,132 Hm (puc. 3.4A) U “MeeT NPOMEXYTOYHOE 3HAYEHWE MEXAY A/IMHON
[\BOVHOI KoBaneHTHoI cBsizn (0,121 HM) M OAVMHApPHO KOBaNeHTHOW CBA3W
(0,147 Hm). HekoTopoe BblpaBHMBaHWE ASIMH CBS3eld MPOUCXOAMT B
pesynbTate conps>xkeHms. CBA3b C —N MMeeT 4aCcTUUYHO XapakTep ABOMHOI
cBA3N (A-CBA3M), YTO MOXHO OOBACHUTb MCXOL4S W3 PE30HAHCHbIX W
TayTOMepHbIX CTPYKTyp (puc. 3.46, B). Wcxogs w3 dA-xapakTepa..CBA3u
cnepyet, yto BpauweHue Bokpyr oc C —N 3aTpyAHeHo (6apbep BpalleHus
cocTasnset 63-84 k>/Monb).

2. ONeKTPOHHOE CTPOeHMe npefonpefensieT >XecTKoe MaaHapHoe
CTpPOEHMe NenTUAHOW CBA3M, TAe YeTbipe aToma NenTUAHON CBA3W W ABa
MPUCOEAUHEHHbIX a-YrNepofHbIX aToMa HaxoAaTcsd B OAHOM ~MA0CKOCTH
(puc. 3.4T"). Kaxablii nnaHapHblii NeNTUAHbIA (parMeHT COAEPXMUT ABe
0-CBA3W C [ABYMS a-yrnepofHbIMW aTomamu, MO3BONfOLWME CBO6OAHOE
BpauieHune no ocam C—C n N - C (puc. 3.4[).

3. ATombl O 1 H nenTugHol cBA3u 1 ABa a-yraepogHbIX aToMa MMeT
TPAHC-OPMEHTaLMI0O OTHOCUTENIbHO NEeNTUAHOW  CBA3M, KOTOPOW OHM
CBA3aHbI.

4. Pagkanbl KaXoro 13 a-yrnepoAHsIX aToMOB PacronoXeHb! peryisapHbIM
06pa3oMm B TPaHC-MOMOXEHNN OTHOCUTENBHO ApYT Apyra (puc. 3.4E).

BTopuuyHaa cTpykTypa 6enKa - nNpoCTPaHCTBEHHAd OpueHTaums
NnoNUMNEeNTUAHON Lenu, T.e. cnocob yrnakoBKMW, CBEPTbIBAHMSA, CKPY4YMBaHUA
noNuNenTUAHOK LUenu B OMNPefeNeHHY0 KOH(opMauuio B pesynbrare
cBO6OAHOrO BpaLLeHNs BOKPYT CBA3el NOMMMEN FMAHON Lenu, CoeaUHAIOLLINX
a-yrnepofHble aTombl. HekOTOpble 13 3TUX 06pa3oBaHuii HOCAT PerynspHbIi
Xapaktep ¥ 00ycnasnvBalOT MNepUOANYHOCTL  CTPYKTYpbl. [Mpumepamu
BTOPWUYHOWN CTPYKTYPbl;. OOHAPY>KEHHbIMU B MPUPOAHBLIX MOAUNENTULHBIX
Lensx, SBASIOTCA a-cnupanb, /9-CKnagywnblil NMCT, CTaTUCTWNYECKMii
Kny60K. 3TN CTPYKTYpbl BO3HWKAIOT B COOTBETCTBUM C MPOrpaMMmoi,
3a/710)KEHHOW B  MEpBUYHON CTPYKType 6enka. CrnuvpanbHble U CKnagyatble
(hopmbl  NpefcTaBfieHbl  YNOPSAOYEHHbIM, @ CTaTUCTUYECKUA KIy6oK —
OTHOCUTENIbHO YMNOPSAOYEHHbIM PAaCNoNOXeHMEM MOAUNENTUAHON Lenu.
«-Cnvpanb W ["-cknagyaTblid MCT ObLIM  MpeaniiokeHbl B 1951 rogy
JI. MoanHrom n P. Kopu. CTpykTypa a-cnupanu 6bina nMu npefckasaHa 3a
6 neT [0.3KCNEepUMeHTaNbHOr0 NOATBEPXKAEHUSA ee CYLLEeCTBOBAHWUSA METO0M
PEHTreHOCTPYKTYPHOIO aHanm3a M1ornobuHa.

a-Cnupans. B nonvnenTuaHbIX LENax, COCTOAWMX U3 L-amuHO-
KUCNOT, BCTpeyaeTcs npasas a-Cnupanb, KOTOpas WMEET BWZ CTEPXHS.
MpaBasd cnupanb BbIFOAHO OTAMYaeTcA OT NneBol 6Gnarogaps TOMy, 4TO
pagvKanbl aMMHOKMCNOTHLIX OCTaTKOB pacrofaraloTca Mo cnvpanm u
Hanpae/eHbl HapyXy OT OCHOBHOI Lienu, CBOAS K MUHUMYMY 3aTpy[HEHMA
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MX  CTEpMYeCcKOro pacrnonoxeHus. B cTabunusauum  KoHdopmaymu
a-cnupanu WUrpalwoT BOLOPOAHbIE CBAT, KOTOpble 006pasytoTcd Mexay
KapboHWNbHbIM aTtomoMm kucnopoga (C=0) KaXAoro neporo u artomom
Bogopoga NH - rpynnbl Kaxgoro mnATOro ocTatka a-amMMHOKMUCIIOT.
B pesynbTtate Bce CO 1 NH-rpynnbl noAnnenTUAHON Lenn CBA3aHbl MeXay
co60oii BOLOPOAHbIMW CBS3IMU, PACMONOXKEHHbIMW MOYTW MNapanienbHo
LieHTpanbHo ocu (puc. 3.5).

War cnupann  coctasnger 0,54 HM, paccTosiHMe . Mexay
aMWHOKMCNOTHBIMK OCTaTKaMu no ocu cnupanm 0,15 HM, a yron mexay
HUMKU cocTaBnseT 100°. Ha nonHbIA BWMTOK chivpanu npuxoautes 3,6
aMUHOKMCNOTHBIX ocTaTKa (360° : 100° = 3,6).

Cnupwausauus  NCAMNENTUAHbIX Lenein B _PasfnyHbiX  6Genkax
kone6netcs oT 0 go 80 90%. Tak, Hanpumep, B reMOF106MHe 1 MUOTN06MHE
a-crnupanb ABNSETCA OCHOBOM CTPYKTYPbl Ha 75%, a (hepMeHT XUMOTPUICUH
NPaKTUYECKUN He COLEPXMUT a-CNUpanbHOW CTPYKTYPbI.

CnupanbHylo CTPYKTYpY NOAUMENTUAHOW LEenyu MOXeT HapywuTb
Hanuume octaTKa NPOAMHA, LMKNINYEeCKasd CTPYKTypa KOTOPOro BHOCUT U3/1I0M
B MENTUAHYIO UEeNb W HaaMyme Knactepa MOMOXKUTENBbHO 3apsXXeHHbIX
pagvKanos NIM3VHA U aprMHUHA UK KnacTepa OTPULATENIbHO 3apsSXKEHHbIX
pafvKanoB acrnaparvMHOBOM W FIYyTaMUHOBON KMC/OT.

JL MonvHr n P. Kopw OTKPbINM ¥ APYroin BapuaHT BTOPWUYHOW
CTPYKTYpbl W Ha3Bann p-cKnagyaTbiM €noeM (p-crragyaTbiM NUCTOM),
P notomy, uTo BTOpOI Mocne a-cnupaiv. CpaBHUTENbHAA XapaKTepucTuka
a-crnmpanu n p-cKnagyaToro ancTa npefcTasneHa Ha puc 3.6.

Puc. 3.5. MpocTpaHCTBEHHbIE MOAENU CTPYKTYPbI a-cnupanu.
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BOAOPOAHbIE CBA3N MEX Ay aMUHOKWCAOTaMu
pasnuuHoi nokanusayuein B NOAUNENTUAHOW uLenu

CKnagyaTblil ncT

AunTunapannenbHblii (3-1MCT 04HON NOAMNENTUAHON Lenu
Puc. 3:6. CTpyKTypa a-cnupanu u |l-cknaguaTon) nucTa.

(3-Cknapyaras CTPYKTypa WMMeeT MA0CKyt (opmy. MonnnentupHble
Lienwn B b-CKNafKax BbITAHYTbI. PACCTOSIHME MO OCY MeXAy aMUHOKNCIIOTHLIMU
octatkamm coctasnset 0,35 Hm (B a-cnupann - 0,15 HM). OcobeHHOCTb
B-cknagyaTtoli  CTPYKTypbl COCTOMT B TOM, 4YTO OHAa MNOAAEPXMBaeTcs
BOJOPOAHbIMK  cBA3AMU  Mexay C=0 wu N-H rpynnamMm pasHbiX
NoNUNEeNTUAHLIX — Leneid  uAn  BHYTPUMONEKYNSPHbIMA  BOAOPOLHLIMU
CBA3AMU MeXAY PasfMuHbIMW y4acTKamy OfHON 1 TOV e NertTrmgHomn Lenu.
BogopogHble CBA3W PacnofioXXeHbl NepneHANKyIApHO NOANNENTULHOW OCK.

MonunenTugHble Lenu, nexaline psaom B CKNaayaToi p-CTpyKType,
MOryT 6biTb HanpasneHbl NapannenbHO B OAHY CTOPOHY (MapannenbHblii
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p-cnoit) M B MPOTMBOMONOXHOM HanpaBneHUW — aHTunapannenbHbli
p-cnoii  (puc. 3.6). XoTa B MpuWpoAe BCTpevarwdTcs 06a Tuna, HO
aHTunapannenbHoe pacrnonoXxeHwe 6onee cTabunbHO, T.K. B 3TOM Cryyae
gunonm  C=0 wu N-H onTuManbHO B3aMMOAENCTBYHOT 6Gnarogaps
KOaKCWanbHOMY pacrnofioxeHuto. Hanpumep, (u6poVH Lienka COCTOUT
MoYTY LIeSIMKOM U3 «LWTabenei» aHTMnapanienbHbIX p-CKnagyaTbiX MCTOB.

CTaTwncTunyeckunii  knybok npescTaBnseTr  coboli  yyacTok
NnofMNenTUAHOW  Lenu,He 061aJaloWMiA  CNMPanbHON UKW CKNaayaToi
CTPYKTypoii. HO 3TO He 03Ha4yaeT NPOU3BOMbHOW  OpUEHTALMU
nofMNenTUAHOW  uenu, a  HaobopoT, 06nagaeT -ONpefe/eHHOMN
BbICOKOYMOPAA04EHHOI CTATUCTUYECKOW CTPYKTYPOIA.

TpeTuyHas  CTPYKTypa  OMUCbIBAET  MOJIHYHD.  TPEXMEPHYIO
apxuTekTypy 6enka, B TOM 4uCie WM MPOCTaTUYECKOA FpyMnbl, €CAN OHa
uveetca. [pyrummu cnosamu, TpPeTWYHas CTPYKTypa XapakTepu3syetcs
ornpeAeneHHOW NPOCTPaHCTBEHHOM OpueHTaLved NoAVAENTUAHON Lenu nnm
cnocobom yknagku B onpegeneHHoMm obbeme (puc..3.7).

Crabunusauns ' TPETUYHOW  CTPYKTYpbI
6enka KpoMe KOBaJIEHTHbIX CBA3ei (NenTUAHbIX 1
aucynbuniHbix) obecneymsaeTcs:

1) 3MIEKTPOCTaTUYECKNMU cunamm
MPUTSXKEHUS MeXAy OOKOBbIMM  Lensmu ¢
NPOTVBOMOMIOXKHO  3aPSHKEHHbIMU  MOHHBIMU
rpynnamm (MoH-UOHHbIEe B3aUMOAENCTBUS);

2). _BOJOPOLHbIMW  CBA3AMU  MeXAy
rpynnaMu, He yyacTByHOLWMMKU B 06pa3oBaHUK
NenTUAHOW CBA3M, HaMpuUMep, MeXay ocTaTkamu
TUPO3WHA W FNyTaMUHOBOW KUCNOTbI;

3) BOAOPOAHLIMW  CBA3AMM  NENTUAHbIX
rPYNNMPOBOK CMMPaNbHbIX CTPYKTYP W CTPYKTYP
TUNa CKNag4aToro nncTa,;

4)  rugpoto6HbIMK  B3aMMOZECTBUAMM
MeXAy HenonsipHbIMM GOKOBbIMU  pajuKanamu
anaHuHa, neunMHa W Apyrmx  HemnonsipHbIX

p-noAunenTug

Puc 3.7. MpocTpaH-
CTBeHHas yKnagka
(1-nonunenTuaHoi
Lenu remMorobuHa.

aMVUHOKNCOT;

5) B3aVIMOAENCTBMUAMM B NPOCTETUYECKON Fpynne, HanpuMmep, Mexay
VNOHOM MeTanna v pasnnyHbiMi R-rpynnamu.

B3aBnCUMMOCTM  OT YKNaAKv NOAUMNeHTUAoN uenw (uenein) Monekynbl
6enkoB  6bIBAOTrNOOYNAPHbIE  (WaponofobHble) u  GUbpuNnapHble
(HUTENOA06HbIE).

[Be (MM HECKONbKO) a-Cnupany MOryT 3aKpyuuBaTbCA OfHa BOKPYT
[Jpyroii, Kak TSXun B kaHaTe. a-Cnupann3oBaHHas cynepcnmpanb COgepXnTces
B KepaTuHe LUepcTu, BOMOC, NepbeB, HOMTEi, KOrTei, poros, anupepmuce
KOXM, MMO3NHE N TPONOMMO3MHE MbILL, PUOPMHE B CryCTKax KpoBW.
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N3 pmnbpunnapHbix 6enkoB Hambonee m3yyeH konnareH. KonnareH
ABNSETCA OCHOBHbIM KOMMOHEHTOM COeAUHWTENbHOW TkaHu. Okono 30%
maccbl 6elkoB M 6% Maccbl opraHusMa nNpuxoauTcs Ha KonnareH. Ero
KOMIMYECTBO B Halleil 6uocgepe oLeHMBaOT B 1 Muniapa ToH.

BO/JOPOAHbIE CBA3N *3NICKTPOCNTHYECKO™®
CMMpanbHo CTPYKTYpbI NPKTAXKENKE MEXAY

Puc. 3.8. Cxema CBA3€i B MosieKy e rno6ynspHoro 6eska.

CTpyKTypa KoanareHa npescraBnseT co60i NepekpyyeHHY cnupaib,
KOTOpPYI0  Ha3blBalOT  TponokonnareHoMm. B TpomokonnareHe Tpwu
OfMHaKOBble /1€BO3aKPYUYeHHbIEe LEnn CKpy4yeHbl BMecTe C 06pa3oBaHveM
npaBo3aKpy4eHHOW TPOHOW cnupau.

Kaxpgas Uenb 60nee BbITAHYTa NO CPaBHEHWIO C  a-CMMPanbIo.
CTpyKTypa TpOIiHOl cnupanu o6ycnoBneHa amMWHOKUC0TaM COCTaBOM W
nocnefoBarTe/lbHoCTblo. oYt TpeTb  aMUHOKUCNOTHBIX — OCTAaTKOB
COCTaBAsAET INMUWH, YeTBEPTb - MPOSIUH U TUAPOKCMMPOAUH, & OCTalbHas
yacTb MPUXOAMTCA Ha BCe OCTa/bHble aMWUHOKMCAOTbI,  BK/HOYas
TMAPOKCUAM3NH. TTOUTW B KaXLOM TPETbEM NOMOXEHUN HAXOAWUTCSH OCTaToK
FMLMHA, 0YeHb YacTo BCTpevatTca TpunenTuaHblie dparmenTbl Gly-X-Pro,
Gly-X-Hyp wn Gly-Pro-Hyp n TtetpanentugHbiii tparmeHT Gly-Gly-Gly-Gly,
ob6ecneynBaroLLme 06pa3oBaHNe TPOMHOW CNPan N HEBO3MOXHOCTb a-CrvpaIn.
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MepekpyueHHas TPOWHas CNMpanb, WM  TPOWHOW CKPYYEHHbIN TSHK,
MOSJEPXKMBAETCA MHOTMMU MEXKMONEKYNAPHLIMU  BOAOPOAHBIMW  CBA3AMMU.
Kpome TOro, MMeKOTCSi KOBaNeHTHble, Tak HasblBaeMble afbfanbHble, CBA3M
MeXAy — NOAMMEeNTUAHbIMU  Lensamu,  00pasoBaHHble  /IN3UHOM  W©
TMAPOKCUAN3UHOM. ANbAONMbHAs MoMepeyHas CBSi3b MOXET MpeBpallaTbcsi B
TUCTUAVH-aNbJ0NbHYH0 MOMEPeYHy0 CBA3b. Bce 3TO MO3BOASET OTHOCWTH
TPOIiHYH0 cnnpanb KonnareHa kak K TPETUYHOM, Tak 1 YeTBEPTUYHOW CTPYKTYpe.

h
o

Puc. 3.9. TpoiiHaa cnvpasb KonnareHa n KonnareHoBble puopunnbi.

3NeKTPOHHO-MUKPOCKONMYECKe 1 rnmapoanuHaMuyeckme uncciegosa-
HWS MOKasanu, /MTO TPOMoKonnareH mmeeT Gopmy CTepxHs gnuHoi 300 u
AvameTpom 15 HM. Bnarogaps CTPOEHMIO KOniareHoBoe BOMIOKHO ob6nafaet
YAMBUTENbHOW MPOYHOCTLIO. [1N5 pa3pbiBa BONOKHA ANAMETPOM 1 MM HY>HO
NpuNoXnTb cuny B 10 Kr.

B npouecce HarpeBaHua pacTtBopa KonnareHa npoucxoanT
gectabunusauna  TPOWHOM chnupany, nNafeHne BA3KOCTM pacTBopa C
MCYE3HOBEHMEM CMMPaNbHOCTM CTPYKTYpbl OTAENbHbIX Leneli. B pesynbTaTe
BO3HWKaeT pasopBaHHas CTPYKTYpa - XXeNaTuH, UMELWMNA KOH(UTypaymuio
CTaTUCTUYECKOrO KNy6Ka.

CnefyeT OTMETUTb, YTO pasfiMume Mexgy pasMYHbIMWU YPOBHAMU
CTPYKTYPHON OpraHvsaumn 6enkoBOV MONEKy/bl B ONpeAeneHHOl Mmepe
YCNOBHO.
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Puc. 3/10. O6pasoBaHme TPOHOKOMNATEHA U KOMNAareHoBOro BONOKHa.

UeTBepTuuHas CTPyKTypa. Benku, CcOCTOSILUME W3 HECKO/bKUX
NoNUNENTUAHLIX 'Lieneii  (Cy6beauHML), COEAMHEHHbIX HEKOBANEHT HbLUM
CBA3AMM, = XapaKTepu3yloTCs UeTBEPTUYHON CTPYKTYPHOIW OpraHusaumelt
UeTBeEpTUYHAA CTPYKTypa - 3TO CMoco6 arperauun (YKnagku) OTAeNbHbIX
MONUNENTUAHBIX  Lieneil, 06MafaloWmnx OAMHAKOBbIMK (MW pasHbIMIA)
MEPBUYHLIMM, BTOPUYHBIMUA W TPETUYHLIMU  YPOBHSIMW  CTPYKTYPHOIA
opraHusauuu. Benky Takoro Tuna HasbiBalOT OfIMromepamMu. B npupoge yalle
BCTPEYatoTCs AUMEpPbI, TETPaMepbl 1 FeKCamephbl, XOTs W3BECTHbI U OIUFOMEpbI
c GOMbLUIMM YMCIOM Cy6beauHuL,. [OMOreHHble ONUrOMepbl COCTOST U3
O/MHAKOBbIX CYy6beAMHULL, a FeTeporeHHble 0IMFOMEpPbl —#3 Pa3HbIX.
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(@Collagen (bIHenoglobin
Puc 3.11. TeTpamepunasl CTPyKTypa remMoriobuHa u TpoiHasa cnupanb
KonnareHa:

CTabunmsaums 4eTBepTUYHON CTPYKTYpbl NOALEPXKMBAeTCA 3a CYeT
3M1EKTPOCTATUYECKHX, BOJ0POLHBIX cBAsel n rnapoo6HbIX
B3aMMOAEeNCTBUI MeXAy OOKOBbIMW "LeNsMU, pPacnonoXeHHbIMW B6M3N
MOBEPXHOCTM KaXKA0ro npoToMepa.

Hanbonee nonHo wm3yyeHa YeTBEPTMYHAA CTPYKTypa remornobuHa,
MOJIEKY/la KOTOPOro WMEET 'MOYTU MNpaBU/bHYO TNo6ynapHyo dopmy
nnameTtpom 0,55 HM. YeTblpe (2a- v 2p-) Lenu remornobuHa pacrosioXeHbl B
BUAe TeTpasgpa (puc.©3.11). 'Y kaxpoi cybbeauHWUubl B YrnybneHun Ha
Hapy>XHOV CTOPOHE MOJIEKY/Ibl COAEPXKMTCA TeM Ha [aneKoM pacCTOAHUK OT
Apyrux. PaccTosHue Mexay [AByms OavkaiumMu  aTomamy  kenesa
coctaBnAeT 0,25 HM. Kaxpgas a-uenb TeCHO B3aUMOAENCTBYET C [ABYMS
P-uenamu, B TO. BpeMs Kak Mexay ABYMA a- WK ABYMS p-CyObefuHuLamu
CBfA3b He3HAYUTE/IbHasA.

[ns MHOrmx 6enKOB C YeTBEPTUYHOW CTPYKTYPOI XapaKTepHO ABNeHWe
KnonepaTusHOCTU. CyTb NONOXUTENBHOW KOONepaTuBHOE™ COCTOMT B TOM,
4To MEepBOHaYa/IbHOE CBf3blBaHWE NWraHga C OLHWM LEHTPOM o06neryaert
CBA3bIBaHWeE CIeAYIOLLIETO IMraHga ¢ ApYrM LLEHTPOM 1 TaK Jasee.

B cnyuyae remornobvHa nepsas CBA3aHHas MOJeKyna Kucnopoja
o6neruyaet cBA3bIBaHWE BTOPOI Monekynbl G2C0 BTOPbIM FeMOM, YTO B CBOKO
oyepeAb 06neryaet cBA3bIBaHWE TPeTbeN MONeKyabl OF C TPETbMM FeMoM, a
370 06neryaer CBS3blBaHWe YETBEPTON MONeKynbl 02 C 4YeTBEPTbIM reMOM
(puc. 3.12).
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Puc. 3.12. KoonepaTUBHOCTb CBA3bIBaHMSA KMUCA0po4a reMorno6uHom.

CBOICTBO KOOMepaTvBHOE™ CBA3aHO C ABMAEHWEM annocTepusma.
MpucoefnHeHe NepBOi 1 NocnefyowWwmx nnuradg (B cnyyae remornobuHa
Mosieky 0 2) U3MeHAET TPEXMEPHYHO KOH(OPMALIMIO 1 aKTMBHOCTb Genka.

DUINKO-XMMUYECKME CBOCTBA  0e/1KOB.  PU3MKO-XMMUYECKUe
cBoiicTBa 6enKkoB  ONPefenslnTCs aMUHOKUCIOTHBIM  COCTaBOM U
CTPYKTYPHOW opraHusaumeii 6en1KoBoil MoneKybl. OTAeNbHbIA KOHKPETHBbI
6e10K XapakTepn3yeTca 0COObIMU YHUKAMbHBIMW CBONCTBaMM, NPUCYLLMMM
TONbKO AaHHOMY 6enky. Ho fna. 6e/koB xapakKTepHbl M 06lme (hu3nko-
XMMUYECKNe CBOWCTBA.

MonekynapHasd  Macca. - benku  npeActasnflT  NOSMMEpPHble
COEIMHEHMSA, B COCTAB KOTOPLIX BXOAAT COTHWU U ThICAYN aMUHOKUCNOTHBIX
0CTaTKOB M UX MONeKy/ifipHas Macca kKonebnerca ot 600 go 1 G00QC00 fla u
Bbille B 3aBMCUMOCTU OT KO/IMYecTBa CyObefuHWL, BXOAALMX B COCTaB
eUHOV MONEKYNAPHOA CTPYKTypbl. MonekynspHas Macca cy6befuHu
BapbupyeT B 3HAYUTENbHbIX Npefenax.

[ns onpegeneHns MOMEKYNAPHOA Maccbl GeNKoB MPUMEHANNCL U
NPYMEHSAIOTCH  OCMOMETPUYECKNA, BUCKO3UMETPUYECKNA, AUDDY3NOHHbIRA,
ONTUYECKUIA METOLbI, METOA YNbTPaLeHTPUMYrMpoBaHmus, refb-hunsTpaumm
W Apyrue metofbl. OnpefeneHve MONeKynspHOW Maccbl 6enka [OBOSIbHO
CnoXHas 3afiaya. lNepBoe ycnewHoe n3MepeHne MONeKyIAPHON Macchbl 6enka
6b1710 nposeseHo Afanpom (Adair) B 1920 r. OH onpefenun MonekynspHyro
maccy remorfiobvHa Mo OCMOTMYeCKOMY faBfeHutio B 72000 a no
COBPEMEHHBbIM [aHHbIM - 64 500-66 000 [a. Pe3ynbTaTbl W3MepeHWi
3aBUCAT OT MeTofa. Hanpumep, MOMEKYNApHaa mMacca p-NnakToriobynvHa,
n3MepeHHas OCMOMETPUYECKNUM METOLOM, cocTasnsana 48 000,
ynbTpaueHTpudyruposaHms — 38 000, ontuyeckum —36 000 U meToL0M
peinTeHOCTPYKTypHOro aHannsa—40 000 da.
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Tabnuua 3.2

MonekynsipHasi Macca 6e/1KoB

Berok MonekynapHas Konunyectso

macca cyb6beauHuL,
VHCynnH 11466 1
LinToxpom ¢ 13 000 1
Pun6oHykneasa 13700 1
Nnsouum 13 900 1
Mwuornobux 16 900 1
XUMOTPUMCUH 21600 1
Kap6oaHrugpasa 30 000 1
Mepokcupasa 40 000 1
remorno6uH 64 500 4
"ekcoKnHasa 102 000 2
NakTaTgernnporeHasa 140 000 4
LiepynonnasmuH 151000 8
"nukoreHdgochopmnasa 194000 2
MupysataervgporeHasa 260 000 4
AcnapTtaTk~bamMoLurrpaHchepasa 310 12
DeppuUTUH 440 000 24

PacTBopMOCTb BGeNKOB  fABNAETCA  BaXHbIM  [OKa3aTesiem,
XapaKTepu3yLWwmm nx Qr3nKo-XxMMmyeckme cBoicTBa. Benkun, pacTBopssch
B BOfle, 00pa3yloT KOMNOMAHbIE PacTBOPbI, ANaMETP YacTuy, Konebnerca ot
0,001 go 0,1 mkm. Yactuubl 6enka He NPOXOAAT Yepe3 MOSyNpPOHULAeMble
Mem6paHbl, ¥ 3TO . CBOWCTBO /IEXXMT B OCHOBE OYNCTKM 6enkoB oOT
HU3KOMO/EKY IIPHBIX COEANHEHUI METOAOM Auanu3a. PacTBopuMoCTb 6enKoB
onpesienseTca’ HaIMYMEM MONAPHBLIX GOKOBbLIX PafWKanos, 3MEKTPUYECKUM
3apAafaoM M CTemeHblo ruapatauuu. Yem 6Gonblle B Monekyne 6enka
VOHOTEeHHBIX PafVMKanoB, TeM BbIlIe €ro pacTBOPMMOCTb M uem 6onblue
MOJIEKyNiipHas mMacca Oenka, TeM 60/bluee KOMMYECTBO TakKUX pPajuKanos
HEO6XOAMMO AN1f ero pacTBopeHus. W303nekTpuyeckas Touka 60/MbLUIMHCTBA
6enkoB Hwke pH 7, NoaToMy B ()M3MONOTMYECKMX YCOBUAX BGOMbLUNHCTBO
6eNKOB HecyT W36bLITOYHbIA OTpuUanenbHbId 3apsd. B pesynbTate 3Toro
MPOMCXOAUT CBA3bIBaHNE MONEKYN BOAb! C 06pa3oBaHWeM rMAPaTHON 060/104KN
M CBA3bIBAHWE MOJIOXWUTENBHO 3aPSKEHHBLIX WOHOB, KOTOPble OKPY>KaloT
Monekyny 6enka, U 3T hakTopbl 06ecrneynBalOT YCTOMYMBOCTL pacTBopa
6enka. Yem 60sbLUe NONAPHLIX pagnKanos B 6enke, TeM 60/bLUe CBA3bIBAETCA
BoAbl (B pacyeTe Ha 1T 6enka). MmapaTHas Boga MOXET cocTaBnAaTb 20% Macchl
6enka. BonbLIMHCTBO rNoBYNApHbIX 6ENKOB XUAKOCTEN W TKaHei opraHvsma
XOpOLLO  pacTBOpMMbI. HekoTopble XOpOLo TUAapaTupoBaHHbIe  Genku
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pacTBoOpAlOTCA NN0X0. Hanpumep, KonnareH CBA3bIBAET BOAbl HAMHOrO
60/blUe, YeM MHOTMe XOPOLLO PacTBOPMMble r106YNApHbIe 6eMKK, HO CaM He
paclBopsieTcs. Takoil pubpuNNApHLIA 6en0K, Kak KepaTuH BOJOC, LLEPCTH,
HOITeM, KOrTei, KOMbIT, POroB, HepacTBOPUM.

HelTpanbHble CcOMM B HEBOMbLUMX  KOHLEHTPauusx MOBbIWAKT
paoBopuMOCTb 6enkoB. BbICOKME KOHUEHTpauuu coneil (NOBblLLEeHUE
WOHHOW CW/bl pacTBOpPa) 0Ka3biBaloT MPOTMBOMOMOXHOE AeiicTBrE. B cBA3n C
3TUM PacTBOPbl HEATpanbHbIX COMel MUCMOMb3YKTCA ANA BbleneHns  u3
610N0rMYecKoro matepvana u n3bmpaTensHOro OcaXieHWs 6enKkoB, T:e. UX
(hpaKLMOHNPOBAHNSA NyTeM BblCanuBaHns. MexaHn3M BbiCaMBaHns COCTOUT
B TOM, YTO aHWOHbl M KaTMOHbl PAcTBOPOB COMel CHUMAOT FUAPATHYHO
060/104Ky 6€/1KOB, 06eCNeUNBaIOLLYH NX YCTONYMBOCTbL B PACTBOpE.

BbicanmBaHue LWMPOKO WCMOMb3YeTCA ANA pPa3fefeHus W OUUCTKU
6enkoB 1 GefKOBbIX MpenapaToB. benku, NosyyveHHbIe NyTEM BbliCANMBAHUA,
COXPaHAT CBOM 6OMOMOrMYeckme CBOWCTBA WM (PYHKUUWM MOCAe ypaneHus
coneii UAN CHWKEHWUS UX KOHUeHTpauuu. [ns BbiCaiMBaHWs GenkoB Yalle
BCEKO MNPUMEHSAIOT CynbdaT HaTpus W aMMOHUA.. Benku ocaxgatoTt
OpraHMyYyecKMMM BOLOOTHMMAIOLLMMUN CPeACTBaMM, TakMMM, KakK 3TaHof,
MeTaHo/, aLeToH 1 Ap. MexaHn3m aHanornyeH BbICANNBaHMIO.

KncnoTHo-oCHOBHbIe CBOicTBa. B.'Genkax v nonunentugax Bce
a-KapbOKCMbHbIE W a-aMWHOTPYNMbl, 33" UCK/IOYEHNEM  KOHLEBbIX,
NPUHUMAIOT yyacTue B 06pa3oBaHnM NeNTUAHbIX €BA3el. [03TOMY VMOHHbIN
xapakTep 6enkoB (MoAWnNenTUAOB) OMNpefenseTcs KUCAOTHLIMU W
OCHOBHbIMU FpynnamMu pagukanos, MPUCYTCTBYOLLMMY B Benke.

B 3aBucumocTM OT pH MOHOreHHbIE rpynnbl pagukanos G/u, Asp, Tyr
1 SysH cnocobHbl BHOCMTb OTPUUATENbHbIA 3apag, a rpynnbl pagukanos
Lys, Arg n His npu pguccoumaumm BHOCAT MNONOXKUTeENbHbIA 3apag.
Pagnkanbl HelTpanbHbIX aMWUHOKWCIOT Ha CYMMapHbIA 3apsg MONeKy/bl
6enka He BNMAIOT. BenKn, Kak U aMVHOKUCIOTbI, NPOSBASIOT aM(oTepHbIe
CBOWCTBA, ANf HUX. XapaKTepHO M303N1eKTPUYECKOe COCTOsAHWE W AN
Kaxgoro 6enka. onpedeneHHoe 3HayeHMe pH,  COOTBETCTBYIOLLEe
1303N1eKTPUYECKON TOUKe. B 13031eKTpUYeCKoii ToUKe MOMeKybl 6enka
3NEeKTPOHENTPaNbHbI M BeNOK HEMOABWXXEH B 3/1EKTPUYECKOM MOfeE.

Mpn 3HaveHUAX pH Bbllle W303M1EKTPUYECKOA TOUKM 6GENoK umMeeT
CyMMapHbIA 0 TpuLaTenbHblii 3apag, a npu pH HU>Ke 13031eKTPUYECKOi
TOYKM —€CYMMapHbIi NON0XK N T eNbHbIA 3apsg,.

MonuunHHaa npupoja 6GenkoB W GUONOTMYECKM — aKTUBHBIX
noAnNenTULOB UrpaeT BaXKHYHO POb B MX CTPYKTYpe, KOTOpas onpefenser
nX 6MONOrMYECKY0 aKTUBHOCTb. Kpome TOro, MOHHbIe CBOMCTBA MO3BOMAIOT
nposecTy nabopatopHblii aHanu3 6enkoB, NONUMENTUAOB W aMUHOKUCIOT
MeTOLOM 3nekTpodhopesa v MOHOOBMEHHOI xpomaTorpadumn. PasnnuHble
BMAbl Xpomartorpagum W 3nekTpodopesa LIMPOKO WCMOMb3YIOTCA B LENAX
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BbIJENEHNS U OYUCTKM, W3MEPEeHUS MOMEKYIAPHOM Macchl, W3y4YeHUs
CTPYKTYPbI U OLEHKW YUCTOTbI BblfeNeHHbIX 6eNKOB.

AneKTpoope3 OCHOBaH Ha NePeSBIDKEHNN 3aPAXKEHHBIX YacTuL, (MOHOB)
B 3/1EKTPUYECKOM Moe. Bnepsble pasnnuue B 3apsgax 6b110 UCnosib3oBaHO ANns
pasfeneHns Makpomonekyn Twusenmycom B 1937 r. 3a AOCTVXKEHWS B 3TOM
o6nacTn emy npucyxaeHa B 1948 r. Hobenesckas npemusi.

Mog AeicTBMEM BHELUHErO 3/1EKTPUYECKOTO MOAS MOMEKY/Ibl, HecyLme
3apag, ABUraroTCs K 3feKTpody NPOTMBOMOMOXKHOIO 3HaKa. [BuxeHne 6enka
(nonvnenTnga) NpoOMCXOAWMT B XKMAKOM cpefe, KOTopas YAepXXusaercs
VHEPTHbIM TBEPAbIM HOCMTENeM, Hanpumep, OymMaroi wan Moay>XULKUM
renem. [OABVMXXHOCTb 3apSHXKEHHON MONEKY/bl B 3/1€KTPUYECKOM Mone
Ha3blBaeTCs 31eKTPOOPeTUYECKOW NOABMXKHOCT b0 p.. [1ns chepnyueckoin
Mofiekynbl L = Q / 6aur ¢V, rge Q - cymMmapHbIii-3apsag MONeKynbl, T -
pagnyc Monekynbl (B CM), fj - BA3KOCTb XWUAKOW cpefbl, B'KOTOPOI ABUXKETCS
NOH, V - NMPUIOKEHHOE HamnpsXXeHue.

B cpefe ¢ NOCTOSHHOI BA3KOCTBIO N HAMPSHXKEHWEM ABVDKEHNE MOJEKY bl
onpefensieTca OTHoLeHWeM 3apsaga K ee pasmepy: fi = Q / T C yBenmyeHvem
3TOr0 OTHOLUEHUA MOABMXHOCTb MOJEKY/ PACTET U €CIM OHW He C/ILLKOM
pasnnyaroTca no pasmepam, TO MNOABWXKHOCTL L, CTAHOBUTCA MPOMOPLMOHANBHO
3apagy: p - Q, 1 C noBbILeHNEM 3apsa NOABMKHOCTb BO3pacTaeT.

AneKTpodopes LWMPOKO UCAOB30BAICA U UCMNONb3YETCA NPU aHanm3se
CbIBOPOTKN KPOBW Ha CofAep)KaHue anbbyMWHOB ¥ rnoby/nnMHOB. BaxHylo
posnb cbirpan  3TOT  MeTOA MpU  MU3yYyeHUM remornobmHa 60MbHbIX
CeprnoBUAHOKIETOYHON aHemmeld. bbino ycTaHoBneHo, 4to HbS otnnuaetca
No CBOEel 3NeKTPO(OPETUYECKON MOABMXKHOCTA OT HOpManbHoro HbA
yenoseka (JI. MonuHr-m ap., 1949) 1 3TO MNONOXWUNO HAYano W3Y4YeHWo
«MONEKYNAPHbIX 60Me3Hel». CepnoBUAMOKIETOYHas aHeMUst Hacnegyetcs
no NpocTbIM 3aKoHaM MeHgens. FoMO3UroTHbIe MHAMBUAYYMbI M0 reHy HbS
06bIYHO YMUPAIOT B paHHEM BO3pacTe. Y reTepo3nroTHbIX MHAMBULYYMOB MO
aTOMy reHy. cogepxutca npumepHo 40% HbS. Takue niogu UCNbITbIBAIOT
HenpuaTHbIe OLLYLLeHNs nocne GU3MYecKon Harpyskm v HegocTaTOuHOCTU
Kucnopoga. B okucneHHoi opme HbS 1 HbA MOXHO pasnnynTb TONbLKO C
noMoLLbHo" anekTpodopesa. B BoccTaHoBNeHHON opme HbS B 50—100 pas
MeHee pacTBopum, Yem HbA. YactoTa reHa HbS BbicoKa B ManspuiiHbix
MECTHOCTSIX, YTO CBA3aHO C YCTOMYMBOCTLIO K MaNspuu.

B nocnegHue rofbl  Hambonbluee pacnpocTpaHeHWe Nonyywn
aNeKTpoopes B NOMMAKPWUNAMULHOM refie nNpu  aHanuse G6enkos U
HYKNENHOBbIX KAC/OT.

XpomaTorpadums. Bnepsble Npeg/ioxXeHHbI MeTod Xpomatorpagum
ONS U3yYeHUs NUTMEHTOB pacTeHWin pycckum 6oTaHukom M.C. LiseTom B
1905 r. B HacToAllee BpeMsA WCMNONb3YETCA B Pas/fMyHbIX BapuaHTax:
6ymaxkHas xpomartorpagus, MOHOOOMEHHas KOMOHOYHAs XpomaTorpadus,
XWAKAeTHas xpomarorpapus u ap.
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B ocHoBe BCex BWAOB Xpomatorpauu NeXuT OAWH MPUHLMN,
HEMNpPEePbIBHbIA NOTOK MOABVXHOW (asbl, COAEPXKALLEA awannsupyemsiii
obpaseL,, NPOXOAMT Yepe3 CTaLMOHapHYHO a3y, KoTopas B 3aBUCMMOCTH OT
CBOell NpUpoAbl B3aMMOLENCTBYET’ KOMMNOHEHTaMy n3yvyaemoro obpasua B
pasfIMYHON CTeneHn, 4TO U OnpedenseT CKOPOCTb ABWKEHUS W3y4vaemblX
KOMMOHEHTOB.

MeTogbl XxpomaTorpagun pasnuyatoTca no TUMy B3auMOLelicTBUS
M3yyaembiX  KOMMOHEHTOB W  CTalWOHapHOW  (ha3oi, B  KOTOPbIX
NCMONb3YIOTCA  WOHHbLIA  06MeH,  pPacTBOPUMOCTb,  aAcopbLus = um
(hunbTpaums. YacTto ncnonb3yeTcs KOM6MHaLMA aTUX CBOWCTB M NPOL,eCCoB.

[JeHaTypauusa n peHaTypauns 6enkoB. OcaxgeHue 6enkoB Mog
[eliCTBMEM  Pa3NNYHbIX  (DU3NKO-XUMUYECKUX (haKTOPOB,  HapyLLatoLLMX
BTOPUYHYIO, TPETUUHYIO U YeTBEPTUUHYIO CTPYKTYpPY, MO/eKyna TepseT
CBOM HaTWBHble (NPUPOAHbIE) (PU3MKO-XMMUYECKME U OUONOrNYecKme
CBOIACTBa. JTO ABNEHME NOMYUYUN0 Ha3BaHWe feHaTypauun benka.

[JeHaTypauua  6enka  COMPOBOXAAET CA..  PaspbiBOM  CBA3el,
CTabuNM3NPYIOWNX YETBEPTUUHBIA, TPETUYHbIA. W' BTOPUYHbLIA YPOBHM
opraHusauuu 6enkoBoii Monekynbl. [lonunenTuanas LUenb HaxoAMTCA B
pacTBOpe B pa3BepHYTOM BWAe UM B BUAe 6ecriopagouHoro knybka, TepseT
rmgpatHytlo 060/M04KY, NPOMCXOAUT HeWTpasin3aums 3apsagoB MNONAPHbIX
rpynn, YyMeHblUaeTCqd pacTBOPUMOCTb;. 6€N0oK BblNajaeT B  0CALOK.
[eHaTypripoBaHHbI/i 6eM0K He 06/1afaeT MpUCYLLEn eMy OMONOrMYecKoi
aKTWBHOCTbIO, OH 0o0fee Nerko .MoABepraeTcs rMAPONM3Y B XKeNyo4Ho-
KVLIEYHOM TpakTe nof BO3AeACTBMEM (hepMEHTOB Mentuias. B xenyake
XWBOTHBIX W YenoBeKa CUHTE3WpyeTCcA CONfHad KucnoTa, KoTopas
BbINOJIHAET PONb NPUPOAHORO AeHATYpUpytoLLero akTopa.

[JeHaTypauuio 6enKoB BbI3bIBAIOT KUC/OTbI, LUENOYW, CMUPT, aueToH,
[leTepreHTbl, ankanouabl, ‘CONM TAXKENbIX MeTan0B, MOYEBMHa, COMM
ryaHuguHa.

MexaHU3M JeHarypupytoLero AencTBmMs XMMUYECKUX COeAUHEHWUI
onpefenseTcs UX GUNKO-XUMUYECKUMMN CBOCTBaMK. KUCNOTbI 1 Lenoyn
M3MEHSAIOT PEaKLMIO Cpefibl W BbI3blBAIOT OCaXAEHNE 6eNKoB. BOMbLIMHCTBO
6enKoB feHaTypupyeTca npu pH Huwxe 2 wnm Bbiwe 10—11. HO rucToHbl 1
MpoTamnHbl He feHaTypupyTCA NPW 3TUX 3HaYeHnsax pH.

TsKenble MeTannbl B3aVMOAEACTBYIOT C MOAAPHBIMW  rpynnamu
aMVHOKUCAOTHBIX pafuKanoB W TeM CambiM  HapyllaloT —CUCTeEMY
BOAOPOAHbIX M NOHHbIX CBA3EN.

MoueBMHa B KOHUEHTpaLum 8 Monb/fi, a ryaHnamH rapoxnopus B
KOHLEHTpaumUm 2 MONb/N KOHKYPMPYIOT CBOMMMW aMUAHbIMU FpynnamMu B
06pa3oBaHMKN BOAOPOAHBIX CBA3eid, B pe3ynbTaTe MPOMCXOANT Auccouuaums
6enkoB C YeTBEPTUYHOW CTPYKTYpOi Ha cybbeguHuMubl, a 3aTem
pa3BopayvBaHue NOMMNENTUAHbIX Leneid. 3TO CBOWCTBO MOYEBMHbI HALLIO
LLIMPOKOE MpUMMeEHeHWe B 1abopaTOPHO NpakTWKe ANf O6HapY>XeHus u
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[OKa3aTeNbCTBa YEeTBEPTUYHON CTPYKTypbl 6Genka u B 6opbbe ¢
BpEAUTENAMU.

HaTuBHas hopma

HaTuBHasa opma
Puc. 3.13. Cxema fieHaTypauum p peHatypauum benka.

[onroe Bpems cyMTanu, 4To [feHaTypauus SBAAETCA NPOLLECCOM
HeobpaTuMbiM.  OfHAKO . B OTAEMbHbIX  CAy4yasx Mpu  yhaneHuu
[leHaTypupyloLWwero areHta NpouWCXOAWT BOCCTaHOBNEHWE MepBOHaYasIbHOM
CTPYKTYpbl 06€fKa, 'ero (PU3NKO-XMMUYECKUX CBOICTB U 6MONOTrMYeCKoi
aKTMBHOCTU. TOT NPOLLECC HOCUT Ha3BaHWe peHaTypauum (puc. 3.13).

Pu3nyeckMMK | pakTopamy,  BbI3bIBAIOWMMM  feHaTypauuio  6enka,
ABNAIOTCA ( Temnepatypa,  [aB/eHue, MeXaHW4ecKoe BO3[eliCTBMe,
YNbTPa3ByKOBOE M MOHW3MPYIOLLee M3nyyeHne. Hambonee feTanbHO M3yyeHa
Tennogas fgeHaTypauus. BonbLIMHCTBO  6GenkoB  TepMONabuibHbl,  Mpu
HarpeBaHUM KoarynupyloT U BbiNadatoT B 0Cafok. B npupoge BCTpeyatoTcsa u
TepMOCTabunbHble 6GenKW, Takue, Kak TPUMCUH, XUMOTPUMCKH, NU30LUM W
HeKoTopble 6enky MembpaH. Ocoboi TepMOYCTOMNUMBOCTLIO OT/IMYAKOTCS 6eKK
\KWwepuii - obuTateneii ropaYMx MCTOYHUKOB,

y  Tepmuyeckas 06paboTka MNPOAYKTOB,  COAepxaliux  6enku,
CNoco6CTBYET Nyyllemy ruaponusy noj AedcTBMEM NULLEBAPUTENbHbIX
(hepmMeHTOB.

Knaccndmkaums 6enkoB. B HacToslwee Bpems HeT eAuHOR
Knaccumkaumn 6enkos. OfHW aBTOPbl MPUAEPXKMBAIOTCA XUMWUYECKOW
CTPYKTYpbl, OpMbl 6eNKOBbIX MOMEKY/, MPOUCXOXAEHMA, Lpyrue —
61010rMYeCKON hyHKLNW.
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Mo knaccuukauuym 6GenKOB, OCHOBAHHOM Ha WX 6uonoruueckon
(hYHKUWK, BbIAENAIOT:

- CTPYKTYpHble 6eNKM  KONNareH, anNacTuH, KepaTuH, pubpounH n ML->

- 3anacHble OefnKkW - KasewH MOMoKa, anbOymuH aul, rnvaguH
nweHnLbl 1 ap.;

- (hepmeHTBbI amunasa, nMnasa, karasnasa m gp. (6onee AByx cC
NOJIOBMHOW ThiCAY);

- TpaHCnopTHble 6enkn — reMorno6vH, MWOrno6uH, remMoumaHuH
(nepeHocat 02), anbbyMUH CbIBOPOTKM (MEPEHOCUT XXUPHbIE KUCNOTHI B
KpoBW), pi-nuMnonpoTenH (NepeHoOCUT NUNUAbl B KPOBW), LepynonsiasmuH
(nepeHoOCHT Meb B KPOBY) U Ap.;

- 3alWTHble GENKN - MMMYHOTN06YNNHbI, NHTEPEPOHbI, NMOPUHO-
reH, TPOMOWH;

- COKpaTuTeNbHble 6eNKN —MWUO3WH, aKTUH 1 [p-,

- GefKv rOpMOHbl  MHCYNMH, afpPeHOKOPTUKOTPOMUH. U Ap.;

- 0enKu peuenTopbl - pogoncuH (hoTopeLenTopHbIA 6enok), peuen-
TOPbl FTOPMOHOB;

- TOKCWHbI - TOKCWMH 60Tynn3Ma, AN(DTEPUAHBIA TOKCWH, 3MenHble
A4bl, PULKUH CEMSAH K/ELLEBUHBI 1 Ap.

Mo XMMUYECKOMY CTPOEHWMO 6enku nogpasfensaroT Ha npocTble U
CNo>KHble. TMpocTble 6e/KM COCTOAT TO/bKO.- M3 aMUHOKUCOT, a C0XHbIe
6eNKM KpOMe aMWHOKWUCAOT B CBOEM COCTaBe CoOfepXaT HebeNKoBbIl
KOMMOHEHT, KOTOpbIA Ha3blBAOT MPOCTETMYECKON rpynnoil. Takoe
feneHne 6enKoOB YCNOBHO, TaK KakK OTHOCUTENIbHO MpoOCTble 6enku
CYLLECTBYIOT B BUAe Pas3IMUHbIX KOMMJIEKCOB C YrneBojamu, nunuiamu u
HeopraHM4yecKMMU BeLLecTBaMu.

K TUNUYHBbIM CNOXHbIM 6e/kaM OTHOCAT Te 6enku, y KOTOpbIX
NPOCTETUYECKAA Fpynna Onpeaensier XMMUYECKYI0 CTPYKTYPY U (YHKLMIO
[laHHOro 6eska.

XapakTepucTuKa. OTLAe/IbHbIX FPYnn NpocTbiX 6efKOB. MNCTOHbI
(rpey. histos TkaHb) TKaHEBble fiAepHble GeNKK, ABAAIOLMECA COCTaBHOW
YacTblo HyKneonpotenHoB. OHM 06nafat0T BbIPp@KEHHbIMW  OCHOBHbIMU
cBoiicTBamu, pi. konebnetca B npegenax 9,5 12. CyuiecTByeT nsTb
OCHOBHbIX TUMOB FUCTOHOB: HI, H2A, H2B, H3 un H4; kaxabiii Tun.
XapaKTepusyercsd  BbICOKMM  COfiepXaHMeM OCHOBHbIX  aMWUHOKMUCNOT
B cocTtaBe FMCTOHOB NIN3UH, aprvHUH U TUCTUAMH cocTasnalT 20 3C%.
Bnarogaps CcBOel HOMMKATMOHHOW NpPUPOAE TFUCTOHbI (HECYT MHOrO
NONOXWTENbHBLIX 3apALO0B) MAeanbHO NPUCNOCO6NEHbI AN B3aUMOLENCTBIT
C MNOAWAHUOHHbIM  MEeHTO30(hocthaTHbIM  OCTOBOM  (HECYLUMM  MHOWA,
0TpMLATeNbHbIX 3apsAoB) ABOWHONK cnupann AHK. Befkn rmcToHbl CBA3aHbI
¢ AHK VOHHbIMK cBA3AMK, OTHOWeEHMe 6enok/AHK 6n13Ko K eguHuue. Y
GakTepuiAi  HeT  TUMWYHBIX TUCTOHOB, a Yy  BUPYCOB
rMCTOHOMNOA06HbIE BENKN.

nMeroTca
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TMCTOHBI BbIMOHAIOT CTPYKTYPHYH (PyHKLMIO B cTabunusauun OHK,
obycnasnuBas ee YHUKa/bHY0 CTPYKTYPY W PerynatopHyto B OGMOCKHTE3e
6enka- 610KMPOBKA Nepegaymn reHeTuyeckoi nHgopmauum ot AHK k M-PHK.

MpoTamuHbl MpeAcTaBnAlOT €060 camble HW3KOMONEKYNAPHbIE
6enkn (M.M. 4 000-12 OO0), cofep>kat B CBoeM cocTaBe A0 80% apruHuHa un
06/1aat0T Pe3KO BblPaXXEHHbIMW OCHOBHbIMU CBOWCTBaMU. Kak U TMCTOHbI.
NpoTaMmuHbl ABNAIOTCA NOMMKATUOHHBIMU 6enkamu 1 csasbiBatoTea ¢ AHK B
XpoMaTuHe CrnepMueB, XOTA 3aMeHa FMCTOHOB Ha MpoTaMuHbI HabnoaaeTcs
He 'y BCex )KMBOTHbIX. LLUMpPOKO npeAcTaB/eHbl “APOTaMWHbI B
cnepmatosongax pbl6. OTAenbHble MPOTaMWHbI MOJYUYWUAWM Ha3BaHUA No
WUCTOYHWKY Bblfe/IeHNA: CaNbMUH - NPOTaMUH U3 MOJSIOKM S10COCH, TYNeun -
M3 VKpbl CENbAW, TPYTTUH - 13 MONOKM (hopenu; CKyMOpun - 13 MOOKU
CKyM6pun. TIpoTamMMHbI  BbIMOMHAIOT CTPYKTYPHYHO  (DYHKLMIO, BXOAA B
COCTaB HYK/EONPOTEVHOB, HO HEe BbINOMHAOT PErynsiTOpHOA (QyHKLMK,
NnoaToMy W NPUCYTCTBYIOT B K/IETKaX, HE CNOCOOHbIX K AIENIEHNIO.

MponaMuHbl  MpeAcTaBAAOT  rpynny . 6efnKoB  pacTUTENbHOro
NPOUCXOXAEHNS, COAepXaliuxcad B KelKOBMHe 3nakoB. B cocTase
nponaMmMHOB Npeo6iafaeT UMWHOKMCIOTa MPONH, YTO MOMOXEHO B OCHOBY
MX Ha3BaHWA, ¥ r1IOTaMWHOBAA KUCNOTa. F1ponamMuHbI He COAepKaT Nn3nHa 1
TpunTtodhaHa. [ns 6enkoB 3TOW rPynnbl XapaKTepHa HepacTBOPMMOCTb B
BOAE W co/neBbiX pacTBopax. OHu pactBopumbl B 70-80%-HOM 3TUI0BOM
cnupTe. B MuweHuUe n pXu/ cofepXutca 6enoK rnavaguH, B A4MeHe
ropfieyH, B KYKypy3e - 3erH,'B OBCE - OBEHWH. B COPro - KagepuH.

"Ny TenuHbl —6enKu 3naKoBbIX KyNbTyp, B COCTaBE KOTOPbIX COAEPKUTCA
20-50% rnyTamMMHOBOW (kucnoTel M 10 15% nponuHa. [nyTennHbl 06bI4HO
Haxo4ATCA BMeCTe C Mpo/iaMiHaMy B CeMeHax 3M1aKoB M 0BHapy>KeHbl B INCTbAX
MHOTUX PacTeHWid,~The Ha UX [onmo npuxogutcs 6onee 40% oT 06Lero
cofepxaHuns 6enkos. OHW pacTBOPUMBI TO/bKO B Cabbix pacTBopax LLuenoyei B
CBA3W CO 3HAYUTENBHLIM COAEPXKaHUEM aprUHUHA.

MponaMuHbl ‘M FAyTeNWHbI COCTaBASKOT OCHOBY KEMKOBUHbI W B
3HauUTeNbHOW. Mepe 06YCNaBNMBAlOT BKYCOBble W NUTaTe/bHble KayecTBa
XNe60-6yM0UHbIX N3AENNiA.

ANbOYMUHBI - LIMPOKO PacnpocTpaHeHHble 6enkn B pacTUTENbHOM U
YKMBOTHOM MMpe, KOTOPble COCTaBNAT 3HAYMTENbHYIO YacTb MPOTOMNIasmbl
yO nu Bcex KneTok. OHM BXOAAT’ B COCTaB KPOBM, MbILLLL, MOJIOKa. Yem BbiLue
"H=a'wsm no cBoemy (uIOreHeTUYECKOMY pasBUTWO, Tem 60/bLue
OfpnyMvHOB B KpOBW. TakK, B KPOBW BbICLIMX XXWBOTHbIX W NHOf4EA OHM
COCTaBNAOT O6ONbWYK YacTb 6enkoB nnasmbl. MonekynspHas macca

15000 70 000. AnbBYMUHbI XapakKTepusyrlTcs  KUC/bIMU
Bbl ICTBamm (P* 3-3a BbICOKOTO COZEpXaHusi r1yTaMUHOBOW KUC/OThI,
C OK°i rmapoduabHOCTLIO, XOPOLIO PacTBOPMMbI B BOAE M B BOAHO-

HeliToN pacTBopax’ ocaxpgatotcs npu  80-100%-HOM  HacbIULeHUN
, &IbHBbIMW  CONAMM (CyNb(aTOM aMMOHWUS UAN HaTpus). AnbOYMUHbI
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06/1a4at0T BbICOKMMU aACOP6LMOHHbIMK CBOWCTBaMM, 6rarogaps KOTOPbIM
anb6yMUHbBI N1a3Mbl KPOBU BbIMOMHAKOT TPAHCMNOPTHYIO POSib.

FnobynuHbl — 6enKM pacTeHUA U HXKMBOTHBIX C  BbICOKOM
MOfeKyNnapHoi Maccoii (o1 90 GO0 go 1500 OO0 n 6onee) No CpaBHEHMIO C
anbbymuHamu. MnobynuHbl —cnabokmcnble Uan HeldTpanbHble Genku (p! 6 —
7,3), cofepXaT MeHblle KUCAbIX aMWHOKWUCAOT MO CPaBHEHWIO C
anbbymMyvHaMn. 3TO KpynHoAucnepcHsle, cnabornapaTmpoBaHHble Genku,
HepacTBOpMMble B BOAE, HO XOPOLUIO PacTBOPUMbIe B PacTBOpax COfei u
wenoyeid, ocaxgatotcs npy 30-50%-HOM HacbILEHWM CYNb(aTOM aMMOHNS.
nobynuHbl, Kak M anbObyMWHbI, Nerko BCTYMalOT BO B3auMOAENCTBME: C
nunuaamu, yrnesofjamu, ButTaMmuHamu, consmu. OHM 06pasytoT KOMMEKCHI
pasfIMYHO NPOYHOCTU, BLIMOMHAA POJb CMELUpUYECKNX M HecneLngunyec-
KUX NepPeHOCYMKOB.

FnobynunHbl NpeAcTaBieHbl TPEMA [NaBHbIMW 3M1EKTPO(OPETUUECKNMM
(hpakumamm: a-, p- u y-rnobynmHamu. Hekotopble [106yN1HbI B OpraHn3Me
XXWMBOTHbIX UTpaloT pPo/b 3aWMUTHLIX 6enKoB MPOTUB . MH(EKLMOHHBIX
3aboneBaHuin. ®pakums y-rnobyNMHOB COLEPXMT aHTuTena, KoTopble
Ha3bIBalOT UMMYHOTN06YIMHAMMK.

MMMmyHornobynuuel (1g) - 3To 6efKu,. KOTOPble CUHTE3HPYKbCA B
OpraHn3Me >XMBOTHOIO B OTBET Ha MPUCYTCTBUE YY>KEPOHOro BeLLEeCTBa -
aHTuUreHa. 13BecTHO NATbL TUMNOB UMMYHOFI00YINHOB.

Monekynbl aHTUTEN CEeKPETUPYIOTCA NasMaTUYECKUMU  KNeTKamu,
obpasoBaBWwUMKCA U3 B-nnum@oumnToB - T-nMMGpOLNTLI  06ecrneynBatoT
KNEeTOYHbI UMMYHHbI/ OTBET, AOMO/HAS FYMOpPa/ibHbIA OTBET, COCTOALMIA B
06pa3oBaH1K PacTBOPUMbIX UMMYHOI 100y /IMHOB.

IgM 3TO KNacc aHTMTen, KOTOpble MepBbLIMU MOSABAAIOTCA B
CbIBOPOTKeE, MOC/Ie BBEIEHWUS aHTUTEHa.

Tabnuua 3.3

CBoiAicTBa MMMYHOT /106y/IMHOB Ye/iI0BEKa

KoHuerTpauus OTHocutenbHoe CopepxkaHue

Tun Macca, kla B CbIBOPOTKe, cofepXatve, %  yrnesoaos, %
mr/mn '

1gG 150 12 71 3
IgA 180 500 3 22 8
IgM 950 1 7 12
IgD 175-186 0.1 OueHb Masno ?
IgE 200 0.001 OueHb Mano 1u ’

IgG —OCHOBHOI Knacc aHTuTen (MMMYHOr106Y/IMHOB) CbIBOPOTKM,
KOTOpble ANNTENIbHOE BPEMSA Ha3blBaNu y-rnobynmHamu.

IgA —3T0 Knacc aHTWUTEN, BbIAENAEMbIX C Pa3fIMYHBLIMU NPOAYKTaMU
BHELLHEN CeKpeLumn, TaKUMW, Kak CNne3Has XWAKOCTb, CM3b BPOHXMaNbHOMo
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M KWLWWEYHOro 3MUTeNus, CnyXaT MepBol JNIMHWER 3aluTbl NpoTWB
6aKTepnanbHbIX N BUPYCHbIX aHTUTEHOB.

Ponb I1gD n IgE n3yyeHa HegoCTaTovHO, OAHAKO cliefyeT OTMETUTb,
yto IgE onocpefyeT annepruyeckre peakymn B opraHnsme.

WHTeptepoHbl - rpynna He6oNbLNX MPUPOAHBIX 3aLUTHBIX GeKoB,
KOTOpble CUHTE3MPYIOTCA NelikouuTamu, hnbpobnactamMmu 1 TMMYC3aBUCUMbIMU
numdoumtammn (T-numdoumTamm) B OTBET Ha BUPYCHYIO MHKEKLMIO, HapyLLas
MpoLeccbl  PasMHOXEHWS BUPYCOB. WHTep(epoHbl ABMAIOTCA  aKTUBHbLIMU
aHTUBUPYCHbIMM areHTammn (106 109 efuHWL, aHTVBUPYCHOM aKTUBHOCTU Ha
1 mr 6enka). OfHa Monekyna nHTepepoHa cnocobHa 3alnTUTL 0T UH(EKLMK
OfHY KeTKy. /3BecTHO 14 BUAOB MHTEP(EPOHOB.

Tpumep 2-5A

VHTepdepoHbl CBA3LIBAIOTCA C Na3MaTMYeckoil MeM6paHoi Apyrnx
KNeTOK OpraHn3Ma W KIeTKM npuobpeTalT YCTONYMBOCTb K LUMPOKOMY
CMeKTPY BUPYCOB. MexaHu3m [eiicTBUS MHTepepOHOB 0BYCNOBMEH TeM, YTO
UHTEP(EPOHbI CTUMYNUPYIOT BUOCUHTES (DEPMEHTOB: OAUTOHYKNEOT UL CUH-
ntemam (ONUroHYKNeOTUAMONMMEPa3bI), IHAOHYKEas3bl U NPOTEeNHKUHA3bI.
371 TpK thepmeHTa He NPOABAAIOT CBOEA aKTUBHOCTM A0 TeX Nop, Noka KieTka
He 3apa)XaeTcs BMPYCOM WU He NOJBEpPraeTcs BO3AEWCTBUIO ABYXLEMOYHON
PHK. AkTuBaums 3Tux ¢epMeHTOB 6/0KMpYeT OMOCUHTE3 Genka BUPYCOB
[JBymsa pasnuyHbIMU NYTAMK.
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AsyxuenoyHads PHK  akTuBMpyeT  O/IMFOHYK/eoTUACLUIreTasy,
KoTopas CuUHTe3unpyeT u3 ATP KOpOTKWe onuroafeHwnathbl, cogepatiune
2'-5'-(hocthognathmpHbIe CBA3M W Hecywme Ha 5'-KOoHLe TpudochaTHyto
rpynnupoBky.

Tpummep 2-5A aKTUBMPYET 3HAOHYK/easy, KoTopas pacliennger
M-PHK Ha HyKneoTugpl, 1 TeM caMblM UHTU6UPYeT BUOCMHTES BEeNKoB.

C [pyroil CTOpOHbI MpOTeMHKMHasa dochopunvpyet hakTop
UHMLUMaUmMm 6enka 1F-2 v TakuMm NyTeM WHaKTUBMPYeT ero u Hapyluaet
6nocuHTe3 6e/1KOB.

Takum 06pa3oM, WHTEP(EPOHbI  OCYLLECTBAAIOT  aHTUBUPYCHOE
[eiicTBre, UHIMBUPYS BUOCUMHTE3 BENTKOB, HEOOXOANMbIX ANS PA3MHOXKEHNS
BUPYCOB.

XapakTepucTmKa 0TAeNbHbIX FPYNN CA0XHbIX 6€N1K0B. BonbLuyto
rpynny CRoXHbIX 6enKOB NpefCcTaBnf0T XPOMOMPOTEWHBI, COAepXallue
XPOMO(OPHble (OKpalLeHHbIe) rpynnbl. OCHOBHLIMW  NPeACTaBUTENAMU
XPOMOMPOTENHOB ~ ABNAKOTCA  MWUOTNO6GWH,  remMorfiobvH, LUTOXPOMbI,
remMoLMaHuH.

MwuornobuH OTHOCUTENLHO  HeGOMbLUOM, . MOHOMEpPHbI  6EoK,
cocTosAwmii 13 153 aMMHOKUCNOTHBIX 0CTaTKoB (17,8 k/[a), MoneKyna o4eHb
KOMMaKTHa, ee 06beM paBeH 4,5 x 3,5 X-2,5 HM. MpumepHo 75% uenu
HaxoAuTCsA B KOH(opMaLMmn a-cnivpani. BHYTpy MOMeKy bl NPaKTUYECKN HET
CBOOOAHOrO MPOCTPAHCTBA. BHYTPEHHSAN YacTb MOMEKY/bI NOYTU LEIMKOM
COCTOMUT 13 OCTATKOB HEMOMAPHbIX aMUHOKMCOT, TaKnX, Kak NeiLuH, BavH,
METUOHWH, (heHnnanaHvH, 1 ToNbKO fiBa OCTaTKa rMcTUAMHa PacnosioXeHb! B
aKTMBHOM LeHTpe. Ha HapyXHOli CTOpOHe MONeKy/bl pacronaratoTcs Kak
NONAPHbLIE, TaK M HENONAPHBIE aMUHOKNCNOTHBIE OCTATKM.

Muorno6uH B MbNnuax BbINOMHAET (PYHKLMIO PE3epBHOIO UCTOYHUKA
KNCNopoga. Y BbICLUMX XWMBOTHbIX W Ntogeli MAOTN06MH CBA3bIBAET OKOMO
10 15% kucnopofa, NOCTYNAKOLLEro B OpraHn3m. BosbLuyto posb ou Urpaet
B OpraHv3me BOZOM/IaBAIOLMX HbIPAIOLLMX XXUBOTHLIX —KUTOB, AeNb(UHOB,
TIONEHel, Yepenax v Apyrux, AMTenbHOe BpeMs npebbiBatoLnx Noj BOLONA.
MbIWLUbl 3TUX XKMBOTHLIX OYeHb 60raTbl MWUOTIO6UMHOM, 060ralleHHbIM
Kucnopogom. Y. TioneHs okono 40- 50% Bcero Kucnopoga B OpraHusme
CBA3aHO. C 'MMOrN06MHOM. Yepenaxy OKONO Haca MOFYT HaxOAWTbCA Mog
BOZON, NPOLECCbl TKaHeBOro AblXxaHus B 3TO Bpems obecneunBaeT
OKCUMUOTNI06MH.

CnocobHocTb  MuOrnobuHa CBA3bIBaTbL  KMCAopod 06ycnosneHa
HasMuMem B MO/IeKy/e MPOCTETUYECKON rpynnbl, NPeACTaBNEHHOR remMoMm.

Fem fABnAeTca KoOMMeKcoM mnpoTonopupuHa ¢ xenesom (Fe24),
NpescTaBnseT CNOXHYIO KOMMaHapHYH UMKINYECKYI0 CUCTEMY, B LIEHTpe
KOTOPOW HaxoAuTCA aToM Xenesa, CBA3aHHbIA C YeTblpbMA aToMamy a3oTa
OCTaTKOB MUPPONa, COeAVNHEHHbLIX METWUIEHOBbIMU MOCTMKamu (=CH—).
B muornobuHe n remornobuHe Xene3o MMeeT KOOPAWHALVOHHOE YKCNO 6.
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[MoaTtomy, NMOMMMO YeTbIpeX KOOPAMHALMOHHbLIX cBsi3ell ¢ aToMamu as3oTa
YETbIPEX NUPPOJIbHbIX OCTAaTKOB, aTOM >XXene3a CBA3aH C rnobmHom yepes
aTOMbl a30Ta ABYX OCTAaTKOB TrMCTUAWHA, 3aHMMaloWnMX MNATOE N LWIECToe
KOOpAWNHALUNOHHbIE MECTa.

MpoTonopgupun IX F*m (Fi-rpotonopduput IX)

Kucnopos,  npucoeauHseTca. K aToOMy  )Kefesa,  3aMecTuB
TMCTUAVHOBLIA OCTATOK B LECTOM KOOPAMHALMOHHOM MecTe aToMa >Xenesa,
W MepeHocuTCca B BUAE NuraHga. »Keneso mpu 3TOM He MeHsIeT CTeneHb
OKWcneHus, 6narofaps 0CO6OMY PacrnofioXeHWIO MOAMNENTUAHOW Lenun ¢
o6pasoBaHMeM rMApPO(OBGHOFO reMoBOro KapmaHa.

"em xapakTepusyeTca BbiICOKMM cpoacTsoM K CO. B BogHOM pacTBope
CBOGOAHbIV Fem CBA3bIBaETCA NPUMepHO B 25 C00pa3 cunbHee ¢ CO, yem ¢ Or,
a B cocTaBe MWUOFI06VHA MY remMoriobrHa ToNbKo B 200 pa3. benkosas YacTb
nofasnseT CBA3bIBaHME OKCUAa yrnepofa MUOrfio6MHOM U remMornobuHoMm,
YTO UrpaeT OYeHb BaXKHYIO OMOMOTMYECKYHO POSib.

B opraHv3me npw paclienneHun rema obpasyeTcs aHAoreHHblii CO,
KOTOpbIA 610KMpyeT ToNbko A0 1% yuyacTKOB cBA3bIBaHWA Or, 6narogaps
CHWKEHMIO CpoACcTBa 3TUX 6enkoB K CO. B NpoTMBHOM Criyyae 3HAOTeHHBbI
CO BbI3biBan 6bl OTpaB/eHWe opraHusma. B xofe 3BonouuU NosBeHne
reMcofepxawnx 6enKoB CO CTEPUYECKMMU CBOCTBaMU 6GeNKOBOW 4acTu
obecneynnn cHWXeHne cpogcTsa rema K CO, HO He K KUCnopogy.

FeMorno6uH —cocTaBHas YacTb IPUTPOLUTOB, NMPUHUMAET yyacTue B
TpaHcnopTe KUCMopoga C Nerkvux B TKaHW, a u3 TKaHel - C02wun H+ emo-
rNO6UHBI PasHbIX BUAOB XXUBOTHLIX OT/IMYAOTCA CPOACTBOM K KUC/IOPOAY,
no opme KpucTanios, pacTBOPUMOCTH, YTO CBA3AHO C PasnnunaMm 6enko-
BOW 4acTu, v ABNAIOTCSA annocTepuyeckuMmn benkamu. 'em >xe OAMHaKOB y
BCEX BWO0B MO3BOHOUYHbIX U 60/bLUMHCTBA 6ECMO3BOHOUYHBIX XXWNBOTHbIX.
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FemornobuH YenoBeka ABNSETCSA reTepoOTETPAMEPOM, COCTOUT U3 ABYX
a-cybbeamHul v AByx P-cybveamHuy, cogepxawux no 141 n 146 amuHo-
KMCNOTHbIX OCTaTKOB COOTBETCTBEHHO. Kaxxaad cybbefnHMLa CBA3aHa C re-
MOM. B NepBMYHOI CTPYKTYype a- 1 p-CyObeArHUN CYLLECTBYET 3HAUMTeNb-
Hasi rOMOIOFMS U CXOACTBO B KOH(OpMaLMn NOUNENTUAHbIX Lenei. YeTbl-
pe cy6beAnHULbI YNakoBaHbl B JOpMe TeTpasfpa, Monekyna UMeeT chepu-
Yeckyto (hopMy anameTpoM 5,5 HMm.

Femorno6uH (Hb) B nerkux coeguHsietcs ¢ 02 ¢ o6pa3oBaHMEM OKCU-
remornobuHa (Hb02), npu 3ToM CTeneHb OKUCNEHUA Xenesa (Fe ) He u3-
MeHsieTcA. B kanunnspax TKaHei npu yMeHbLUEHWW NapuuanbHOro gasfie-
Hua kncnopoga Hb()2 pacnasaetcs Ha Hb 1 0 21 Takum nyTem npoucxopu!
CHabXeHue TKaHeli Kucnopofom. CpoacTBO remornobuHa K 0.2 Huxe no
CPaBHEHWIO C MUOTI06WMHOM.

emornobuH annoctepuyecknini 6enok n ceasbisaHue 0 2 MPONCXoanT
KoonepatusHo. MpucoeanHeHne Q2 K ogHOMY remy o6ner4yaeT npucoesm-
HeHve 02 K Apyr“M remam TOW >Ke TerpamepHoii MOAeKy bl reMornobuHa.
Takad Xe 3aKOHOMepHOCTb Habngaetcs M B 06paTHOM HarpasieHUn -
oTwenneHve 0 20T 04HOro rema obnervaet ero OTLLENIEHNE OT OCTa/IbHbIX.
Annoctepunyeckune 3heKkTbl remornobuHa nogPo6HO M3yyeHbl U OMUCaHbI
M. TMepyTueM, KOTOPbI/ NoKa3asn, Kakum 06pa3omM cBsa3biBaHve 0 2 ¢ reMoM
BblI3blBaET KOOMEpaTUBHbIA ahdekT. B gesokcuremornobuHe Fe  HecKonb-
KO BbICTyMNaeT M3 NN0CKOCTW rema. KaoueBbiIM MOMEHTOM B NPea/oXeHHO
UM CXeMe fBAeTCS nepemMelleHne Fe2 B MNOCKOCTb rpynnbl reMa rnpu css-
3biBaHMKN 02 DTO MepeMeLLeHNe MOoHa YKene3a Bbi3bIBAaeT U3MEHEHWNE TUCTU-
OMHOBOI Fpynnbl, C KOTOPOIi CBA3aH MOH Fe2 rema KOOpAWMHALMOHHOM CBS-
3bl0. B CBOIO 0Yepedb MPOUCXOAAT U3MEHEHMS MOMTOXKEHWIA APYTUX pajuKa-
NOB aMWUHOKWC/NOT B MUKPOOKPY)XXEHWUN rema, KoTopble BCTynato! B HOBble
B3aVIMOAENCTBNS C APYFMMU pafukKanamu ammHokucnoT. ocnegosateb-
Hble B3aMMOZOMOHAIOWME N3MEHEHNA, O6YC/IOB/IEHHbIE MEPEMELLEHVEM
Fe2+n pafMkanos aMMHOKMCIOT OT rema, BbI3blBAlOT CTPYKTYPHble Nnpespa-
LLeHMA B APYrom reme, obneryas ceasbisaHune Or-

Momrmo KoonepaTMBHOE™ npu cBA3bIBaHWM 0 2 remMornobuH cnoco-
6eH  W3MEHATb ~CBOKD  KOH(OpPMAauUMIO  NpW  B3aMMOZENCTBUM  C
2.3-6ucthocgornmuepatom (2,3-bPr), cogepxalimmcs B 3pUTpoOLUTaX.
2.3-b®I’ noHmxaeT cpofcTBo Hb K 02 M Tem cambiM CNOCO6CTBYET OCBO-
60>XAEHNI0 CBA3AHHOIO KMCnopofa B TKaHAX. CxemaTuyHo 3TOT npouecc
NPOTEKAeT Mo YPaBHEHNIO:

Wb-23-BPr +40r ~ - Hb(024 +2,3-bor
B nerkux C2 B TKaHsX 2,3-bdI
3amewyaet 2,3-6Pr 3amewtaet 02
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3TOT PerynaTopHbliA MEXaHW3M UTpaeT BaXKHYIO Po/ib B 0becneyeHnm
TkaHeli O21 0CcO6eHHO NPU KNCMOPOLHOWM HeJOCTAaTOYHOCTY.

B 1904 r. K. bop yctaHoBu/, 4To nosbiweHne COr n H+B kanunns-
pax akTMBHO MeTabonM3MpyHLWUX TKaHein crnoco6cTByeT oTwenneHmto 02
0T okcuremornobuHa. B 1914 r. k. XongeiH B kanunnspax nerkmx obHa-
PY>XW MPOTUBOMOJIOXHOE ABNEHME: BbICOKAas KOHLEeHTpaums Or cnocobeT-
ByeT oTwenneHnto H* n C02 oT remornobrHa. 3ta B3aMMOCBSA3b MeXay
cBasbiBaHnem Or, H+u C02 nonyunna Ha3BaHue adhdhekTa bopa n cxema-
TUYHO NpejcTasfieHa Ha puc. 3.14.

T
Hb(024+ H++ C02 +402
co2
402
B TKaHAX B /IEFQYHLIX anbBeoniax

Puc. 3.14. Cxema appekTa Bopa.

deppnTUH —Kene3ocoepkaluii XpoMonpoTenH, KOTOpbIA ABNSET-
CA OCHOBHO pe3epBHOI (DOPMOIA kenesa B opraHusme. Ha aToT meTanno-
npoTenH NpUXoAMTca 0Kono 70%. pesepsoB kenesa unu 30% xenesa Bcero
opraHv3ma.

DeppuTUH OTNNYAETCA BLICOKUM COAEpXaHWeM He TO/bKO Xefesa
(okono 20%), Ho v hochaToB. OH COCTOUT U3 BbICOKOMOJIEKYNIAPHOr0 6eka
anogeppuTMHa 1 NPOCTETMYECKON Fpynmnbl - COeAVMHEHMA XXenesa c ¢oc-
(hopHOW KncnoToid. ‘Bonblie Bcero heppuTHA COAEPXKUTCA B CeNe3eHKe U
neyeHn. ®eppuUTUH BbINONHSET BAXHYIO pPONb B 06MeHe Xenesa.

FemMapuTpuH 0BHapy>XeH B OpraHu3me 4epBeil, COCTOMT M3 BOCbMM
cy6beuHnL, Benka, CoefMHEeHHbIX C xenesom. Mosekyna Kucnopoga css-
3bIBAETCA.C fIByMS aTOMaMM Xesesa.

LiepynonnasmuH - MeTannonpoTenH, CoaepKallnii B MONeKyne BOCEMb
aToMOB Mefu, MOJeKynapHaa macca LepynoniasmvHa YenoBeka CocTaBnser
32/000 BbINONHAET (PEPMEHTATUBHO-TPAHCMOPTHYIO (YHKLMIO B KPOBU.

[CeMounaHnHbl —XPOMOMNPOTENHBI, B CBOEM COCTaBe COAepXaT Mefb,
B reMoNMM{e HeKOTOpbIX 6eCMO3BOHOUYHbIX NMEPEHOCAT KMCNOPOS K TKaHAM.
AKLEeNTOpoM 0 24BNAKOTCA VOHbI Meau, CBA3aHHbIE C CyObeanHuLamun 6en-
KOB, U KaX[ble fBa MOHa Mean coegunHatoTca ¢ O2 Mpu COeANHEHNUN C KKN-
CNOpPOAOM OHM MpuobpeTatoT rony6yto OKpacky, Kak U MHOrue apyrue co-
eIMHEHNS Mefiu.
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4. HYKNEWHOBBIE KNCNOTHI

VicTopms HYKNEeMHOBbLIX KUCNOT HayuHaetcs ¢ 60-x rogos XIX Beka.
LLiseliuapcknini xumuk ®. Muwep B 1869 r. BblAenua M3 a4ep NeliKoLUTOB
(a MpakTMyeckn 13 rHos) 1 CNepMbl Pbib BELLECTBO KUCAOTHOW NpMpoabl, KO-
TOpOe BHauyane HasBan HYK/eWH, a BMOCMeLCTBUM HYKNEMHOBOW KWUCNOTOM.
Bronornyeckas ponb 3TOro COeAVHeEHMA ocTaBanach 3arafKoi noytn BTede-
Hve crtoneTusa. Cnefytoliee Ba)KHOe OTKPbITWE CBeplumioc, B 40-X IT.
XX Beka. 3sepu, Mak-Jleog n Mak-Kaptu B 1944 r. ycTaHOBUAU, YTO HYK-
nenHoBas kucnoTa (OHK) oTBeTcTBeHHa 3a nepefayy HacneACTBEHHOMN WH-
thopmauun y b6aktepuid. B 1953 rogy YoTcOH U Kpuk npesioxuam Mosneky-
NAPHYI0 Mogenb ABOVHOW cnupanu OHK v ¢ 3TOro BpeMeHW B Guoxumun,
MONEKYNAPHOV 6MONOrMM N reHeTNKe Havanacb HoBas apa.

CylLecTBYeT A4Ba TWNa HYKIEUHOBbIX KUCNOT: PUBOHYKIEMHOBAA Ku-
cnota (PHK) u gesokcupuboHyknenHoBas kucnota (AHK). B 60nblumMHCcTBE
XXMBbIX OPraH13MOB NPUCYTCTBYIOT 06a TMNa HYKNEeMHOBBLIX KMCNoT. Mcknto-
YeHMeM ABNAKOTCA NNLLIb BUPYCbl, KOTOPbIE MOTYT COAEPXKaTb TOMIbKO OAWH
TWUN HYKNEWHOBLIX KWUCMOT. Hanpumep, Bupyc renatuta B cofepXxuT TonbKo
OHK, a supyc ummyHogeduunta yenoseka (BAY) —ronbko PHK. B aape
KneTok yenoseka cogepxutcs AHK n ocobas AHK —8 MuTOXOHApUAX.

Buonorunyeckas posib HYKMENHOBBLIX KUCIOT 3aK1H0YaETCA B:

£ XpaHEeHWM reHeTNYecKoin MHGopPMaLMK,

& pennukauuu,

£ pekombGuHauuu,

/' nepefaue reHeTMYeCKOM MHADOPMALMY,

% yuyacTum B 6UOCMHTE3E BEe/TKOB.

HyKnenHoBble KUCNO0TbI ABAAIOTCA BbICOKOMOMEKYIAPHLIMU NOAUMEP-
HbIMW COEAVHEHUAMMW, MONEKY/IAPHas Macca KOTOPbIX 3aBUCUT OT KOHKPET-
HOW HYK/IEMHOBOM KMCMOTbl. Camoii Manoil MOMSIPHOM Maccoil obnagaet
TpaHcnopTtHas PHK (TPHK) ~25 OO0 Camoii 60M1blI0OA MONSPHO Maccoi
o6nagaet AHK ot 100000080 1 COO0CC0 00,

A30TUCTbIE OCHOBaHWA. BbicOKOMOnekynsapHbele nonnmepsl PHK u
OHK cocTofAT M3 MOHOMEPOB - HYKNeoTuAoB. Kaxablii HyKneoTus cocTomT
13 TPEX KOMMOHEHTOB: HeopraHuWyeckoro gocgara, P-D-pm6osbl B PHK,
P-D-2-pe30Kkcnpr603bl B AHK 1 a30TUCTOro 0CHOBaHMA:

HasBaHue a3oTmucToro OTeyvecTBEHHOE MexayHapogHoe
0CHOBaHMA 0603HaueHme 0603HaveHne
afjennH A A
TUMWH T T
ryaHuH r G
LMTO3NH m C
ypauun Yy n



AHK n PHK otanyaoTcs He TO/IbKO MOHOCaxapuaHbIM KOMMOHEHTOM,
HO 1 COCTAaBOM a30TMCTbIX OCHOBAHWIA.
MUpMMUANHOBbIE U MYPUHOBbLIE OCHOBaHUSA:

NH?
N
N "O
H
MyupuMnanH LiutosuH (C)
(2-okco-4-amunHo- (2,4-aoKco- (5-meTun-2,4-anokco-
NMUPUMUANH) MVIPAMIAZVH) NVPUMULMH)
NH,
H N
Lypum ALeHVH (A)

(6-amrHoNypuH) (2-amnHo-6-0KCOMy pUH)

OcHoBaHus, BXOAsALLME B COCTAB HYKNENHOBbLIX KUC/OT:

OHK PHK
afieHuH (A) afeHuH (A)
ryaHuH (G) ryaHuH (G)
untosuH (C) uunTo3uH (C)
TUMUH (T) ypauwun (U)

Kak BngHo, AHK n PHK otanyaroTca ogHUM NUPUMULMHOBBLIM OCHO-
BaHmem, B AHK BxoanT TmMuH, a B PHK - ypauun.

A30TUCTble OCHOBaHUS, NPOU3BOAHbIE NYPUHA U NUPUMUANHA, CBA3a-
Hbl C MOHOCaxapuAHbIM KOMMOHEHTOM - P-D-pu6o3soit (8 PHK) nnn [5-D-2-
ne3okcupubosoin (B AHK). Oba sTx MoHocaxapuja sBAsrTCA NeHTO3aMu 1
MUMEKT CNefyoLyo CTPYKTYpY:
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(VD-pubosa P-D-2-pe3okcmpunbosa

Paznnune coctouT B OTCYTCTBUM Y (VD-2-4€30KCMPUBO3bl TMAPOKCUIIBHOM
rpynnel npu C2. A30TUCTbIE OCHOBaHMA npucoeunHaAoTea K Ct yrnepogHomy
aToMy, a rMApoKCW/bHble TPynnbl Npu C3 1 Csy4yacTBYOT B 06pasoBaHNm
3(MpPHBIX CBA3El C HEOPraHWYeCKUM (ochaTom.
Hykneosuabl. Hykneosugsl npeactaBnaoT co6oit N,- nan:-N9ramko-
31fbl M COCTOAT M3 a30TUCTOr0 OCHOBaHWA 1 ocTatkos (VD-pubosel nnu P-D-
2-[,e30KCMpn603bl. A30TMCTOE OCHOBAHWE CBA3aHO MOCPEACTBOM KOBaNeHT-
Holi cBA3un Mexgy C/ atoMom neHTo3bl U Nj aToMOM' MIUPUMUAVHOBBIX WK
N9aTomMoM NypuHOBbLIX OCHOBaHWIA. HasBaHUA HYK/1€031A0B hOpMUPYIOTCS B
COOTBETCTBMM C Ha3BaHUAMU 06Pa3yIOLLMX NX a30TUCTbIX OCHOBAHMWIA:
afIeHO3WH, LUTUAWH,
ryaHosuH, YpuauH.
B cnyvae, ecnim B UX COCTaB BXOAUT [e30KCUPK603a, TO K Ha3BaHWUIO
NPUCOeNHAETCA NPUCTaBKa [e30KCU-:
[le30KCVafieHO3MH, [e30KCULUTUANH,
[le30KCLLYaHO3WH, Ae30KCUTUMUNH
WM NPOCTO TUMUAWH.
Hywmepauus aTtomMoB yriepofa hypaHo3HOro Kosbla MeHTo3 B HYK/eo-
31fax U HyKneotmgax ocyLwecTBASeTCS LM(poi Co WTPUXOM, Hanpumep: 5
(C5) o3HauaeT NATLIN aTOM Yrnepoja NeHTosbl.

MYpMMUAYHOBBIE HYK/IE03UAbI:

(@]

HO HOA

LntnanH YpuanH



H® X ~y nen 1
9'r o
OH H H 1
[le30KCuunTuAnH TuMnanH

B cnyyasx, Korga Hykneosug coctouT n3 pl/l603b| N.TUMWNHa, TO €ro Ha-
3blBalOT pVI603I/II'ITVIMVIHOM.

MypUHOBbIE HYKEO3WAbI:

NH,

N1,

NH,

oH H

He3okcnaaeHosnH

HyKkneo3nabl He TONbKO ABNAOTCA CTPYKTYPHbIMU KOMMoHeHTamu JHK
n PHK, HO n BcTpevatoTcs B cBo6ofHOM Buge. Hanpumep, Bblgensiemblii
rpubkom poga Streptomyces NypOMULMH, MOLLHbIA aHTUBMOTUK, MPOABAAET
aHTMbakTepuasbHble CBOWCTBA, MHIMOUPYS BUOCMHTE3 6efkoB. PasnuuHble
MWKPOOPraHu3Mbl BblAeNAT apabuHo3nnumMTo3uH (ara-C) u apabuHo3nna-
[JeHnH (ara-A). B HWX B KayecTBe YrneBOLHOr0 KOMMOHEHTa COAepXuTcA
apabuHos3a. 3TK BelecTBa MHIMOMpPYHOT 6rnocnHTes AHK.

Hykneotngbl. Hykneotng npeacTaBnseT co60i CNOXHbIA 3Up HyK-
neosmpga n GochopHoi Kncnotel. K MEHTO3bl HYK/eo3naa MoXeT 6bITb



MPVUCOEANHEH OAWH WM HECKONbKO (hocdaTHbIX 0CTaTKoB. Hykneotugpl
KnaccuuumpyoT:
* 110 BXOAALLEMY B COCTaB YrNeBOAHOMY KOMMOHEHTY Ha:
0 puBOHYKNeoTnabl,
0 [e30KCMPUBOBYKNEOTUABI;
« M0 KO/IMYeCTBY 0CTaTKOB (DOCHOPHOMN KNCNOTbI Ha:
0 HyKNeo3ngmMmoHogochaTsl,
0 Hykneosuguugocgatsbl,
0 HyKneosngTpugocharts.
PaccMOTpUM CTPYKTYPY HYK/1€03MAMOHO(OCHAaTOB, HYKIeo3ngLm-
thochaToB 1 HYKNeo3naTpnocthaToB Ha NPUMepe NpescTaBUTeNen NypuHo-
BOrO M NMMPWANHOBOIO pAfa.

NH2

6]
]
-0—P—o0o—<
0-

OH.  OH
AfeHo3nHA-MoHOodochaT (AMP)

NH2

(0]
Il
-O— ?— 0—rbl

0-

"o OH

Lntnguu”-moHodocgat (CMP)
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0- 0 >4 y
H Mn
OH OH
ApeHosnH-3'-audocgat (ADP)
NH;
N
o) o) N 0
-0— p— 0— p-~-0 — CH, on
0- -
R M y
H 1 I
OH OH
Lintnann-6'-gugocdat (CDP)
NH,
N -
r
0] 0 0 N N
.
1 ot
0- O- o-
H
OH OH

ApeHo3uH"-Tpugochat (ATP)



OH OH
Untngun ~-tpudocpat (CTP)

AHaNorn4yHoe CTPoeHVEe UMEKDT ryaHo3uH-"-gudocgat (GDP),

ryaHosunH”-tpugocgart (GTP),

ypuanH-6'-gugocgat (UDP) n

ypuamH-Y-tpudocgat (UTP).

[Je3okcnHykneosnadocdaTbl NOCTPOEHbI U3 OCHOBaHWiA, P-D-2-
[1e30KCMpnb03bl U OCTATKOB HEOPraHM4yeckoro ocarta U UMEKT Crefyto-
LLjMe Ha3BaHuA:

[e30KcnafeHo3nH -moHogocgat (dAMP),

fe3okcmageHo3nH-3"gngocpar*AOP),

fe3okcunageHosunH-3'-Tpudocdar (dATP),

[le30KcuryaHosuH”~-moxHoocepat (dGMP),
[e30KcLWyaHo3un-6'-gudocgat (dGDP),
[le30KCUryaHosnH -Tpudochat*OTP),

[1e30KCMLUTO3UH-6'-MOHO(ocHaT*"CMP),
[e30KeuunTo3nH-6'-guocpat " CBP),
[1e30KcULNTo3nH-6'-Tpuoctat (dCTP),

TUMUAUHMOHOGochaT (TMP)*,
TUMuauHaugocgar (FOP)*,
TumunauHTpudocdar (TTP)*.

* MOXHO.NMn1caTb C NPUCTABKOW «[€30KCU-».

Limknnyeckne HYKNeoTuAbl. B UMKINYECKUX HYKNeOoTMAAX OfHa
thochaTHaa rpynna o6pasyeT ¢ pub030ii ABE CNOXHO3(PUPHbIE cBA3N ¢ Cs- 1
Cs3-. Hanbonee u3BeCTHLIM LMKNNYECKUM HYKNEOTUAOM ABNAETCH LMKNUYe-
CKMIn afieHo3nHMoHodochaTt cAMP. OH fBnseTcs nocpefHUKOM (BTOPWY-
HbIM MeAMNaToOpPOM) B eiiCTBUMN MHOTUX FOPMOHOB.



(3',5'-CAMP)

Mpwn peanusauny mexaHu3Ma afipeHasvHa Ha KIeTKy BHavane npowuc-
XOAWUT aKTMBauua (hepMeHTa, OTBETCTBEHHOr0 3a BblpaboTKy CAMP, a
cAMP, B CBOIO 04epeb, KOHTPONUPYET aKTUBHOCTb APYTUX epMeHTOB. U3-
BECTHbI TaKXKe ipyrue unknnyeckune Hykneotngbl: CGMP n cCMP.
BUOCKHTES LIMKIMYECKNX HYK/IEOTULOB. MPONCXOANT U3 COOTBETCTBYHOLLUX
HyKneosngTpudochaToB nog feiicTBveM (epMeHTa afeHunaTuuknasbl u
ryaHunaTumknasbl. PacliensieHne nx NPONCXOANT Moj AeiiCTBUEM (epMeHTa
LUMKAnYeckoi  hocthoamacTepasbl, 'KOTOPbIA KaTanusupyeT paspyLleHune
aupHoOI cBA3M no C3" 4To MPUBOAMT K 06pa30BaHWI0 COOTBETCTBYIOLLErO
HYKNeo3ng-5 '-MoHoocgaTta.

lMepBUYHaA CTPYKTYypPa HYKIEMHOBBLIX KMUCNOT. HYKNenHoBble Ku-
CNOTbl ABNAOTCA 6MONOAMMEPaMU, MOHOMEPHBIMU 3BEHBAMU KOTOPbIX fB-
NAKTCA HYKNEoTUbl, MOITOMY HYKNEWHOBbIE KMCNOTbI HA3bIBAKOT MOJIMHYK-
neoTugamu.

MONMHYKNEOTUAbl COCTOAT U3 OCTATKOB HYK/IEOTUA0B, COEfUHEHHbIX
mMexay co601.-3'—5"-pocthonmadupHoli ceasbto. docdaTHas rpynna B Monu-
HYKN1E0TUAHON Lenu 06pa3yeT fBe COXHOIPUPHbIE CBA3W C y4acTueM rug-
poKcunbHOl rpynnbl C3-pn603bl (A€30KCMPUB03bl) NPeabigyLero Hykneo-
TUAHOTO OcTaTKa M FMAPOKCWUBHOM rpynnbl C5-pubo3sbl (4e30KcMprbo3bl)
nocneayoLLlero HyKneotTuaHoro 3seHa. NonmmepHas ocHosa PHK u AHK
npefcTaBneHa yepefyoWwnMCca NCHTO30(OCHaTHLIM OCTOBOM, a a30TUCTbIe
OCHOBaHWA ABNAOTCA OOKOBLIMW TpynnaMu, npucoeanHeHHbiMu K Ci neH-
TO3HbIX OCTATKOB MEHTO30(h0C(aTHOro 0CTOBA.
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Llenb AHK

KOHLbI HOIMHYKNEOTUAHOW Lenun oTanyatoTes Apyr oT gpyra. OfuH
KOHeL, MpeAcTaBneH rMapoKCUbHOM rpynnoi npu C/ NeHTO3HOro ocTaTka -
HlkoHew, (HO-KOHeL,), BTOPOW KOHEL, MOAMNYKNe0TUAHON Lenu npeacTaBeH
(hochopunnMpoBaHHON TMAPOKCUABHOM rpynnoi npu C5 NeHTO3HOro ocTaTka
—bl1koHel, (P-KoHeu).

MepBrYHAA CTPYKTYpa HYKNEMHOBBLIX KUC/IOT OMNpefenseTca nocnefo-
BaTe/IbHOCTbIO HYKMEOTWAOB B HOMMHYKNEOTUAHOW Lenun, KoTopas onpeje-
NAeT YHUKanbHoCTb CTPYKTYpbl PHK 1 AHK. OnucbiBaeTca oHa npu nomo-
Ly nepeyvncneHns 0603HaYeHN A HYKNe0TNA0B, HAUMHaA C 5 KOHLA.



MpaBuna Yapradda. B coctas AHK BX0ogAaT octatkm fe3okcmpubo-
Hykneotugos gAMP, sCMP, n.CMP n aTMP. B 1949-1953 rr. 6bi11 ycTa-
HOB/IEHbI 3aKOHOMEPHOCTU HyKneoTufAHoro cocrtasa AHK HesaBucumo oT
MCTOYHWKA BblJeNeHns, U3BeCcTHble Kak npasuna Yapradda. Mpasuna Yap-
radda 6binm chopMynmpoBaHbl 40 OTKPbITUS YOTCOHOM M Kpukom npo-
CTPaHCTBEHHON CTPYKTYpbl AHK.

Mpasuna Yapradda onucbIBaOT COOTHOLIEHUA HYKNEOTUAOB B HYK-
NEeVNHOBbLIX KUCNOTax U CnpaBefnvBbl ANS ABOWHON aHTWNapanienbHon cnu-
pann AHK:

1. Uncno nypuHoBbIX 0CHOBaHU (A+G) paBHO unCNy NUPUMUEUHOBbLIX

ocHoBaHwuii (T+C), TO eCTb MPaBOMOYHO COOTHOLWEHME: N N =1

2. Yucno ocTtaTkoB afieHVHa paBHO 4YMC/y OCTATKOB TUMMWHA, T.e. OTHO-

A
LUEHMe afieHMHa K TAMUHY paBHO efuHuLe: —=1.

3. Uucno octaTtkoB ryaHuHa paBHO YWUCNYy OCTATKOB LWMTO3WHa, T.e. OT-

HOLLIEHWE FyaHWHA K LMTO3MHY PaBHO eAVHULIE: S,

[JaHHble Yapragda n gpyrnx uccnefosaTesieil No3Bonamn cenatb pag,
BaXKHbIX BbIBOJOB:

1 AHK pa3fnyHbIX OpraHoB W TKaHeli MMEKT OAMHAKOBbIW HYKNeOTUAHbI
COCTaB.

2. HykneotngHblii coctaB JHK B opraHusme gaHHOro Bufa He 3aBUCUT OT
BO3pacTa, yCNoBuUii NUTaHNA W BHELUHENW cpespl.

3. HykneotugHblii coctas AHK'y pasHbix BU0B pasnnyeH.

4. OHK 6113K1MX BUAOB UMEKOT CXOAHbIA HYKNEOTUAHbINA COCTaB. JBOMHOLU-
OHHO OT[a/IeHHbIe OPraHN3Mbl, Kak Npaswo, OTIMYAKTCA MO0 HYKNeoTus-
HOMY COCTaBy W HyKNeoTugHblii coctaB AHK MOXeT 6biTb MCMOAb30BaH
KaK TaKCOHOMWNYECKUIi NMPU3HaK.

OnpepgeneHne nepBuyHoit cTpykTypbl AHK sBnsieTcs poctatouvHo
TPYLOeMKOV 3agayveil. FIpUHUMN ee COCTOUT B TOM, 4TO Monekyny AHK pas-
pesaloT Npyu NOMOLLY CreunuPUYecKnx aHJ0HYKNeas (pecTpukras). 3T dep-
MEHTbI pa3pes3aroT HYK/EMHOBYIO KUCNOTY B OMNpefe/neHHOM y4yacTKe, crneLu-
(hUYHOM: ANA  [AHHOW 3HAOHYKNeasbl. B monyueHHbIX thparmeHTax onpege-
NAKT NocnefoBaTeNbHOCTb HYKNEOTMAOB. 3aTeM 06pabaTbiBalOT TakKyto Xe
OHK gpyroii sHOOHYKNea3ol, KoTopas paspesaeT ee MO APYTUM y4yacTkam
Ha gpyrve parmMeHTbl, rfe TakXe OnpefensoT NocnefoBaTe/lbHOCTb HYK-
neotnfos. 3aTeM CpaBHMBAsA flaHHble NOCNef0BaTeNbHOCTU (hparMeHTOB,
MONYYEeHHbIX [AEACTBMEM pa3MYHbIX PeCTPUKTa3, HaxoAAT NepeKpbiBato-
LLiMecs y4yacTKu, KOTOpbIe U ABNAIOTCA K/THOYOM K paclingpoBKe nocnesosa-
TeNbHOCTW.

BTopu4yHaa CTPYKTypa HYK/IEMHOBbLIX KWUCIOT. BTopuyHas CTpyk-
Typa HYK/IeMHOBbIX KUCNOT MNpefcTaBnseT cob0il NPOCTPaHCTBEHHYIO opra-
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HM3aLMI0 MOMMHYKNEOTUAHbBIX Leneid. VI3BeCTHO HECKO/bKO (hopM MpoCcTpaH-
CTBEHHOI opraHusaumm OAHK: A, B, C, D, E, Z.

LinToauH (=) [A] Uvrosun
T ™
F'yanun u-] pr] TyaHuH
H H
ApennH ' A) ApgeHuH
l, b
Ypayun rTj Tummn
7
H*-C-4 - H
* )
Asotucrele Pu6oHyknenHoas JAlesokcMpn6oHyknenHosas B
OCHOBaHUs
KMrioTe KucnoTa
tOvan m— w<boun A4l kN ga
THIFSa CIES&2Y<X &yacHa*

Puc.4.1. ABoiiHas cnupans AHK.

Hambonee yacto BCTpeyaeMoii sBnseTcs B-(opma, npeacTaBnstoLas
coboli iBe aHTMMapaaie/bHble NOMMHYKNEOTUAHbIE Lenu, obpasytoLme npa-
BYIO CrMpanb BOKpYT 06LLei ocu.

Cnupanb cTabunusnpoBaHa BOAOPOLHbIMU CBSI3AMM, BO3HMKAKOLLMMM
MeXay KOMMIeMEHTapHbIMW a30TUCTbIMU OCHOBaHUAMU, KOTOPbIE Harpas/e-
Hbl MEPrEHANKYNAPHO OCU. ALLEHUH KOMMeMeHTapeH TUMUHY U MeXAY HUMU
BO3HMKAIOT [1B€ BOLOPOAHbIE CBA3N, & NyaHUH —LUWTO3UHY M OHU 06pasyloT
TpY BOAOPOAHbIe CBA3N. Kpome TOro, afjeHWH KOMMJIEMEHTapeH ypauuny.

MocTynaT 0 B3aMMOAENCTBAMN a30TUCTbIX OCHOBaHWN 0OBSACHAET Mpa-
Buno Yapragga. MNMypuH Bcerga KOMMNJAEMEHTApHO CBA3aH C NUPUMUAMHOM
BOAOPOAHLIMU CBA3AMKU. TouHee, B IHK ageHWH Bcerga cBfA3aH C TUMUHOM,
ryaHuH ¢ umTto3vHoM; B PHK ageHuH cBA3aH C ypauuiom, ryaHuH ¢ LMTo3u-
HOM.
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Puc. 4.2. TlpocTpaHCTBEHHAA OpPUEHTALMA KOMMNOHEHTOB
LBOWHON cnnpanu AHK.

Mnockne MoneKysbl a30TUCTbIX OCHOBAaHWIA NnexkaT napannenbHo apyr
OPYTY Y NepneHanKynsapHoO 0CK MOJMEKYTTbI.

MpaBubHY NPOCTPAHCTBEHHYIO OPMEHTALMIO Lieneil B ABOWHOW Le-
H¥ 06ecrneynBaeT NPOTMBOMO/IOXHAA HanpaBieHHOCTb. OfHa W3 Lenei opu-
eHTUpOBaHa B HanpasfeHun:3 > 5  a B4opasd B HanpaeneHun 5' »3.

BogopoaHble CBA3N ABAAIOTCA HE €AWHCTBEHHBLIMW CUIaMW B3avMOfeii-
CTBUS, BO3HMKaOLWyMy B Monekyne AHK. Beugy 60/bLioro yncna hochaTHbIx
rpynn monekyna AHK nveet oTpuuaTenbHbli 3apsg, T.e. NpeacTaBnseT nou-
aHWOH, MO3TOMY € HEld MOTyT B3aMMOAECTBOBATb MOMOXUTENbHO 3apSKEHHbIE
areHTbl, Hanpumep;, 6ekun TMCTOHbI. cofepxallne B 60K0BbIX Lensx 60/bLuoe
KOJIMYECTBO MOJIOXMUTENbHO 3apsXEHHBIX aMUHOKUCIOTHBIX OCTaTKOB apruHu-
Ha 1 nu3nHa. TpeTbyM cTabunmsnpytowmum hakTopom ABoiHONM cnvpain AHK
cunTaloTCA rnapoobHbIe B3aMMOAEACTBUA MEXAY a30TUCTbIMWA OCHOBaHUAMY,
YNOXXEHHbIMW CTOMKOM B CepeanHe cnupanu (puc. 4.2).

TpeTnyHasa cTpykTypa AHK. Mog TpetnyHoi cTpykTypoin AHK no-
HVMMAIOT PacnonoXeHne NONMHYKNEOTUAHBIX LEeMNeil B MPOCTPaHCTBE W KX
CBA3b C TMCTOHOBLIMU Genkamu. 'naBHy0 ponb B JOPMUPOBaHUM TPETUYHON
CTPYKTYpbl UrpatoT HYKIe0COMbl. HyK/ieocoma COCTOUT U3 8 MONeKyn ruc-
TOHOB, MO ABE€ MOJMEKY/bl KaX40ro n3 Tunos ructoHos H2A, H2B, H3, H4.
Hykneocoma BefieT cebsi Kak 6e/KoBbIil CepAeyHUK, BOKPYT KOTOpPOro obopa-
yneaetcs monekyna AHK Ha 1% o6oporTa.
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1/| sutka AHK

[ncronsl

Ha kaxgblii 060poT npuxoanTcs 83 napbl HyKNeoTMAOB:-ITO NPUBO-
AUT K komnakTuzaumm AHK npumepHo B 7 pas. YuacTtok JHK, KoTopbIii Ha-
XOAMTCH MeXay LBYMS HYK/eocoMamu, HasbiBaeTcs MHKEePHOW nocnegosa-
TeNbHOCTLI0. B nTore HakpyumnsaHmsa JHK Ha HyK1eoCOMbl BO3HUKAET HYK-
neonpoTtengmnas Crpyktypa B BUAE YETOK.

Hykneocoma

A

JInHKepHasa nocnefosBaTeNbHOCTb

B fanbHeiilieM NMpOMCXOAUT CKPyuMBaHWe HYKIeOCOMHOM NocnefoBa-
Te/IbHOCTW B cnupanb (coneHons) avametpom 30 HM. B aTom npouecce yuva-
CTBYIOT TUCTOHbI HI, KOTOpble, B3aMMOJEACTBYS C HYK/IEOCOMaMu, COMMXa-
0T cocefjHME HYKeOCOMbI U (HOPMUPYIOT PEFYNSPHYHO CTPYKTYPY.

H1

71



[JanbHeliwan ynakoska [AHK npoucxogut npu nomowm JAHK-
CBA3bIBAIOLLMX 6ENKOoB, KOTOpble CBA3bIBAIOT HYK/IEOCOMHbIE MOC/Ef0Ba-
TENIbHOCTH, YNOPAA0YEHHbIE TCTOHaMK H1 v 06pa3ytoT netnu.

[anee netnn o6pasytoT MUHUANCKN, KOTOPbIE YKNaLbIBAIOTCA B CTOM-
Ky, (hopmupys xpomocomy (puc. 4.3).

Xpomocoma

Image adapted from: National Human Genome Research Institute.

Puc. 4.3. Cxema hopMUPOBaHNSA XPOMOCOMBI.

Pu6oHyknenHoBble kucnotbl (P11K). B coctaB PHK BXxogsaT octatku
pnboHykneorngos AMP,” GMP, CMP un UMP. B KayecTBe YIrneBOLHOIO
KOMIMOHEeHTa B UX COCTaB BXOAUT pubo3a. PasnmnyatoT 5 Tunos PHK:

1) nuchopmaymonHag PHK —wv-PHK,

2) TpaHcnopTtHaa PHK - T-PHK,

3) pnbocomansHas PHK - p-PHK,

4) reteporeHHble agepHble PHK - ra-PHK (hnRNA),

5) manble agepHble PHK —ma-PHK (SNRNA).

WaopmaunornHas PHK (n-PHK nan m-PHK). K Hayany 1960-x ro-
[,0B OblI0 M3BECTHO, YTO BEMIKN CMHTE3NPYIOTCA B LUTOMNMa3Me, a reHeTuye-
cKas vHgopmaLns, KoaupytoLwas CTPyKTypy 6enkos, xpaHutcs B agpe. Ta-
KM 06pa3oM, JO/KEH ObITb HEKWIA NOCPeAHMK, NEPEHOCALLMIA MH(OPMALMIO
13 agpa B uutonnasmy. B 1961 rogy ®PpaHcya Xakob v XKak MoHO BblgBU-
HyM KoHuenuuio M-PHK, B KoTopoii nocTynmpoBanm
1) nonnHyKNeoTUAHy0 NpUpPoLY NOCPeAHMKa,
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2) COOTBETCTBUE €ro NoNHYKNe0TUAHOIO cocTaBa cTpykType AHK,
3) reTeporeHHOCTb MNOCPefHMKa A1 Pa3HbIX reHoB,
4) BPEMEHHYI0 CBA3b MOCPEHMKA C pubocoMamu,
5) BbICOKYIO CKOPOCTb MeTabonmn3mMa NocpesHuKa.

3TN Xe yuyeHble NPeLNooXUAN, YTO MOC/eA0BaTENbHOCTL U3 TPex
HYK/IEOTUAHbIX oCTaTKoB (TpunneT) M-PHK KogupyeTt onpefefieHHy0 amu-
HOKMCNOTY, & MoCNefloBaTe/IbHOCTb TPUM/ETOB KOAWPYET Mnoc/efoBartesb-
HOCTb aMWHOKMCNOT B MOfeKye nonunentuga, 6enka, gepmeHTta. B npo-
LIeCCe XXN3He[eATeNbHOCTU KNeTKa CUHTE3NPYET COTHU U ThICAYMN PasfinyHbIX
TMnoB monekyn mM-PHK. mM-PHK npefcTaBnsieT co6oii ofHOLENO4YeYHble MO-
NeKynbl Pa3HOM ANWHbI. Pasnnune aTMX MONEKYNn COCTOUT B MOCNef0BaTe b-
HOCTU HYKNeoTuaHbIX octaTtkoB A, U, G, C. Takum o6pasom, M-PHK saBns-
€TCS MOCPeAHNKOM MeXAy FeHeTU4Yeckol MH(opMaLMeid agpa U NpoLeccom
6rocuHTe3a 6enKoB (MoMNenTULOB).

TpaHcnopTHas PHK (T-PHK). Monekynbl 1-PHK aBnatoTca cambl-
MU ManeHbKMMMN U3 BCEX HYKNEWHOBBIX KUCMOT. (MX MOneKynspHas macca
Konebnetcs B npegenax 25 00O B coctaB T-PHK BX0AAT HETUMNUYHbIE (MO-
AnduumpoBaHHbIe) HYKNeo3ngbl. Kpome TOF0, pasfiMyHbIX TUMOB MOJSIEKYN T-
PHK 3HauuMTenbHO MeHblle, yeM M-PHK. CumtatoT, 4yto MX He MeHee 60.
Kaxablii Tn monekyn T-PHK cnocobeH. cBA3biBaTb CTPOro onpefeneHHyto
[15 3TOr0 TUMa aMUHOKMUC/IOTY.

5 (Pi

3pH)
Puc. 4.4. Cxema cTpoeHna T-PHK.

Monekyna 1-PHK wnmeet, B otanyme ot M-PHK, npocTpaHCTBEHHYO
CTPYKTYpY. O6LLenpuHATON ABNAETCS ABYXMEpHas CXeMaTuyeckas CTPyKTy-
pa «KneBepHOro nucta». CornacHo 3aToi CTPYKType, BHYTPUMONEKYNSAPHbIe
BOJOPOAHbIE CBA3M CKaAbIBaOT OfHOLENOYEYHYIO MOSMEKYNY B CTPYKTYpY,
HanoOMUHAIOLLYI0 TPUIUCTHUK. Ta CTPYKTYpa MMEeT TPU OCHOBHLIX NETNu,
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OHY MUHOPHYIO NET/II0 M OTKPbITLIA KOHeL, B KOTOPOM pacnonaratotca o6a
KOHLa NOMIMHYKNEOTUAHON Lenw.

Monekyna T-PHK cofepXut moandmumpoBaHHble a30TUCTble OCHOBA-
HUA: HCEBAOYPUAMH, MUPUMUANH, MYPUH, AUTUMAPOYPUAVH. Ha3saHus netenb
MPOCTPAHCTBEHHOMN CTPYKUypbl T-PHK Nponcxofat oT BXOAALMX B UX COCTaB
MOAN(ULMPOBaHHLIX a30TUCTbIX OCHOBaHWIA: nceBfoypsaunosas netna (J),
pourugpoypugunosas netns (111). AHTUKOLOHOBLIV TpunaeT Haxogutes Bo
(aHTMKOLOHOBO) NeTne, aMUHOKWCNOTA, COOTBETCTBYHOLLAA 3TOMY TPUMIETY,
npucoeanHAeTCs K 3' KOHLY NOANHYKNeOoTUAHO uenun T-PHK.

Pn6ocomuas PHK (p-PHK). Pubocombl ABAAOTCA MY/NbTUMONEKY-
NAPHBLIMK arperatamu, COCTOAWMMMN 13 NpuMepHO 35% 6eNKoB N NPUMEPHO
65% p-PHK. WHTakTHble pubocOMbl MpeAcTaBAsOT COOOW KOMMEKC W13
nByx cyb6veguHuy: Tsxenoin (50S) u nerkoin (30S). Tsxensle cybbeanHNLbI
cofepxat Ase mMonekynol p-PHK - 23S p-PHK u 58 p-PHK. Nerkue cy6ne-
OVHULbBI cofepxXaT ogHy mMoniekyny 16S - p-PHK.

PubocomansHas PHK u 6enku 06pa3yroT pubocombl —KNeTOUHbIE Op-
raHesnbl, HenmocpeLCTBEHHO yYacTByloLLMe B GBUOCUHTE3E Benka.

FeTeporeHHble agepHble PHK (ra-PHK). [eTeporeHHble faepHble
PHK sBnstoTcs TouHoii PHK konwueli yyacTka AHK, Koavpyrowero 61MocuH-
Te3 onpeaeneHHoro 6enka. OHa COAEPXKMUT. N3BLITOUHYIO MHOPMALUIO, KO-
Topas ypansetca B npouecce cospesaHns PHK. B pesynbtaTe cospeBaHuA
ra-PHK npespautatotcs B n-PHK.

Manbie agepHble PHK (Msi-PHK). Nx 6ronornyeckas ponb 4o KoHLa
He n3yyeHa.

2- 5N OnuroHykneoTuabl. VIHTEpepoHbl - Knacc 6enkoB, CUHTE3U-
PYEMbIX KNeTKaMM XXMBOTHBIX B O4eHb MaslbIX KOMIMYECTBAX MOC/e BUPYCHOM
VH(EeKLUUN. VIHTepthepOoHbI 3aLMLL AT KNETKY OT MH(PEKLMUU APYTUMU BUPY-
camu.

KneTkn, 06paboTaHHble MHTEP(EPOHOM, CUHTE3NPYHOT HECKO/IbKO HO-
BblX 6€/IKOB, B-TOM.4uC/ie N (DEPMEHT ONNTOHYKNeoTugnonumepasy. Onu-
FOHYK/N1e0TUAMNONNMepasa, B CBOK O4Yepefb, CUHTE3NPYeT HebO/bLLOe KOMK-
YeCTBO KOPOTKUX O/IMT0afjeHUNaTHbIX LiernoyeK, B KOTOPbIX MOHOHYKNEOTUA-
Hble 3BEHbA COefUHeHbl Mexay coboit T—» 5/-hocthognampHbiMK CBA3A-
MU, HECYLLMX Ha 3'-KOHLIe rpudoctaTHYIO rpynmnmnpoBKy.

Tak, Hanpumep, Tpummep 2 5A npeacTaBnsieT cO60W YHUKaNbHbIN
O/IFOHYKNeoTng, B KOTOPOM oOcCTaTkm AMP coefuHeHbl Mexgy Ccoboi
2 —m5-pocdhoananpHbIMU CBA3AMU U OH AelCTBYeT KakK CeneKTWUBHbIN
MHIM6MTOP BMOCUHTE3a 6eNTKOB, HEOBXOAVMBIX A1 PA3MHOXEHWS BUPYCOB.
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Pennukauyna OHK. B npouecce XuU3HeaeATeNbHOCTU KETKU Heo6xo-
VM NOCTOSHHbIN cuHTe3 AHK, Tak Kak npu AefeHun KNeTKWM ee KoM4YecTBO
yMeHbLUaeTcs Bagoe. Mpouecc yasoeHns JHK Ha3biBaeTca penvkaumeid.

OHK vMeeT fBe KOMJeMeHTapHble Lenu, CBA3aHHble ApYr C ApYyrom
BOZLOPOAHBLIMI CBA3IMM MeXAY OCTaTKaMW a30TMUCTbIX OCHOBaHWI. MOCKoMb-
Ky Npu penimkaummn fo/mkHa 6biTb Co3aHa TOYHasA KONusa reHoma, T0 B 3TOM
npouecce kaxaas Lenb maTepuHckoit AHK ncrnonb3yetca B KayecTse Lab-
NOHa ANA cuHTe3a ABYX foyepHux ueneil AHK nopg geictsmeMm (epmeHTa
OHK-nonuwmepasbl n B npucytctsun dATP, dGTP, dCTP 1 dTTP. B pe3y/b-
TaTe penavKauuy 13 OfHOW ABYXLENOYeYHO MaTepuHCKoA monekynsl AHK
obpasytoTca fiBe AByXuernoyeyHble goyepHue monekynbl AHK, kaxpas w3
KOTOPbIX COCTOWUT M3 OfHOW Lenu matepuHckoii AHK n 0gHOW cnHTe3mpo-
BaHHOM BHOBb Lienu. Takoii MexaHn3M Ha3blBaeTCs NMONYKOHCEPBATUBHbLIM.

Pennmkaums OHK:- cnoxHbIii npouecc, B KOTOPOM yyacTByeT 6onee
15 6enkoB. ATOT NPOLECC M3YHeH B KNACCMUECKMX TPyAax Ha OCHOBAHWK re-
HoMma E. coli. OcHOBHbIMM (hepMeHTaMu pennukaumm AHK cuntatotes AHK-
nonumepassbl. Ana E. coli BbigensoT Tpyu pasnuuHbix AHK-nonumepasbi:
OHK-nonumepasa l, AHK-nonumepasa Il n AHK-nonumepasa Ill. 31u dep-
MEHTbl Pa3NYatoTCA CTPOEHWEM U CKOPOCTbIO penavkauuu. WX obuiee
CBOWCTBO= BK/OYEHWE Ae30KCMPMBOHYKNeo3na-5-TpudochaTos B Lemnb f0-
yepHein AHK B HanpaBneHnn 5'—» 3'. AHK-nonnmMepasa 1, kpome TOro, cno-
c06Ha pacLennaTe GocthoanadmpHble CBA3M 1 ucrnpaenaTb ownbkm B AHK.
Pennukauna AHK HaunHaeTcs B OfHOM OnpeAesnieHHOM MeCcTe XPOMOCOMbI.
3T0 MecTo Ha3blBaeTCs TOUKOM Havana penavkaumn. K Touke Havana penniu-
Kauunm NpUCOeAMHSAETCS WMHULMATOPHLIA 6enok. K uHMumMaTopHOMy 6enky
npucoeguHaeTcd epMeHT xenukasa, obnagarowmii AT P-a3HOW aKTUBHO-
CTblO M CNOCOGHOCTHIO PaspbiBaTb BOAOPOAHbLIE CBA3WN MEXJY KOMMIEMEH-
TapHbIMU HYKNneoTugamun. Ha pasgeneHune Kaxaoi cBssu TpebyeTtca npumep-
Ho 2 monekynsl ATP. [na npefynpexaeHus o6pa3oBaHus CBSA3el Mexay
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KOM/MEeMEHTapubIM/ OCTaTKaMu a30TUCTbIX OCHOBaHWI MPOMCXOAUT CBA3bI-
BaHuWe ¢ kaxgol uenoykoin JHK ocoboto 6enka, KOTOpbIi B MTepaType Ha-
3biBato!' Genkom, cesisbiBalOWMMCS C ofgHouenodveyHo AHK (OL-6enok,
SSB-6enok), unu 6enkom, gectabunusupytowmm cnupans (6enok AC). B pe-
3ynbTaT ABe Lenu pacxofaTca ¢ o6pa3oBaHMEM PErIMKaLMOHHOIO rnaska,
PenMKaLMOHHOTO My3bipbKa. PennnKaunoHHbI My3bipek COCTOUT U3 ABYX
PEenIMKaLMOHHbIX BUIOK, HANPaB/eHHbIX B MPOTUBOMOIOXHbIE CTOPOHbI.

[ns yBennyeHna pennmkaLyoHHOrO My3blpbKa HE06X0AMMO pacnJie-
TaHue cnvpanm OHK. B o6nactu pennvkaunoHHoi Bunkn AHK Bpaliaetcs
€0 cKkopocTbio 100 06/c, NO3TOMY POCT PENIMKALMOHHOIO My3blpbKa Bbi3bl-
BaeT 06pa30BaHNe MOMOXUTENbHbIX CYNEPBLUKOB B LIMPKYAAPHO 3aMKHYTO
monekyne AHK E. coli. Ans YHUUTOXEHUS BO3HUKAIOLLUX CYNEPBUTKOB He-
06X04MM 0COObI/i MEXaHU3M - «MOMEKYNAPHbIV LWapHUP». Ty (YHKLUNIO
BbINONHAET [HK-rupasa. YHUUTOXEHUE MONOXUTENbHLIX CYMNepBUTKOB
NPoUCXoAuT cnefytowmm obpasom: AHK-rapasa paspyLuaeT gochoanagpup-
Hble CBA3W B OAHON U3 Leneid, B pe3ynbTaTe BPaLLeHNs BOKPYT BTOPOI Lienu
MPOUCXOANUT YHUYTOXEHUE MNONOXUTENbHBIX . CYNepPBUTKOB, CNeAyIoLmnM
atanom [HK-rupasa BocctaHaBnmMBaeT HOCHOANIPUPHYIO CBA3b U LIENOCT-
HocTb uenn AHK. ®yHkuma depmeHTa AFK-TOnowomepasbl cxogHa ¢ Ta-
koBoi HK-rupasbl.

pennuKaLoHHbI i pennuKaymoHHas
3bIpeK BUNKA
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[OHK-nonumepasbl He MOryT HauyuMHatb cuHTe3 uenn OHK de novo.
[na Havana cUHTE3a VM HY>XHO NPOBEPUTb MPaBUNLHOCTL CUHTE3a MNpefbl-
[ylieli napbl OCHOBaHWIA, eC/IN XKe Mbl UMeeM Aef0 C HayanoM Lenw, To npe-
AblayLieil napbl OCHOBaHWIA HeT, cooTBeTcTBEHHO JHK-nonmmepasa He Mo-
XKEeT HayaTb CBOKO paboTy.

PHK-nonuwvepassbl, B otandve ot AHK-nonmmepasbl 1, He UMeOT (DyHK-
LMV NPOBEPKM NpefblayLLeil Napbl OCHOBaHWIA, 3TO CHUXKAET HafeXHOCTb CUHTe-
3upyemoii PHK (4To BBMAY OrpaHMYeHHOr0 BPEMEHMW ee CYLUECTBOBaHUS be
0YeHb CYLLECTBEHHO), O4HAKO OHW MOTYT HAYMHATb CUHTES Lienu.

Takum o6pasom, cuHTes AHK HaumHaeTca ¢ PHK-3aTpaBku, Hafex-
HOCTb KOTOPOI HMXe, oaHako PHK-3aTpaBka MOXET ObITb.JIerKO pacno3HaHa
(HO Hanuuuio pn603bl BMECTO Ae30KcMpunb0o3bl), Bbipe3aHa u-3ameHeHa AHK
(3Tum 3aHmmaetcs JHK-nonumepasa). PHK-3aTpaBKy (mpaiimep) cuHTe3u-
pyeT ocobas PHK-nonvmepasa unu npaimasa.

Llenb cuHTe3supyetca B HanpasneHum 5'—> 3'..B npouecce cuHTe3a
yyacTBytoT pasnnyHble JHK-nonumepassl, pasnuyatrowimecs no xapakrepy
npegnoyntaemblx mMatpuy. AHK-nonumepass! 11w Il npegnountaot gByx-
uenoyeyHble AHK, nmetowme KopoTkue ogHouenoyeyHble yyactku, a JHK-
nonvmepasa | npegnoynTaeT NPOAO/MHKUTENbHBIE OHOLEMOYEYHble YHaCTKN.

PennukaunoHHas BUIKa UMeET-ABe aHTUnapannensHole uenn. CuHtes
fodepHeid AHK npoucxoguT no ABYM LENAM B MPOTMBOMOMIOXHbIE CTOPOHbI,
HauMHasACh OT peLULKaLMOHHOM BUIKW: POCT OHOI Leny NpOMCXOAUT B Ha-
npaeneHun 5'-* 3', a BTOpPoii.B 06pPaTHOM B HanpaBneHun 3'-»5.

OfHako Bce m3BecTHble AHK-nonumepasbl cnoco6Hbl CUHTE3MPOBATbL
OHK TonbKo B HanpasaeHuun 5'-+ 3'. [103TOMYy 0fjHa Lienb CUHTEe3MpyeTca
HenpepbIBHO OT 5' KOHUA B HanpasneHun 3' KOHUA, BTOPas Xe Lenb CUHTe-
31pyeTca TOXe B HanpasneHun 5'-» 3', HO NPepbIBUCTO, OTAE/bHbIMU YUacT-
Kamu, KOTopble HasbiBaloTcd dparmeHTamu Okasaku. [na Hadyana CuHTesa
Kaxgoro parmeHTa Okasaku TpebyeTcs CMHTe3 npaiimepa. B xofe cuHTe3a
OHK uens, cuHTesvpytowasca pparmeHramy Okasaku, HasblBaeTca 3anas-
[blBalOLLe, @ Lenb, CMHTE3VNPYIOLLAACA HEeMpepbiBHO, HasblBaeTCs NWAW-
pytoLLeii. ClinBaHne Bcex (parMeHToB B efuHyto Monekyny AHK npoucxo-
AnT npy nomowwm epmeHTa AHK-nurassl.
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5. PEPMEHTbBI (3H3NMbI)

PepmMeHTbI, UM 3H3UMbI, MPeACTaBNAT COO0I BbICOKO cheuuany-
3MpOoBaHHble 6efnkW, KOTopble 06/1afal0T KaTaNMTUYECKUMKU CBOWCTBAMMU.
PepMeHTbl KaTanM3UpyOT ThICAYM B3aMMOCBS3aHHbIX peakuuii, obecneun-
BAOLLMX NPOLLECCHI XU3HEAEATENbHOCTHN, B CBA3N C YEM WX Ha3biBaloT 6UO-
JIOTVYECKUMU KaTanm3aTopamu, KOTopble ABMAOTCA caMbiMU 3 EKT MB-
HbIMW M3 U3BECTHbLIX KaTann3aTtopoB. YyeHue 0 (hepMeHTax Bblfie/NIEHO B ca-
MOCTOATENIbHYH0 HaYKY - 3H3UMOJIOTUIO, WY (DEPMEHTOIOTNIO.

XuMuyeckas npupoga n cTpoeHue epmMeHTOB. XUMUYecKas npu-
pofa hepmMeHTOB A0 1926 r. 6blna 3aragkoi 1 0THeceHue hepMeHTa ypeasbl,
Bblfje/IeHHON B 3TOM >Xe rogy CamHepom, K 6enkam nocuutanu BHayane He-
nenbiM pakToM. Mocnegytouine mccnegosaHns CamHepa M 0fHOBPEMEHHO
HopTpona v CTeHnn NOo3BONWUAW BbIAENUTb HECKOMbKO (PEPMEHTOB B Kpu-
cTannnyeckom Buge n ¢ 1935 r. 6enkoBas npupoga PepmMeHTOB cTana obuye-
npusHaHHoii, a CamHepy, Hoptpony n CteHnu B 1946 r..mpucyaunn Hobe-
NEBCKYI0 NPemMuio.

Mo cTpoeHuo (hepMeHTbl MOTYT 6biTb OfHOKOMMOHEHTHbIMU (Npo-
CTbIMW 6efikamn) U ABYXKOMMOHEHTHbIMU (CNOXHBIMU 6en1Kamu), MOHOMEp-
HbIMW 1 ONIUFOMEPHBbIMK Genkamm.

CTpoeHne MOHOMePHbIX (epMeHTOB. = MOHOMepHble (epMeHrbl
npegcTaBnaoT coboi rnobynapHble 6enkv. MoannenTuaHbIe Lenu, cocTos-
LMe U3 aMUHOKWCIOTHBIX OCTaTKOB, BbICOKOCNELMPUUYHBIM 06pa3oM Yyoxe-
Hbl B BMJe KOMNAKTHON TPeXMepHOlW CTPYKTYpbl —rno6ynbl. MNpocTeiwne
(DePMeHTbI, Takue, Kak Nu3oLuMm, TPUMCUH, PUOOHYKNeasa, NpeLcTaBnsoT
cob6oli ogHy rnobyny (puc. 5.1).

MoHoMepHble hePMEHTBI, Kak 1y fpyrue rinobynsapHble 6enku, UMetoT
pasfinyHble YPOBHWU CTPYKTYPHOW OpraHu3auun: NepBUYHYl0 CTPYKTYpPY -
CTPOryl0 MocnesoBaTefibHOCTb aMUHOKUCNOTHBIX OCTaTKOB B MOAMMENTUA-
HO Lenu; BTOPUYHYI0 CTPYKTYpYy —YNOpAA0YeHHYI0 yKnagky nonvnen-
TUAHOW LeHn (0CTOBA) B:BUAE a-CNMpanun, p-CKnagyatoli CTPYKTYpbl (1n1cTa),
P-n3rn6a v Heynopsgo4eHHON CTPYKTYpPbl (CTAaTUCTUYECKOTO KybKa); Tpe-
TUUYHYIO CTPYKTYPY - OOLLYIO TPEXMEPHYIO KOH(MOPMALWIO NOAMNENnTu-
HOWA Lenu.

CTPyKTYpHO 060C06/1€HHbIE 1 MPOCTPAHCTBEHHO OTAANEHHbIE APYT OT
Apyra obnact 6enKoBOV MOMeKysnbl, 06MajatoLine onpefeneHHon CTpyk-
TYPHO 1 (YHKLMOHANbHON aBTOHOMWEW, HOCAT Ha3BaHWe CTPYKTYPHbIX
JOMeHOB. Morekyna (epMeHTa MOXeT CcofepXaTb OAWH WU HECKONbKO
CTPYKTYPHbIX [IOMEHOB, BbINONHAOLWMNX OAWHAKOBbIE UNW Pa3INYHbIE (DYHK-
uuun. loMeH 04HOro Tuna MOXeT BXOAUTL B COCTaB pPasHbIX ()epMEHTOB, Bbl-
NOSHAS O4UHaKOoBble PYHKLMKW. Mpumepom MOXeT 6biTb NAD —CBA3bIBAtO-
WA gomeH gerugporeHas. OfuMH 1 TOT Xe OMeH MOXET BCTpeyaTbes 6onee
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OAHOTO pa3a B MOHOMEPHOM Gefke-(hepMeHTe, UTO NPUAAET CTPYKTYpe ane-

MEHTbI KBa3UCUMMETPUN.

YpoBeHb
opraHusauum
nobynspHbIi
6enok

YeTBepTuyHasa
CTPYKTYypa

Haamoneky-
napHas
CTPYKTYpa

Cxemartunyeckoe
n306paxeHne

HasBaHue

MOHOMEepHbIiA
thepmeHT

OnMromepHbIit
thepMeHT

CnoXHbli
hepMeHT

MynbTuhepmeHT-
HbIA KOMMNEKC

MynbTuhepmeHT-
HbIA KOHBblOTaT
depMeHTHbIE

aHcamo6un:

aficOPOLMOHHBLIN

WHTErpasbHbIi

Puc. 5.1. YpoBH/ CTPYKTYPHO opraHusaumm epmMeHTOB.
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a Mofnekyne )epmMeHTa CTPYKTYPHbIE 3/1EMEHTbI, HEOOXOANMbIE /1 Bbl-
MOSHEHUS KaTaIMTUYECKUX (DYHKLUMWA, 06beAnMHEHbI B OAHOW MOAMNENTWUAHON
Lienv 1 B Lenom PepMeHTbl CKOHCTPYMPOBaHbI MO MOAY/ILHOMY MPUHLMNY.

CTpoeHMe 0INTOMEPHbIX (hepMeHTOB. VIcxofs 13 YeTBepTUYHOI op-
raHu3auum 6enkos, PepmMeHTbl B 6O/bLLUMHCTBE Cy4aeB MOCTPOEHbI U3 ABYX
nnn 6onee MOAMNENTUAHbLIX LEMei, KaXaas M3 KOTOPbIX NpeAcTaBnseT OT-
[enbHylo rnobyny, KOTOPYK HasblBaloT cy6beanHuueil. PepmeHTbl, C€O-
cToAwme n3 CyobeAuHWL, Ha3biBalOT ONUFOMEPHLIMU WKW ONUTOMEPaMU.
B cnyvae ecnv hepMeHT COCTOMT U3 OfMHAKOBbIX Cy6befuHULL, ero HasbiBa-
10T FTOMOreHHbLIM OIMTOMEPOM, a CYy6beAHULIbI —POTOMepamu. PepmeHT,
COCTOALLMIA U3 Pa3HbIX CyObeANHUL,, Ha3bIBAOT FeTEPOreHHbIM ONFOMEPOM.

[eTeporeHHbIi ONUTOMep, COCTOAWMIA U3 PasfUYHbIX CYy6beauHuL,
BbINOHAOWMNX 0COObIe (hYHKLUUW, OOUH TUM CYObeAMHUL, BbIMOMHAET KaTa-
nutnyeckme (C), a gpyroii Tun —pelynatopHele (R) ¢yHKUMW, HasbiBalOT
CNO>KHbIM thepmeHTOM (puc. 5.1).

BOMBLIVHCTBO ONNTOMEPHbLIX ()epMEHTOB MPeACcTaBieHbl B BUAE ANMe-
poB ¥ TeTpaMepoB. BCTpeyaloTca rekcomepbl, OKTOMEPLI, HEMHOrune ep-
MeHTbl cogepxat 10, 12 n 6onee cybbefuHUL,. 3HAUYUTENLHO MeHbLUE BCTpe-
4aeTca TPUMEPHbBIX (DEPMEHTOB, MEHTOMEPHbIE (DEPMEHTLI BCTPeYatoTCs pef-
KO, a renToMepbl noka He 06HapyXeHbl.

XapaKTepHbIM CBOMCTBOM A/ OIMFOMEPHbIX (PEPMEHTOB ABNAETCSH KOO-
NepuTUBHOCTL (NONOXUTENbHAA U OTpUUaTeNbHAd) v annocTepusm. Anno-
cTepuyeckue 3 deKTbl MPOSBAAIOTCA NPY B3aMOAENCTBUN CY6beANHNLL.

M3otepMeHTbl. Pag (hepMeHTOB. CYLLECTBYET B BUAE HECKONbKUX MO-
NeKynApHbIX (opM, KOTOpble MOTYT BCTPeYaTbCs Y O4HOIO M TOro XKe opra-
HM3Ma 1 BHYTPU OAHOW U TOW Xe KNeTKN. MHOXeCTBEHHble DOPMbl PepMeH-
Ta, NPUCYTCTBYIOLME BHYTPU OJHOTO BMAA UM OLHOW KNETKW U reHeTnye-
CKM 00YCNOB/EHHbIE, 6bINM Ha3BaHbl N30(hepMeHTamMu. FBfeHue CyLLecTBo-
BaHWS M30(hepMEHTOB BREPBble OTKPLITO B 1957 rogy Ans TeTpamepHoro
(hepMeHTa lakTaTAermaporeHasbl, COCTOALLEr0 U3 CyObeUHUL, BYX TUMOB -
cepgeyHoro (H - heart) Tunam mbiweyHoro (M - muscle) Tuna. B pesynbTa-
Te accoumaumm cyObefVHML, B TeTpamep B Pas/IMYHbIX COOTHOLLEHUAX Nak-
TaTAernaporeHasa CywecTsyeT B BUAE NATU (HOPM - NATU U30(DEPMEHTOB:

AUT,-HHHH nan H4-romoreHHbl i TeTpamep

LELL2-HHHM nnn H3v —reTeporeHHblii TeTpamep

Ours: HHM M unn H2M2—reTeporeHHbIii TeTpamep

narda HMMM unu HMj - reTeporeHHbIii Terpamep

Aurs-Mm M M M wunm M4- roMoreHHbI TeTpamep

B 0CHOBE HOMEHKNaTypbl U30(MEPMEHTOB NEXMUT WX 3NMEKTPODOPETH-
yeckas nofsuxHoe! b. g 0603Ha4YeHNsS M30EPMEHTOB WUCMO/b3YIOT 00bIY-
Hble Ha3BaHUA PePMEHTOB (TpPMBUANbHbIE UM CUCTEMATUYECKUE), NPUCBaK-
Bas HOMepa Mo MOPSAKY B COOTBETCTBUM C MX 3M1EKTPOPOPETUHECKON Noj-
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BVKHOCTbIO, MPUYEM HM3LIKME HOMepa OTfaloT hopmam c 60/bLueli CKOpo-
CTbIO [IBMXXEHUA K aHoLy.

Ponb 130(hepMeHTOB COCTOMT B PErynauuyM akTUBHOCTUM HEKOTOPbIX
(hepMeHTOB, CBA3aHHbIX C OCOBEHHOCTAMU UX MOMEKYNAPHOA CTPYKTYpSbI, pe-
rynaumm obMeHa BeLecTs M GUOXMMUYECKOW aganTaumn. M3ydeHue msodep-
MEHTOB UMEET BaXHOE 3HAYeHWe B UCC/ef0BaHUM MONEKYNAPHbLIX OCHOB Kile-
TOYHOW AnddepeHLMPOBKA 1 MOPOreHesa, a TakKe B KIMHNYECKON MPaKTUKe.

HagmonekynapHaa opraHusauvs gepmeHToB. Mo HagMoneKynspHoi
opraHusauveli (bepMeHTOB MMEKT B BU4Y My/bTUEPMEHTHbIE KOMIIEKChI,
MY/bTUEPMEHTHbIE KOHBIOraTbl U (hepMEHTHbIe aHCaMbn. STW CTPYKTYpbI CO-
CTOAT U3 ABYX WUnn 60nee PEePMEHTOB C PasIMYHLIMU KaTaNUTUYECKUMU-@KTUB-
HOCTAMYU, 06bEAMHEHHbBIX NOCPEACTBOM HEKOBA/IEHTHBIX B3aMMOAEKCTBUA (KOM-
MN/eKCbl) MM60 C MOMOLLLIO KOBAIEHTHbIX CBA3EH (KOHBIOFATHI).

MynbTU(hEPMEHTHbIE KOMMNEKCHl COCTOAT M3 HECKOJIbKUX PasHbIX
CyObeIMHNL, KaTanusvpyrowmx pasnnyHble, YacTo CBA3aHHble APYr C Apy-
rom peakuuu. MprmMepamMmn MynbTUHEPMEHTHbLIX KOMI/IEKCOB ABNAIOTCHA OK-
cornyTapaTfernaporeHasHblii 1 NUpyBaTAernaporeHasHblii KOMMNIeKChl, Ko-
TOpble UMeT 6/IM3K0e CTPOEHME U B COCTAB KOTOPBIX BXOAAT TPY (hepMeHTa.
MepBblii ABNSETCA YaCTbIO PEPMEHTHOI CMCTEMbI LINKA TPMKAP6OHOBbLIX KK-
CNOT, a BTOPOIA CBA3bIBAET FMMNKO/N3 C LIMKIOM TPMKApOOHOBbIX KNCNOT.

MynbTuhepMeHTHble KOHbIOraThl NPEACTaBNAT coboi ABa unn 60-
Nee CBA3aHHbIX MeXAY c060i (hepMeHTa W ABAAIOTCA YACT b0 O4HO nonunen-
TUAHOW uenn. MynbTudepMeHTHbIA. KOHBIOTAT HaNnOMWHAET CTPYKTYpY MO-
HOMEPHOr0 (hepMeHTa, COCTOALLErO U3 Pa3INYHbLIX AOMEH&B. OTIMYNTENbHOE
CBOWCTBO My/bTU(NEPMEHTHOFO KOHBIOraTa COCTOMT B TOM, YTO B K&XA0M f0-
MEHE eCTb OTZE/NbHbIA aKTUBHBIW LLEEHTP, KaTaM3npytoLLmnii peakuuio.

B MynbTU(hepMeHTHOM KoHblorate AROM, nprHuMaloLLeM yyactue B
O6MOCMHTE3e apoMaTUYecKUX aMUHOKUCNOT ((heHWnanaHwHa, TUPO3MHa W
TpuntodaHa), U3 Cemu. 06LLMX (DEPMEHTOB 3TOr0 MeTabonMyeckoro nyTu,
NATb N0KaN130BaHbl B 0fHON nonunentugHoi uenu. KoHvtorat AROM 06-
Hapy>XeH Y MUKPOOPraHW3MOB MY BbICLUNX PacTeHMIA.

CuHTeTa3bl XMUPHbIX KUCAOT U3 XKMBOTHbLIX TKaHel SBAAITCA MyNbTU-
(hepMeHTHbIMU. KOHboraTamu. CuUHTeTasa XXMUPHbIX KUCNOT APOXOKel coue-
TaeT CBOMCTBA MY/bTU(HEPMEHTHBIX KOHBLIOTATOB M KOMMIEKCOB —3TO TeK-
COMEPHbIA KOMNEKC ABYX MYNbTU(PEPMEHTHbIX OC- U P-KOHBIOraToB.

Bce BbilenepeyncneHHble PepmMeHTHbIE CTPYKTYPbl 06/1a4at0T O4HUM
06LMM CcBOMCTBOM. OHM MOTYT MepeMeLLaTbcs 6e3 HapyLleHns nX CTPoeHus
1 aKTUBHOCTMW.

depMeHTHble aHcambnu. B cnyyae, Korga Tomosiorns gepmeHToB
NoALepXXMBaeTCA 3a CHET Kakoi-N1b0o OMopbl MM MaTpPUKCa, Mbl UMEEM [eno
c (hepMeHTHbMM aHcambnsaMu. MpoYHOCTb CBA3el Mexay (epmeHTamu u
KNETOYHBIMU CTPYKTYpaMu MOXET BapbMpoBaTb B JOBOJSIbHO LUMPOKUX Mpe-
fenax. Y afcop6unOHHbIX aHcambneii hepMeHTbI NPUCOeAUHEHBI K MOBEPX-
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HOCTW MeM6paHbl UK MOBEPXHOCTW APYTOi MaKpPOMOSEKY bl Y OHU ABNAKOTCA
OVHAMUYHBIMKU  CTPYKTYpamu. WHTerpanbHble aHcambnnm [0BO/MbHO CTa-
OWNbHBI, T.K. WHTErpasbHble MembpaHHble (lepMEHTbI BCTPOEHbI (MOrpyxe-

HbI)» YaCTUYHO WX MOHOCTBIO, B IMMUAHBINA 6KCN0n MembpaHbl. TUNNYHBIM
npeLcTaBMTENIEM MHTErPanbHbIX aHcambiieli ABNAeTCA AblXxaTeNbHas LeMb.

AKTUBHMIA LeHTp. MpeBpaleHne cybeTpaTa (Cy6CcTpaToB) B NPOAYKT
(NpoayKTbl) hepMeHTaTUBHON peakuun MpPOMCXOAUT C Pa3pbiBOM CTapbIiX U
06pa3oBaHMEM HOBbIX XMMWUYECKMNX CBf3eld. YUacTBYIOLWMe B PepMeHTATMB-
HbIX peakuuax MOMEKY bl Cy6CTpaToB UMEIOT He6OMbLUMe pa3Mepbl N0 Cpas-
HEHWIO C pasmepamn Moneky/n (epMeHTOB. Ha 3TOM OCHOBaHWU. 6blN0 Bbl-
[BVHYTO MPeAnonoXeHNe, YTO B KOHTAKT C MONEKY/Ooi cybeTpaTta BcTynaet
He BCA, a OrpaHnyeHHas 4acTb MOnekynbl hepmeTa (puc. 5.2). Tak BO3HUK-
N0 NpeAcTaBneHne 06 akTUBHOM LieHTpe (hepMeHTa. AKTUBHbIV LeHT P dep-
MeHTa npeAcTasndeT KnacTep cneynuyecknx pagukanoB aMUHOKNUC-
N0T, onpefieNeHHbIM 06pa3oM pacnoNo>KEeHHbIX B MPOCTpaHCTBe. bonb
LUMHCTBO 3TWUX R-rpynn 3aHUMaloT yAaneHHble MONOXEHUA B Nonunentus-
HOW Leny 1 MPOCTPaHCTBEHHO COMMXKeHbl 6narofaps MHOrOUNCAEHHbIM W3-
rmbam, mMoBOpoTaM W CKpyuMBaHWIO MOMMMENnTUAHON. Lenwu, T.e. 6narogaps
(hOpPMUPOBAHUIO ANA KaXXA0ro )epMeHTa YHUKabHOM YCN0BHO pasnnyarT
cy6CTpaTHbIA M KaTaMTUYECKWIA Yy4acTKW. [pyrumu cnoBamun, akTWBHbII
LeHTP depMeHTa - 3TO y4acTOK, KOTOpbI/ CBA3bIBaeT cybcTpaThbl
(v npocTeTwNYeckue rpynnbl, €CNM OHW €CTb), B KOTOPOM cofep>kaTcs
aMUHOKMCNOTHBIE OCTATKW, y4acTBYIOLIME B paspbiBe U 06pa3oBaHum
XMMUYecKkux ceaseil. Takme oCTaTKUM aMWHOKMCNOT Ha3blBalOT KaTanuTuue-
ckumu rpynnamu (R-rpynnamu) TPeTUYHOW CTPYKTypbl. HecmoTps Ha or-
pOMHOE pasHoobpasue CTPYKTYpbl (EPMEHTOB, UX CEeLMpUYHOCTN U MeXa-
HU3MOB KaTa/MTUYECKOro AelCTBUS, aKTUBHble LEHTPbl (DEPMEHTOB MMET
0611 1e 3aKOHOMEPHOCT U B CT.POEHUN U CBONCTBaXx:

]. Ha aKkTuBHbI LEHTP APUXOAUTCA OTHOCUTENbHO Manas 4acTb 06-
wero o6bema epmeHTa. Moyt Bce PepMeHTbl cogepxxart 6onee 100 aMuHO-
KMCNOTHbIX OCTaTKOB W.MMEIOT Maccy cBbiwe 10 k[a u gnameTp - CBbile
2,5 HM. bonblias 4acTb aMMHOKMC/IOTHBIX OCTaTKOB B MOJiEKyfie (hepMeHTa
He KOHTaKTuUpyeT ¢ cy6cTpaTom. Mouemy mosnekyna epmeHTa Tak Bennka
oCTaeTcs 3arafKoin.

2 AKTVBHBIW LEHTP - CNOXHOe TpexmepHoe 06pa3oBaHue, B hopmu-
pOBaHWUV KOTOPOTrO y4acTBYIOT rpynmbl, MPUHaANEXaLLNe pa3HbIM yyacTKam
nonvnenTugHoi uenwu, Tak, Hanpumep, B JM30uuMMe, cocToswweM w3 129
aMWHOKMCNOT, aKTUBHBbIA LeHTP npefcTaBneH 18 aMMHOKMCNOTHLIMM OCTaT-
Kamu, 3aHumMatowumn 34-37 (Phe-Glu-Ser-Asp), 44 (Asp), 52 (Asp), 56-57
(Leu-G)n), 59 (Asp), 62-63 (Trp-Trp), 75 (Leu), 101 (Asp), 103 (Asp), 107-
110 (Ala-Trp-Val-Ala) n 104 (Arg) NoNOXKeHUS.
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LiuTpaTcuHTasa

XHMOTPHMCKH
FIETNRS

Puc. 5.2. AKTUBHbIE LEHTPbI (DEPMEHTOB.

3. AKTUBHbIV LEHTP. UMEET (POpPMY Y3KOr0 yray6neHns unm Lwenu, Ky-
[la HeT gocTyna Bofe, 3a MCK/YeHWeM TexX cflyvaes, Korja Bofa ABseTcs
OfJH/M W3 pearvpyrowmnx. Bewects. B aTtom yrny6neHny npucyTcTByeT He-
CKO/IbKO MONAPHBIX aMWHOKMCNOTHBIX OCTAaTKOB, HEOOXOLUMbIX A/ CBA3bI-
BaHWA U KaTaium3a.

4. CBA3b (hepMeHTOB C cy6CTpaTaMu OTHOCUTENbHO cnabas. KOHCTaHTbI
paBHoBecus ES-komriuekcoB HaxogaTcs B npegenax ot 10 o 10 M, uto coot-
BETCTBYET CBOOOAHLIM 3HEPrMaAM B3aumogeicTems oT —12 go —50 k[x/Monb.
BHeprvia KoBasieHTHOM cBA3M cocTasnseT 0 T—209 A0 -460 kx/Monb.

5. CneynduyHOCTb CBA3bIBAHWA CybCcTpaTa (hepMeHTOM onpeaensertca
pacnonoXxeHneMm aTOMOB B aKTUBHOM LIEHTpe. [pyn 3TOM A0/MKHO 6bITb CTPO-
roe COOTBETCTBME aKTUBHOIO LieHTpa CyoCcTpaty rno NpUHLUMY K1Y —3amMoK
(3. ®duwep, 1890). AKTUBHbIE LIEHTPbI HEKOTOPbIX (DEPMEHTOB HE ABNAOTCA
XKECTKUMU CTPYKTYpamMu U UX (OPMbl CTAHOBATCA KOMMNEMEHTapHbIMU K
cybcTpaTam B mpouecce 06pa3oBaHMs (PEPMEHT-CY6CTPaTHLIX KOMMNEKCOB.
Takoll npouecc AMHaMUYECKOrO y3HaBaHWA Ha3blBAtOT UHAYKLWENR COOT-
BeTCTBMA.
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A LICTepunYecKWin LeHTP. B mMonekyne depmeHTa, Hapagy C aKkTuB-
HbIM LLleHTPOM, MOXET ObITb anfocTepuyecknii (PerynsaTopHblin) uewp (vau
LIeHTPbI), KOTOPbIA NpeACTaBAseT yyacTOK MONeKybl (hepMeHTa, C KOTO-
PbIM CBA3bIBAIOTCA HU3KOMONEKYNAPHbIE XUMUYECKMe coeanHeHns (3d-
thekTOpbLlI UM MoAuduKkaTopbl). MpucoeauHeHe arToCTeEPUUECKOro ag-
(heKTOpa NPMBOAMT K U3MEHEHMIO KOH(opMauuu (TPETUUYHOW M 4acTo YeT-
BEPTWUYHON CTPYKTYPbl) (PepMeHTa U KOH(UIypaLun akTUBHOIO LieHTPay Bbl-
3blBas COOTBETCTBME UM HEOCOOTBETCTBME K €ro Cy6CcTpaTy, 0kasblBas akTu-
BUPYIOLLEE NN MHTNBUPYIOLLee AeiicTBMe.

KodakTopbl, KoepMeHTbI. Bce (epmeHTbl OTHOCATCA K Tn106ynap-
HbIM 6e/IKaM ¥ BbIMONHAKT cneunduyueckne QYHKUWKM, CBA3aHHBIE C NPUCY-
e UM rnobynspHoii CTPYKTypoii. Bo MHOrmMx (HO He BO BCEX) (DEpPMeHTa-
TUBHBIX peakuuax NPUHUMMAlOT y4acTue BCOMOraTe/bHble COeANHEHNA He-
6eKoBOI MPUPOAbl Ha3blBaeMble KOhakTopamm.

MonekynspHblii KOMNaekc 6enka M KohakTopa HasbiBalT X0/0-
(hepMeHTOM, KOTOpbI 06/1afaeT MaKCMManbHOW KaTaiuTUYecKoin akTUBHO-
CTbl0. BenkoBblii KOMMNOHeHT (6e3 kodakTopa) —anoepMeHT obnagaeT
0YeHb HWM3KOW aKTMBHOCTbIO, & B 60/bLUMHCTBE C/TyYaeB BOOOLLE He aKTUBEH.

Pa3nnyaloT HeopraHuyeckune kodakTopsl (Zn 24, Mg 2+ Mn 2+ Fe 2\
Cn ,Na, K ungp.) v opranmyeckne KopakTOopbl, KOTOPble 06bIYHO Ha3bl-
BalOT KohepMeHTamu. BOnbWMHCTBO KOPEPMEHTOB ABAAIOTCA NPOM3BOA-
HbIMW BUTAMWHOB W/IM B UX COCTaB BXOAAT BUTaMUHbI. KothepmeHTamm, B CO-
CTaB KOTOPbIX BXOAAT BUTaMUHBI, asastotca TPP, FMN, FAD, NAD, NADP,
CoA-SH u gp.

KothepMeH T bl BbINOMHAIOT (PYHKLMN NPOMEXYTOUHbIX MEPEHOCHNKOB
aTOMOB UM (PYHKUWNOHANbHBIX. TPYNA, OHW KaTalUTUYECKN HEe aKTWUBHbI U
npasuibHee 6bI10 6bl MX HA3bIBaTh KocybcTpaTamu. dPepMeHTbl 06bIYHO
BbICOKO CMeLuunyHbl K CBOMM Cy6CTpaTam, a KohepMeHTbl B3aMOLeiCTBY-
0T CO MHOTUMU (hepMeHTaMu C Pa3IMYHON Cy6CTpaTHOW creLmdruyHOCTbIO.

Ponb kohakTopa cBognTCS:

1) K M3MeHeHMI0 TPEXMEPHOI CTPYKTYpbI Benka n/unu cesasaHHoro cyberpa-
Ta, 06ecneynBas B3anMogencTane epmeHTa c cybcTpaTom,

2) WNM K HENOCPeACTBEHHOMY Y4acTWIO B peakuun B KayecTBe BTOPOro Cyob-
cTpaTa.

Kpowme Toro, KogepmeHTbl 06ecneymBatoT CONpsHKEHE PepMeHTaTuB-
HbIX peakumin (CM. HUKOTUHAMUAHbIE KODEPMEHTDbI).

Mo cnocobam B3avMOAeNCTBUA C (DEPMEHTOM pasnuyaloT pacTBOPU-
Mble KOGEepMEeHTbl U MPOCTeTMWYeCcKMe rpynnbl. PacTBOPUMBIA KOhepMeHT
NpVCcoeavHAETCA K Moniekyne (epMeHTa BO BpeMs peakuuu Nofo6HO cy6-
CTpaTy, a noc/ne peakuyuy OCBOBOXAAETCH B XMMWYECKN BWLOU3MEHEHHOM
COCTOAHUN (OKWC/IEHHOM, BOCCTaHOB/IEHHOM U T.M.). lNepBoHayanbHas gop-
Ma KohepMeHTa pereHepupyeTcs BO BTOPOiA, HE3aBUCMMOW (epMeHTaTUBHON
peakuuun. TIpOCTETMYECKOA TPYNMoi HasbiBaeTCAd KO(EPMEHT, KOTOpbIii
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NMPOYHO CBA3aH C anoepPMEHTOM ¥ BO BPEMS peakLMu 1 Mocne peakuum He
MoKnAaeT ero. ATOMbI, TPyMMnbl aTOMOB WK 3NeKTPOHbI, KOTOPbIE MPUHAN Ha
cebs KohepMeHT (NpocTeTyeckas rpynna), Aanee NepeHocAaTCa Ha Creayto-
LA cybCTpaT unm Apyroi KohepmeHT.

Mo BbIMNONHAEMbIM (PYHKMUAM KOPEepPMEHTbI MOXHO pa3fenuTb Ha ABe
OCHOBHbIE TpYnMbl: 1) OKWUCANTENbHO-BOCCTAHOBUTENbHbLIE KOPEPMEHTbI U
2) KohepMeHTbl NepeHoca rpynnm.

OKNCNNTENbHO-BOCCTAHOBUTENbHbBIE KOEPMEHTLI. Bce lepmMeHThI
Knacca OKCMAOpeAyKTa3 HYXAalTcA B KOoepMeHTax U Hanbonee BaXHbIMU
n3 Hux asnaotca NAD, NADP, FMN. FAD, n1unoesas KUcnota, youXmHOH,
rpynna rema.

MukoTunamugHole KogpepmenThbl (NAD' 1 NADP'") wnpoko pac-
NPOCTpaHeHbl B NPUPOAEe KakK Ko(epMeHTbl AernaporeHas, nepeHocart rug-
pva vioH (2e 1 1 H*) v geiicTByrOT BCerga B pacTBOPUMOIA hopme.

MepeHoc anekTpoHoB (B (hopme H) ocyLLecTBNAETCA B pe3ynbrate ABYX
peakumid, KaTanm3npyeMblX pasHbIMU (hepMeHTaMu, HO'C y4aCTMEM OJHOr0 KO-
tepmeHTa (NAD). B xoge nepBoii peakuuun npomcxogu! npespaweHve NAD B
NADH, a B xoze BTopoii peakuyun - NADH.B NAD’. Obe 3T1 peakuum B3avmo-
CBfA3aHbl C MOMOLLbIO KodepmeHTa. B ogHoin peakumn NADH npogykT, a B apy-
roii - peareHT. Takue peakLmy Ha3bIBALOTCA CONPAMKEHHbIMU.

CnepyeT oTmMeTuTh, 4To NADH nepefaeT BOCCTAHOBUTE/bHbIE 3KBU-
B&/IEHTbl U3 KaTabonnyecknx NyTei B AbIXaTeNbHYH Lenb, WU, TEM CambiM,
y4acTBYeT B 3HepretTuyeckom obmeHe, a NADPH BbINONHAET rNaBHyH posib
BOCCTAHOBUTENSA B GUOCUHTETUYECKMX NpOLIEccax.

®nasuHoBble KohepMmeHThl (FMN 1 FAD) BX0AAT B cOCTaB Aerugpo-
reHas, oKCuaa3 1 MOHOOKCHIEHA3 U KOBA/IEHTHO CBA3aHbI C anojepMeHTamu.

Nunoamug. JIMnoeBas KWCMOTa B OKUCIEHHOW W BOCCTAHOBNEHHOW
(hopmax NPUHMMAET y4acTue B OKUC/NTENIbHO-BOCCTAHOBUTENbHBIX MpOLiec-
cax. PYHKUMIO OKUCAUTENbHO-BOCCTAHOBUTENLHOrO LIEHTPa BbIMOJHAET
BHYTPVMMONEKYNAPHbLIA AUCYNbOUAHBIA MOCTUK. Jlnnoesas KucnoTa Kosa-
NEHTHO CBA3aHa C OCTaTKOM NN3MHa MOMEKY bl anodepMeHTa U y4acTByeT B
OKMCNUTENTbHOM [eKapboKCUNNPOBaHUN 2-0KCOKUCNOT.

FnyTaTunoH (G-SH u GS-S-G) o0OTHOCUTCA K OKUC/NUTENbHO-
BOCCTaHOBUTENbHBIM KOhEPMEHTaM.

YOUXUHOH (KohepmeHT G) BbINOMHAET (PYHKLMIO MEPEHOCUMKa BOC-
CTaHOBUTENbHbIX 3KBMBA/EHTOB B [bIXaTeNbHON Lenn. K OKMCAUTENbHO-
BOCCTAHOBMTE/IbHbIM CUCTEMAM MPUHALNEXAT BUTaMUHbI rpynnbl E n K.

pynna rema fBNSETCA OKUCNNTENbHO-BOCCTAHOBUTE/bHBIM KO(AKTO-
poM, BXOLMT B COCTaB LMTOXPOMOB [bIXaTeNbHON Lenun, (pOoTOCMHTE3a, MO-
HOOKCWreHas, Katanas 1 nepokcuaas.

KodgepmeHTbl nepeHoca rpynn. HykneosuggpochaTsl (AMP, ADP,
ATP 1 cOOTBETCTBYHLMNE aHanorn) obnagaT MyHKUMAMU KOEPMEHTOB,
MPUHUMAIOT Y4acTVe B LeNn MNepeHoca 1 akKyMyMpoBaHUs 3HEPrun, B akTu
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BMPOBaHUM MOHOCaxapuios, ravuepona u fp. nytem ocqopunimposaHma
(npucoeauHeHne ocdaTHbIX OCTATKOB) U NPUCOEAUHEHUS HYK/eo3nagocdart-
HbIX OCTaTKOB K MeTaboi1Tam npu 6MOCMHTEe3e Yr/1eBOAOB, IMMNUA0B, 6e/KOB.

KohepmeHT (KO3H3MM) aunnuposaHusa (CoASH). OcTaTku XUpHbIX
KMCNOT (auunbl) akTUBMPYTCA MyTeM MepeHoca Ha Ko3H3uM A. B peakuuu
CoA-SH ¢ kap6oHOBOI KMCNOTOW 06pasyeTcs TUOMCIOXHO3(PUPHasA CBA3b.
3JTa peakuus BbICOKO 3HA03PTMYHA, MPOTEKaeT 3a CYeT aHepruu ATP u no-
3TOMy COMpseHa C 3K303pruveckumu npoueccamu. Aumn-CoA Kak TuO-
ahmp npescTasnseT co60i aKTUBMPOBaHHYO (HOpMy KapbOHOBOW KUCAOTHI,
W auMbHbIA 0CTATOK MOXET 1erko NepeHoCUTbCA Ha APYTYHO MOMEKYY.

TuamuHnupo<l>octhaT (TPP) npuHMMaeT yyacTve B aKTUBUPOBAHUN
anblernioB 1 KETOHOB W MepeHoce B BUAE TMAPOKCUANKUNbHBIX FPYnn Ha
[pyrvie Moneky bl (TPaHCKeTonasa), B feKapboKCMNMPOBaHUM OKCOKMNCAOT.

MupugokcanboctaT (PLP) —Hanbonee BaXHbIN KOGEPMEHT B MeTab0-
N3Me aMMHOKUCNOT. OH NPUHUMAET YYacTue B peakuysax. TpaHCaMUHNPOaHUs,
[ekapboKCMMpoBaHma 1 gernapatnposaHms. B PLP anbferngHas rpynna B cBo-
604HOM BWfe He BCTpeyaeTcs, a B OTCYTCTBME Cy6CTpaTa OHa CBs3aHa C aM1HO-
rpynmnoii octaTkamsnHa hepmeHTa B BUAe albaMMnHa (LUNGOBO OCHOBAHNE).

BUOTWH B KayecTBe Ko(epMeHTa BXOAWUT B €OCTaB Kapbokcunas u
CBA3aH C aMUAHOW CBA3bKD C OCTaTKOM /AM3MHA OOKOBON Lenu (epmeHTa.
BMOTUH BCTynaeT B peakuuto ¢ ruapokap6oHatom (HCO03) ¢ obpasoBaHneM
N-KkapboKcnbnoTuHa, KOTOpbI MpeACTaBNseT akTMBUPOBaHHYO Gopmy
avokcuga yrnepoga. lNpumepamMn 6GUOTWMH3ABUCHMMBIX Peakuuii ABnslTCA
KapbokcunupoBaHue nupysata U auetn-CoA c o6pasoBaHveM OKcasoalle-
Tata n manoHun-CoA.

TeTparugpodonaT (TUT) o6pasyetcs M3 (ONNEBOI KACNOTbI B pe-
3ynbTaTe 4BOMHOIO FMAPUPOBAHUA MFEPUHOBOrO LKA Y MOXET MepeHo-
cuTb C[-0CcTaTKM B Pa3NNYHbLIX COCTOSHUAX OKUCeHWs. Ci-(hparMeHTbl npu-
coeamHaoTes K N-5, N-10 unn o6ovm atomam N. Hanbonee BaXHbIMM Npo-
n3Bo4HbIMU THF SBNAOTCA:

1) NBdopmun-THP (Q -0CTaTOK HaXOAMTCA B BUE KaPOOKCUIBHO rpynnbl),
2) Ns, N I0-MemiieH-THF (Ci-ocTaTOK Haxo4uTcs B BUAE anbiernaa),
3) Ns-Memn-THF (Cr ocTaTtok Haxo4uTcs B BUAe CNupTa).

Mepenoc C,-thparmeHTa THF urpaeTt BaXHy pofib B CUHTE3E Mypu-
HOBbIX HYK/1IEOTUA0B, [E30KCUTUMUAUHMOHOGOCHATa, METUOHMHA.

KobamugHble KohepMeHTbl (Npon3BoAHble BUTamuHa i) npuHu-
MaloT yyacTne 0KOMOo AecATKa peakuuid, 60nbLIas 4acTb KOTOPbIX OCYLLeCTB-
nsetca B bakTepusax. CyLlecTBYIOT pasHble OPMbl KO(EPMEHTOB, pasfu-
yarowmecs no rpynnam, pacrnofioXeHHbIM MO LUECTON KOOPAMHAUMOHHOW
CBA3U KobGanbTa, KOoTopble MOryT ObITh B BUage HXD, OH , meTuna wan ge-
30KCMafeHO3NHa U NPUHUMAIOT y4yacTue B MNPeBpaLLeHNN MeTUAMAIOHWUI-
CoA B cyKuuHun-CoA, 6MOCHHTE3e METMOHMHA M3 TOMOLMCrenMHa, BOCCTa-
HOB/NEHNN PUBOHYKNEOTUAOB 40 Ae30KCUPUBOHYKNe0TNA0B.
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CaolicTBa (DepMeHTOB KakK 6MonornyeckmMx Kartanmsatopos. Pep-
MEHTbI MO XMMWUYECKON NpMUpoae ABNAIOTCA 6efkaMu, B CBA3U C YEM A7 HUX
XapaKTepHbl BCe PU3MKO-XMMUYECKME CBOWCTBA 6eNKOB. PepMeHTbI Kak Ka-
Tann3aTopbl OTANYAKOTCS CNEAYIOLMMMN YHUKAbHBIMUW CBONCTBAMU.

1) depmeHTHI 06M1a4a0T OFPOMHON KLINANMTUYECKON CUNoi n sB-
NATCA caMbIMU 3NMEKTUBHBIMN U3 U3BECTHBLIX KaTann3aTtopoB. OuyeHb Ma-
nble (MAKPOMONSAPHbIE) KONMYECTBA PepMeHTa CMOCOBHbI B OYeHb BOMbLLOIA
CTENeHn YCKOPATb PeakLuio. BONbLUMHCTBO peakuwili B KNeTke MpoTekaeT
npumepHo B 1000000 pa3 6bICTpee, YeM ecnm Gbl OHWM NpoTeKanu-6e3 dep-
MeHTOB. Hanpumep, ogHa MoneKyna kapb6oaHrugpasbel crnocobHa rmgpaTmpo-
BaTtb 1000000 monekyn C023a 1cek:

CO2+HD HZ03
CKOpOCTb peakuun B NpucyTcTBUM (hepmeHTa npoTekaeT B 108 - 101pa3 6bi-
cTpee, Yem 6e3 (hepMeHTa.

PepMeHT, ABNAACL KaTanm3aTopoM, He MOXET WU3MeHATb paBHOBeCUe
XVMWUYECKON peakuuu, a 3TO 03HaYaeT, 4YTo (PEPMEHT B OMHAKOBOW CTeneHm
YCKOPSET Kak NpsMYyto, Tak 1 06paTHYI0 peakuuto. PepmMeHTbl YCKOPAIOT yC-
TaHOB/IEHNE PaBHOBECUSA PeakLMK, HO He CLBUTAlOT ero.

B 1962 r. npuHATa MexAyHapogHasd efuHMLa aKTUBHOCTM, KoTopas
COOTBETCTBYET KO/MMYeCcTBY (epMeHTa, KaTanusupytouiee 06pasoBaHue
1 MKMONib NpoAyKTa Wan npespalieHne 1 MKMonb cy6cTpata B MUHYTY.
B 1972 r. pekomeHA0BaHa HOBas e4MHULA aKTUBHOCTM - KaTasl —KO/IMYecT-
BO (hepMeHTa, KOTOpoe KaTanu3npyeT npespalleHne 1 monb cybcTparta (um
o6pasoBaHue 1 Monb NpoAyKTa) 3a 1 cek.

Kartan BennyvHa A0BOMLHO 60/bLLUAsA, MO3TOMY (DEPMEHTATUBHYIO ak-
TUBHOCTb BbIpaXatoT B. MUKpokaTanax (Mkkat) — 10 6 kaT, HaHakartanax
(Hkat) 10 9kaT, nuKokatanax (nkat) - 10 L2kar.

MonekynspHYI0 aKTUBHOCTb BbIPaXXatoT YMC/IOM MOJEKYn cybeTparta,
npespaLleHHbIX 1 MosieKynol (hepMeHTa 3a eANHULY BPEMEHW, a YAENbHYIO
aKTUBHOCTb B €AMHMLAX aKTUBHOCTM Ha Mr 6enka (MKKaT' Mr 16enka).

2) depMeHTbl 06/1a4at0T BbICOKOV CMELUPUUHOCT b0 AeCTBNA Kak
B OTHOLUEHWUM KaTanu3Mpyemoi peakumu, Tak ¥ B OTHOLUEHWUW Cy6CTpaToB.
Kaxablii (hepMeHT KaTanmsnpyeTt OfHY XMMWUYECKYIO PeakLuio UKW HECKOMb-
KO 'QYeHb CXOAHbIX peakumii. CTeneHb cneumuyHOCTM K cybcTpaTy 06blYHO
BbICOKa (OTHOCWTE/bHAA), @ BO MHOTUX Cly4asx abcontoTHas.

B KayecTBe npyvmepa MOryT 6bITb MPOTEONUTUYECKME PEPMEHTBI. Tak,
cyb6TunnanH GakTepuii pacliennseT NenTUAHYIO CBA3b HE3aBWCUMO OT Mpu-
pofibl aMMHOKWC/IOTHLIX OCTATKOB. TPWUMCHUH MPOSIBAAET BbICOKYIO CreLu-
(hMYHOCTb B TOM OTHOLLEHWUMW, YTO pacliennseT nenTuAHble CBA3W, 06pa3o-
BaHHble KapOOKCU/IbHBIMW Tpynnamu TOMbKO NN3NHA U aprMHUHA. TPOMOUH,
yuyacTBYIOWNIA B CBEPTbIBAHWM KPOBW, MPOABASAET 60/ee BbICOKYHO CheLu-
(hMYHOCTb M pa3pbiBaeT NenTuAHble CBA3W, 06pa3oBaHHble KapbOKCUIbHOW
rPynnoii aprmHUHa ¥ aMUHOTPYMNONA FAnLMHa.
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OHK-nonmmepasa | 06nagaeT BbICOKO cneuntMYHOCTbIO. B CUHTE-
3mpoBaHHbIX uenax JHK ownb0o4YHO BKIOYEHHBIA HYKNeoTug BCTpeyaeTcs
pe¥ice, YeM OAWH pa3 Ha MUIINOH.

3) eiicTBMEe MHOTMX hepMEHT OB PErynnpyeTCs, T.e. OHU CMOCOGHbI
NepexoanTb U3 HeaKTUBHOW (HOPMbl B aKTUBHYIO hopMy M HaobopoT. B co-
BOKYMHOCTU 3TU MeXaHW3Mbl PErynauuu npeAcTasfiftoT CNOXHYIO CUCTeMY
KOHTPONS BCEX (DYHKLMIA OpraHu3mMa.

4) PepMeHTbl OCYLWECTBASIT TpaHchopMaLmio PasinyHbIX BUL0B
3Heprun. Bo MHOTMX GUMOXMMUYECKMX peakuuax 3Heprus pearvpyrowimx Be-
LLeCTB NepexoAnT U3 OAHOW (opMbl B APYTYHO C BbICOKOIA CTeneHbio 3thdek-
TUBHOCTW. Tak, Hanpumep, 3HEPrus CBeTa NPU (HOTOCUHTE3e MpeBpaLLaeTcs B
3HEPrU XMMUYECKNX CBA3e. B MWTOXOHAPUAX CBO6GOAHAA 3HEPrusi.muTa-
Te/bHbIX BELLECTB MepexoanT B aHepruio ATP. SHeprus XMmuuecKux. cszelt
ATP, B CBOIO 04epesib, UCMOSb3YETCH MPU MbILLEYHOM COKpaLLLEHWH, TpaHCMop-
T€ MOMEKYN U VOHOB MPOTMB XMMMWYECKOr0O W 3NEeKTPUYECKOro 1pagneHToB U
[p. 3TV MpeBpaLLeHns 3HEPrUn OCYLLECTBAAIOTCA (hepMeHTaMM, COCTaB/AO-
LMW MHTErpabHYI0 YacTb BbICOKOOPTaHW30BaHHbIX KETOUHbLIX CTPYKTYP.

MexaHn3m feiAcTBUSA (hepMEHTOB 1 OCHOBbI (DEPMEHTATUBHOW Ku-
HeTuKK. Mpexae yem nepewn K PacCMOTPEHMIO KaTaIMTUYeCKUX CBOWCTB
(hepMeHTOB, He0b6X0AMMO OTMETUTb, YTO XUMWUYECKME peakuuu Mo yucny
pearvpyowmnx Monekyn 6b1BaloT MOHOMONEKYNAPHBIE, BUMONEKYNAPHbIE U
TpMMONeKynsapHble. B XX1MBOI NpUpoe Yalle BCero BCTpevatoTCs nepsble ABa
TUNa peakumii. B 3aBncuMocTu oT TOro, Kak ckopocTb (V) peakuuu 3aBucuT
OT KOHLIEHTpaLun pearnpyrowmx BELLECTB, Pa3nNyaloT peakLum Hynesoro,
NepBoro, BTOPOro Wn TPeTLEro MopagKa.

K peakuuam nepsoro nopsfka OTHOCATCA peakuuu, CKOPOCTb KOTO-
pbIX CTPOro MPOoMopLMoHaibHa KOHLIEHTpaL MM O4HOro pearvpytoLlero Be-
wecTsa. Mpumepom MoXeT 6bITh peakums: A —» P, CKOPOCTb KOTOPOIA npo-
nopum1oHanbHa CKOpoCTU y6blav-BellecTBa A WKW CKOPOCTM 06pa3oBaHus
npogykra peakuum (P). B'Takom cnyyae CKOpOCTb peakuumn B N060i MOMeHT
ornpefenseTcs ypaBHeEHVEM

d[A]/dt =K[A],
rae [A] —vonapHas KoHUeHTpauus BellecTsa A,
d [A]/d t - ckopOCTb YMEHbLUEHNA KOHLIEHTPAL MK BellecTBa A,
K - KOHCTaHTa CKOpOCTW (KOHCTaHTa NMPonopLMOHansHOCTN) peakLmn.

B cnyyae peakuumu nepBoro nopsfka KOHCTaHTbl CKOPOCTU WMENT
pasmMepHOCTb C-1 unv MuH 1

[na pacyeToB uvalle WCMNOMb3yeTca WHTerpanbHas (opma KuHeTuue-
CKOr0 ypaBHeHuA:

lg [AQ] /[A] = k t/2.303,
rae [Ao] —«oHueHTpaums BewecTsa A B Ha4abHblli MOMEHT;
[A] - koHUeHTpauus BelecTBa A B MOMEHT t.
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W3 AaHHOro ypaBHEHWS Nerko MonyyaeTcs BblpaKeHWe Ana nosnypac-

nafa peakuuu nepsoro nopsafka:
T,/2=0.693/K.

CnefoBaTefnbHO, Bpems, He06X0AMMOE ANS MPOXOXAEHWS MOM0BUHbI
peakuun (ti /2), He 3aBMCUT OT HaYa/IbHOWM KOHLEHTpauun cybeTpara.

K peakunam BTOpPOro nopsafika OTHOCATCA peakuuu, CKOPOCTb KOTO-
pbiX NPONOPLMOHaNnbHa NPOM3BEAEHNIO KOHLEHTpauuii ABYX pearupyroLwmnx
BELLECTB WU BTOPOW CTEMeHW KOHLEHTpauunW OAHOr0 M3 3TUX BELLECTB.
MprMepoM MOXeT 6bITb peakLus:

A+ B —pP.

Ecnu ckopocTb peakuymn —d [A] /dt ,—d [B] /d t unn +.d [P] /d t npo-
nopLuoHanbHa NPOM3BELEHMI0 KOHLEHTpauuii Bewects A-u B, To B Takom
cyvae 419 peakuuu BTOPOro nopsfka nosydvaem cnefyrollee KUHETUYecKoe
ypaBHeHue:

- d [A]l/dt =k [A]L[B]
rfie K—KOHCTaHTa CKOpPOCTU BTOPOr0 MopsafKa.

KOHCTaHTbl CKOPOCTM peakLiMii BTOPOF0.NopsasKa MMEOT pa3mMepHOCTb
OoTHOWeHunA 1/ (KoHUeHTpauus ' Bpems), T.e. M 1' c J1 NHTerpansHas opma
YypaBHeHUA peakLuy BTOPOro nopsagka UMeeT Bua:

t= 2,303 /k([AQ - [BW® Ig [Bo} [A] AAQ] [B],
rae [Aol v [BO  HavanbHble KOHUEHTpauun, a [A] n [B] —KoHueHTpauun B
MOMEHT BpPEMEHM t.

Peakuuu TpeTbero nopsfka BCTPeYaloTC CPaBHUTENbHO PefKo.
CKOpOCTb peakuun B 3TOM<CNyvae MporopLuoHanbHa Npou3BefeHNo KOH-
LieHTpaLuii Tpex pearnpyroLux BeLLeCTB.

PeakumaMn Hynesoro nopsika ABNAIOTCA peakLuu, CKOPOCTb KOTO-
pbIX He 3aBUCUT OT KOHLEHTPAL MK pearnpytoLmnx BewwecTs, a 0T KOHLEHTpa-
LMK KatanmsaTopa unm fpyroro akropa.

B onpefeneHHbIX YCNOBUAX peakuun He COOTBETCTBYIOT OMpefeneH-
HOMY MOPSAAKY W SABNAOTCA peakunamMmn CMeLLaHHOro nopsaaka.

KaTanus., Xumnueckas peakums A —»P npoTekaeT, Korga 4actb Mo-
nekyn A B aHHbIi MOMeHT 06/1afaeT 6OMbLUeil 3Heprueid, yem ocTanbHas
4acTb, W _9TOW 3HEPrun [OCTATOYHO A/ Mepexofa B aKTMBMPOBaHHOe CO-
CTOSHME, pa3pbiBa UM 06pa3oBaHNsA HOBON XMMWUYECKOI CBA3M 06pa3oBaHuns
npoAyKTa (NPoAYKTOB) peakuuu, T.e. XMMWYECKas peakuns NpoTeKaeT yepes
nepexofHoe COCTOsAHNE".

A -> [nepexofHoe cocTosiHue] -> P.
Pearupytoliee BeLLecTBO MpoaykT(bl)

MepexofHOe COCTOAHME CYLECTBYET ANA KaXKAOW XUMUYECKOW peak-
Lnn, KOTOPOe XapaKTepu3yeTcs BbICOKOW CBOGOAHON 3Heprueii B3anMogei-
CTBYIOLLMX MOMEKYN U COOTBETCTBYeT BepLUMHe aKTWBaLWOHHOro 6apbepa
(puc. 5.3).

89



cBoboaHas aHeprua cBoboaHas aHeprusa

akTuBauuu npamon akTuBaLun obpartHoii

(Hek3Tanuaupyemoii) (HemaTtanmanpyemo)
pBak» [um peakuumn

csobogHas
aHeprua
aktnsauumn
Katanusnpyemoi
peakummn

Ha4vanbHOE
COCTOsIHME |
B XOAe peakuuu

XO4 peakuuu ->
Puc. 5.3. QHepreTuyeckas cxema HekaTann3npyemoii
M KaTann3nupyemon peakuyui.

CKOpOCTb peakLun 3aBUCMT OT TeMNepaTtypbl 1 OT Pa3HOCTK 3HaYeHWi
cBO6OAHON 3Heprnn Ansa A U NepexofHOro. COCTosHMA. PasHOCTb 06Lwei
3HEPrUM UCXOLHbIX pearnpyroLmMx YacTUL, U aHEPTUU BO3OYXXAEHHOIO nepe-
XO[HOFO COCTOSAHMSA Ha3blBaeTCA CBOOOAHOI-9Heprueil akTusaunm Mmébea,
KOTOpas xapakTepusyeT flaHHYH0 XUMUYECKYI0 peakLinio 1 onpeaenser ycno-
BMA, MPW KOTOPbIX OHa MPOTEKAaeT..JHeprna akTuBaLuuum —KOMYECTBO
3Heprum, KoTopoe Heo6XOoAMMO AAa NepeBoja MpW [LaHHOW TemnepaType
BCeX MOJIEKY/1 OfIHOr0 MOJIA BELLlecTBa B aKTUBUPOBaHHOE COCTOAHME.

CKopocCTb peakLuu-MponopLoHasbHa KOHLEHTpauun Mosekyn B ne-
pexofHOM COCTOAHMU, CBOOOAHAA 3HEpPrusa KOTOPbIX pPaBHA WM BbllUE CBO-
604HOV aHeprum akTmeaLum:. CnefoBaTenbHO, CKOPOCTb peakunu obpaT-
HO NPOoMopLUOHaNbHA 3HEPTUN aKTUBaLUN.

MoBbILWeHEe TeMmepaTypbl MOBbILIAET 3HEPTUIO TEMNIOBOTO fBUXEHUA
MOMEKy/ W-yBenu4nBaeT UX YMCNO, AOCTUTLLEE MEPEXOLHOr0 COCTOAHUA. Bo
MHOTUX peakuusx npu NoBbILLEHUN TemnepaTypbl Ha 10°C ckopocTb peak-
Linv Bo3pacTaeT NpMMEpPHO B 2 pasa.

depMeHTbI NOBbLIWAIT CKOPOCTb peakunn NyTem CHUXKEHUSA aK-
TUBaLNOHHOrO bapbepa (3Heprun akTusayum). MNpu B3aMmogenicTum cyb-
cTpaTa C (hepMEHTOM peakLiMsi MPOTEKaeT M0 HOBOMY MeXaHW3Mmy, KOTOpblii
xapakTepusyeTcs 60/1ee HU3KOI 3Hepruel NepexofHOro COCTOAHMA.

depMeHTaTVBHBINA KaTanus -- NpoLecc MHOrOCTYNeHYaTblii U NpoTeKa-
€T M0 TPeM OCHOBHbLIM 3Tanam:

E+S"=ES="ES1=— E+P.
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1 Oo6pasoBaHue epMeHT-cybcTpaTHOro Komnnekca. Pacuienne-
HUI0 CTapbiX WAM 00pa30BaHMI0 HOBbIX XMMMWYECKMX CBfi3eil (hepMeHTOM
npegwecTeyet obpasoBaHMe QepMeHT-cy6cTpaTHOro komnnekca (ES)
nyTem NpucoefnHeHns cybeTpata K akTUBHOMY LEHTPY hepMeHTa. PepmeH-
Tbl MPOSBAAOT BbICOKYHO CMELUPUYHOCTb B OTHOLUEHWU CBS3bIBAHWUSA CYO-
CTpaToB, 4eM B OCHOBHOM, W OMpeAenseTca cneynpunyHoCcTb KaTalnTnyecko-
ro feiicTens (epmeHTOB. Ha 3TOM 3Tane, B 60/bLUMHCTBE Cly4Yaes, OCylle-
CTBAAETCA perynaums gepMeHTaTUBHON aKTUBHOCTY.

2. AKTuBauunsa hepMeHT-cybCcTpaTHOro KoMmnnekca. CkopocTb peak-
LMK 33BUCUT, rNaBHbIM 06pa3oM, OT SHEPrM akTMBaLWMM faHHOW peakuuu, Be-
NNYNHY KOTOPOI MOXHO OMNpefenuTb KakK KONMUYeCTBO 3HEPrUM, KOTOPOe Heob-
XOMMO [JOMOSIHATENBHO «BBECTU» B KOMM/EKC ES, ut06bl 0cnabutb unn fe-
(hopMMPOBaTb MEXaTOMHbIE CBA3W B MOMIEKY/e cybecTpaTa ¢ 06pa3oBaHMeM ak-
TUBMPOBAHHOIO (hepMeHT-CybCcTpaTHOro Komniekca [ESJ n TemM cambim
obecneunTb 6onee nerkoe npeBpaLleHve cybeTpaTa B NPOAYKT peakLmu.

3. O6pasoBaHue NpoAyKTa peakuuw u' pereHepauus cBob6OAHOTO
hepmeHTa.

CnefyeT OTMETUTb, YTO PErynaTopHas yHKUWS CBA3aHA, KakK npasu-
N0, C Haya/bHbIM 3TaNOM peakuum —obpasosaHem ES Kommnnekca.

PaccmaTpriBast OCHOBbI (DepMEHTaTMBHON KUHETUKK, CregyeT oTMe-
TUTb, YTO KMHETNKA —a3TO pasfen PU3NYECKOn XMUN, U3y4valoLwnii CKopocTu
MPOTeKaHWs peakuuii 1 UX MeXaHU3MOB, T.e. BO CKO/IbKO CTafWil npoTekaeT
peakuus, KakoBa NpMpoa NpeBpaLLeHnin Ha Kaxaon CTagnmn v Kakas CcTagums
camas MefiIeHHas 1 onpegensioLLas cKopocTb CyMMapHOI peakLuu.

MexaHn3m [elAicTBMA ONpeaeneHHOro hepMeHTa YHNKaneH, 0fHako cun-
TaloT, YTO BCe UMW BOMbLUMHCTBO (hepMEHTOB «paboTatoT» CXOLHbIM 06pa3oM.
O6Lwme NPUHLMNBI KNHETUKN XMMUYECKUX PeakLnil MPUMEHUMbI U K (hepmeH-
TaTUBHbIM peakunam. OAHaKO OTAMUNTENbHOW OCOBEHHOCTbIO (hepMeHTaTMB-
HbIX peakLuii aBaseTcs aPheKT HacklLeHns hepMeHTa cybcTpaToMm.

FeHpun (1903) 1 Muxaanuc n MeHTeH (1913) npeanoxunm npakTuye-
CKV OfMHAKOBYH. MOfefNb, HO JleoHop Muxasnnc n Mog MeHTeH cBoii nog-
X0f 060CHOBaNN. 3KCNepUMeHTaNbHbIMK faHHbIMU. Mogenb MeHpyu —Muxa-
anuca --MeHTEH NeXXUT B 0CHOBe (hepMEHTATUBHON KNHETUKM.

/1. Muxaanuc u M. MeHTeH B Hadya/e, U3y4yas HayasibHYyl0 CKOPOCTb
(vO pacwienneHns caxapo3sbl APOXOKEBbIMKM 3KCTpakTamMu (MHBEpPTa30ii
[POXOKe) OT KOoHUeHTpauum epmeHTa (MHBepTasbl) [E] npu nocTosHHO
KOHLieHTpauun cy6ctparta (caxaposbl) [S], ycTaHOBMAW NMHEHOE yBenuue-
HMe CKOPOCTW MPW NNHEHOM YBENWYEHWN KOHLEHTpauum depmeHTa (puc.
5.4a). KoHueHTpauusa cybcTpata fBAsSeTCs O4HUM W3 Hanbonee BaXKHbIX
(hakTOpOB, ONpPeAeNALWMNX CKOPOCTb (DEPMEHTATUBHBIX PeaKLWid.
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jf *  peakuus Hynesoro
nopsgka
! (CKOpoOCTb He 3aBucUT
/ OT KOHUEeHTpauumn cybecTpaTa)

peakuus nepBoro nopsaka,
*n=1 (CKOPOCTb 3aBUCUT OT
KOHLUEeHTpauum cybecTpaTta)

KoHueHTpauus depmeHTa [E] KoHueHTpauusa cybeTtpara [S]

Puc. 5.4. 3aBMCMMOCTb CKOPOCTW (hepMeHTaTMBHOM peaKLuun
Or KOHUeHTpauun epmMeHTa (a) 1 KOHLeHTpaumm cybecTpata (6).

B gpyroi cepuv onbITOB, NPY MOCTOAHHOW KOHLEHTpaunn hepmMeHTa 1
M3MEHEHUN KOHLeHTpaummn cybctpata, Habnoganace rnunepbonuyeckas (He-
NWHeliHas) 3aBUCMMOCTb MeX[Y CKOPOCTbIO peakuun U KOHWeHTpaumeli cy6-
cTpata (puc. 5.46). T'mnep6onMyYecKyo 3aBUCMMOCTb MOXHO NPesCcTaBuTb
Kak rnepexof, 0T KMHEeTUKM peakumun nepsoro nopsgka (rae vooc [s]9) K kuHe-
TWKe peakuuun Hynesoro nopsgka (rge vooc [S]0).

[ns 06BACHEHNA NMONYYEHHBIX AaHHbIX W ponu hepmeHTa Muxasnuc n
MeHTeH NpegnonoXunu, 4to epmeHT E.-MOXeT-06paTvMO CBA3bIBATLCA C
cybecTtpaTtoM S ¢ 06pasoBaHVeM MPOMEXYTOYHOro: )epMeHT-Cy6CTparHoro
Komnnekca ES, koTopblii 3aTem pacrafaercd C o6pasoBaHvem NpoAyKTa
(npoaykToB) P 1 cBO60AHOrO hepmeHTa E B MCXOAHOM BUAE:

E+S ES- -*E+P
2
PepmeHT-cybCTpaTHble KOMMNEKEbl ES npefcTaBnatoT coboli peanbHO Cy-
LECTBYIOLWNE XUMNYECKUE COEANHEHNA U HEKOTOPbIE YAANO0Ch BbIAENNTD.

MpaBOMOYHOCTb MOLENW MPU U3YHEHUN KMHETUKWN WHBEPTA3HON peak-
LM MpoBepeHa NyTem BbIBOAa MaTEMATUYECKOro YpaBHEHUA, OMUCLIBaKOLLe-
ro aKCMepuMeHTa/IbHbIE laHHbIE U CBA3bIBAIOLLENO0 HaYanbHY CKOpoCThb (VO)
C KOHUeHTpauveii epmeHTa |E] 1 HavyanbHyto ckopocTb (VO) € KOHLEHTpa-
uweii cyberpata [S],

PasHbIMM aBTOpamu B 3aBMCMMOCTWM OT MPUHATLIX MPesnoNoKeHWNA
OTHOCUTENIbLHO MOAeNnn (epmMeHT-CyBCTpaTHONo KOMMJIEKCa MNOMy4eHbl pas-
NNYHbIE BUABI YPaBHEHWI, HO TaK KakK KMHeTMKa MHOTMX (hepMeHTaTUBHbIX
peakuuii onucbiBaeTca Mofenbio Muxasnuca MeHTeH W ypaBHeHUWe BbiBe-
[leHHOe VMW CMpaBeA/iIMBO B MOLABAAIOLWEM 6O0MbLIMHCTBE Cy4Yaes, NpUBO-
OumypaBHeHne Muxasnnca —MeHTeH:

Vraax . [S] Kk + k,
Ve Kmo [S] ; Km “ kt
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MpuBegeHHOe Knaccuyeckoe ypasHeHne Muxaanuca —MeHTEH OMUCbIBAET
rMnepbonYecKyto 3aBMCUMOCTb B KoopAuHatax Vo <> [S], rge npu ysenuye-
HWM KOHLEHTpaummn cybcTpaTa CKOPOCTb peakLyn CrpeMuTCs K MakCumasb-
Hoi (YLLL). B Tom cnyyae, Korga vo = Vral,, Bce akTUBHbIE LIEHTPbI (hepMeH-
Ta 3aHATbI U HeT CBOBOAHbLIX MOMEKYN (lepMeHTa. B AlaHHOM Ccriyyae Mbl VMe-
em 100%-Hoe HacbllweHne epMeHTa cybeTpaToMm.
Mpun 50%-HOM HacbILeHWUN (hepMeHTa Cy6CTpaToOM, KOTAa v n=1/2V raai,

13 ypaBHeHUsa Munxaanuca - MeHTeH cnegyeT:

112V max=V max.[S)/K,,,*+[S]; '

Km+[S] = 2V, [S]/Vmex= 2[S];

Km=2[SI-[S] = [S];

Kme [SI.

CnepoBatenbHo, Km- 370 KOHUeHTpauus cybcTpara, Heobxonumas

[N CBA3bIBAHWS NOMOBUHBI UMetoLLerocs epmeHTa (MONyHaCbILLeHNs dep-
MeHTa CybCcTpaToM) M AOCTUXKEHWS CKOpocTu .paBHoi 1/2Vme (puc. 5.5).
B cnyuasx (hepMeHTOB C runepb0onnyeckoin KPUBOIA. HaCbILLeHNS NONyHachl-
WALy KOHLEHTpaLuio cybcTpata HasbiBatoT KadKyuwleiica KT. CnegyeT
OTMETUTb, YTO A4N1A N060ro epmeHTa rpaduk 3aBUCMMOCTY CKOPOCTU peak-
UMK OT KOHUeHTpauum cy6ctpata onpegenserca Vnlal v K. M3 BbiBoga
ypaBHeHUs Mwuxaanuca —MeHTeH BugHo; YTo K, (NpuHMMaemoil paBHOM
K,) ABNseTCcA KOHCTaHTOW paBHOBeCWA peakumu, a Vr@X KOHCTaHTOMN CKO-
pocTu pacnaga thepMeHT-CyBCTPaTHOTO KOMIIEKCA.

I1S1 v
Yrnax vo
/
Tax/2 /
y n /
ur
\%
/
KT f [-Kw 8

Puc. 5.5. 3aBUCMMOCTb CKOPOCTU hepMEHTATMBHON peakLmmn
OT KOHLEHTpaumu cybeTpaTta: (a) —unepbonmyeckas,
(6) - npsAmonuHeliHas.

CnepoBatenbHO, 3TV [Be BENMYMHBI OTHOCATCS COOTBETCTBEHHO K
ABYM MOCTY/IMPOBaHHbIM CTaAusM (hepMeHTaTUBHOM peakumu.

®aKTOpbl, 0Ka3bIBAKOLLNE BANSIHUE HA CKOPOCTb (hEPMEHTATUBHBIX pe-
aKUMid, MOTYT OCYLLECTB/ISATb CBOE feliCTBME MYTEM BAMSIHUAS Ha 06pa3oBaHue
(hepMeHT-Cy6CTPATHOrO KOMMJ/IEKCa, MG0 NyTeM BAWSHUS Ha ero pacnag
(unwm e Ha 06a 3TU npoliecca 0OAHOBPeMEHHO). Tak Kak KT 3aBncuT oT 06pa-
30BaHMA (hepMEHT-CY6CTPaTHOrO KOMMJEKEa, a VNeX CIyXXMT Mepoil CKopo-
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CTa ero pacnafa, onpefenedne Kran Viglno3sonseT usyyarb 3T1 gsa nytu
BIMAHUA pa3fenbHO.

[na onpegenennsa KT un Mo AaHHbIM psja W3MepEeHUi cKopocTu
npy pasnnyHbIX KOHLEeHTpauuax cybctpaTa rpagmk ypasHeHus Muxaanuca -
MeHTeH MOXeT BbiTb MOCTPOEH HECKOMbKUMU MYyTAMM.

Ipacmk 3aBucumocTy vO OT S npepcTaBnseT coboii O0TPe30K paBHO-
604HoOli runep6onbl. 3ameHsas v« Ha 'J1 Vg, nonyyaem S = K,,, 1 BeNnyMHa
Kr 6ygeT paBHa abCLUCCe «CPeaHER» TOUKM IKCMepUMEeHTaNbHOM KpWBOWA
(puc. 5.5a).

Haun6onee WNPOKO MCMOMb3yeTCAd MeToqd ABOWHbIX 06paTHbIX Benu-
uuH. padmk 3aBucumocTn 1/v0oT 1/S npeacTaBnseT coboii Npsmyto, onu-
CbIBAEMYIO YpaBHEHNEM

I/vO=Kra/Vnmx -1/S+ 1/Vmd
M nepecekaroLlyto ocb abecuucc B Touke —1/Ko, a 0Cb OpPAMHAT B TOUKe
I/Vmax 1 MeeT HakNoH, paBHbIli Kral V,,a,.

Y [06HbIM METOLO0M, C MOMOLLLIO KOTOPOro MonyyatoT ApAMYH0, CX0[-
HYIO C NPAMOIA, KOTOPYIO MOMYyYaloT MeTOAOM ABOMHbIX 06PaTHBIX BENNYMH,
ABNAETCA METOZ NOCTPOeHMA rpaduka 3aBMcMoctu S/VOOT S B COOTBETCT-
BUW C YpaBHEHWEM, MONYYEHHbIM B pesy/bTaTe YMHOXeHUs 06enx yacTeld
ypaBHEHUsA ABOMHbIX 06PATHBIX BEIMYMH Ha S:

SIVO= Kn/Vma, + Lvmoli®.S.
B aTom cnyvae HaknoH paBeH 1/Vmg, 1 OTPE30K; OTCEKAeMblii Ha OCK OpAu-
HaT, paBeH Km/Vma*. Benunuuny - K, nofy4aroT nyTem npofo/mDKeHna nps-
MOV f0 nepeceyeHns ¢ ocbio abeuucce (puc. 5.56).

Annoctepuyeckue GepPMeHTbI He NOAUMHAIOTCA KUHETUKe Muxaanuca -
MeHTeH, 419 KOTOpbIX 3aBUCMMOCTb Ha4a/lbHOM CKOPOCTM OT KOHLEHTpaLmm
cybcTpaTa MMeeT He runepbonuYeckyto, a CUrMouaHyto opmy. Y depmeH-
TOB C CUTMOUAHBIMU KPUBLIMU HACILLEHUA MOMYHACHILLAIOLWYIO KOHLIEHTPa-
umto cybeTpaTta 0603HavarQT BEAMUMHOM S 05

KT BennumHa, obpaTHas BennynHe CPOACTBa PepMeHTa K cy6CTpaty.
Mo KT nnu SO5 oueHnBaOT CNeLM(UYHOCTL feiiCTBUS hepMeHTa K AaHHOMY
cybcTpaty, a BenmumHa. 1/Kw ABnsieTcs Mepoii cpoacTBa hepMeHTa K Cy6-
cTpaty. Bbicokoe 3HaueHMe KT yKa3blBaeT Ha Manoe CPOACTBO Mexay tep-
MEHTOM U CyBCTpaToOM; & HU3KOe Ha BbICOKOE CPOACTBO. Tak, KT rekcoku-
Hasbl (M3.M03ra) cocTaBseT 414 rkKo3bl 8 *10” mons/n, annossl —8 m10'3
(8 1000pa3 60blue, YeM ANA TNOKO3bI), a ANd MaHHO3b! - 5 mHO'6.

PYHKUMOHANBHOE 3HaYeHWE BbICOKUX W HU3KUX BEMIMYMH CPOACTBA
mMexay (hepMeHTOM 1 cy6cTpaToM YA0OHO paccMOTpeTb Ha npumepe, Korga
[\BE «pa3HOBUAHOCTU» Kakoro-nmbo gepmeHTa (Ei n K2) obnagatot ofuHa-
KOBOWi CMOCOBHOCTBIO K CHXKEHMIO 3HEPreTUYecKoro 6apbepa (3Hepruen ak-
TUBaLMK), HO PE3KO OT/IMYAIOTCA MO CPOACTBY K OHOMY M TOMY Xe cy6eTpa-
Ty. Bo3HMKaeT Bonpoc: 6yfeT in pasnnyue B UX aKTUBHOCTU?
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Mpy BbICOKMX KOHLEHTpaUusax cybcTpara, npu nMosHOM HacblweHun Ei
n E2y Hux Vmei 6yaeT OAMHAKOBOM M NPU 3TUX YCOBMAX (haKTOPOM, TMMU-
TUPYIOLLMM CKOPOCTb, SIB/ISETCA He CBf3blBaHWe CybOCTpaTta, a, BeposTHee
BCEro, akTuBaLua (hepMeHT-CybCTpaTHOro KOMMeKca.

B cuTyaLmmn npu HU3KKX (He HacbILWAatoLWMX) KOHLEHTpaumuax cyberpara
thepmeHT E| ¢ meHbLuein BenuumnHoli K,, nposiBnsieT 60/1ee BbICOKYK aKTUB-
HOCTb MO CpaBHeHWIo C (hepMeHTOM E2 B faHHOM cfydae aTanom, MMUTH-
pYOLLMM CKOPOCTb peakuuu, sBnseTca 06pa3oBaHune GepmMeHT-Cy6CTpaTHOro
KOMTMJIEKCA U MO3TOMY CKOPOCTb peakLuy 3aBUCUT OT CPOACTBA (hepMeHTa K
cy6eTpany. UeM HUXe KOHLEHTpauus cy6cTpaTa, TeM CU/ibHee 3TO CPOACTBO
OKa3bIBaeT B/IMSHUE Ha CKOPOCTb (hepMEHTATUBHOM peakuum.

ApKUM NPUMEPOM MOTYT ObITb FEKCOKMHA3a 1 TJIFOKOKHA3a NeYeHN, Ko-
TOpble UMeT HEeOLMHAKOBOe CPOACTBO K [/HOKO3e. Tak, reKCokKmHasa umeet
K,n= 10s mons/n, a ans rnokokuHasbl KIT1= 102 Monb/n r1OKo3bl, T.e
B 1000 pa3 6onblue- [HOKOKMHA3a AeACTBYET TOALKO NMPU BbICOKUX KOHLEH-
Tpauusax raKo3bl, U B OpraHn3Me MNeKonUTaloLWMX CNYXUT B KavecTse npe-
[OXPaHUTENbHOTO K/anaHa, KOTopblid AefcTBYEeT MPU OYeHb BbICOKOM YPOBHE
r/I0KO3bl B KPOBU 1 MOMOraeT NpeosioneTs MHOMME HapyLleHus MeTabonmsma.

D r3100rMYecKMe KOHLEHTpaUMmM CyOCcTpaToB 6/IM3KM K BENMYMHAM
KT 1 S05 He6onbwune namernenns KT (Cpoactsa Mexay (hepMeHTOM U cy6-
CTPaToM) MOTyT MPUBOAUTL K BO/bLLINM U3MEHEHWUAM B MHTEHCUBHOCTU Ka-
Tannsa, YTo UrpaeT BaXXHYH POJiIb B MeXaHMU3Max perynsumm hepmeHTaTuB-
HOW aKTUBHOCTMU.

Pethnaunsa hepMeHTaTUBHOW aKTUBHOCTK. Perynsaunsa metabonmsa
B OpraHu3sMe CBOAMTCA K Perynsumm WHTEHCUBHOCTU W HarpaBfieHHOCTW
(hepMEHTaTUBHbIX NPOLECCOB.

VIHTEHCMBHOCTb KaTanun3a MOXEeT PerynMpoBatbes TONbKO BYMSA CMO-
cobamu:

1) n3MeHeHneM ‘KonmyecTBa (KOHLEHTpauuu) epmMeHTOB Ha YPOBHe
BUOCUHTE3A;

2) mopynsaumeid (M3MeHeHMEM) aKTUBHOCTU MMEHLLMXCS (DepMEHTOB.

3TN ABa MEXaHM3Ma Perynsuum pasmyatoTcs no CKOPOCTU, TOHKOCTU
1 MHOFOCTOPOHHOCTY OTBETHOW peakLuu:

=10 _CKOPOCTW OTBETHON peakunn 1-i MexaHW3M MeAJIeHHbIN, NS ero
NPOSIBAEHUS HEOOXOAMMO A/IMTENbHOE BPEMS, MO MEHbLUEA Mepe HECKO/bKO
4acoB; 2-i1 MeXaHu3M ObICTPbIA, MOXHO CYMTaTb, MTHOBEHHBI;

- 10 TOHKOCTW OTBETHOI peakuun 1-i1 - «rpybas» perynayus Konmude-
CTBOM (DepMeHTa, a 2-i - NO3BOAAET OCYLLECTBAATb TOHKYI «HACTPOWKY»
thepmeHTa.

- M0 MHOrOCTOPOHHOCTM OTBETHON peakuun 1-ii  06nagaeT 60MbLIN-
MW BO3MOXHOCTSIMU, T.K. NO3BONSAET OPraHn3mMy MOLY/MPOBaTb OTHOCUTESb-
Hble KOMMYecTBa M TUMbl ()EPMEHTOB B LUMPOKUX MNpedenax B 3aBUCUMOCTU
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OT CWUTHANoB W3 OKPY>KaloLleid cpefbl, a C NOMOLLbIO 2-F0 MexaHu3Ma Kaue-
CTBEHHbIVi cocTaB Habopa )epMEHTOB HE MOXKET ObITb M3MEHEH.

KoHueHTpauma (KonmyecTBo) (hepMEHTOB MOXET PErynmpoBaThCA Ha
yeTbIpex YPOBHSX, TPAHCKPUMLMMW, TPaHCAALMMU, COOPKM (hepMeHTHOrO 6enika
1 ero paspyLueHus.

Ha ypoBHe TpaHCKpUNLUUW Cneunpuyeckne XMMMYeckne CUrHasbl Mo-
ryT UHULMMPOBATb UNK 6NOKMPOBATbL TPAHCKPUMLMIO OMpPeeneHHoro yyacT-
kKa AHK B MPHK. Perynaums Ha ypoBHe reHOB MOXEeT BeCcTu 1) K yBenunye-
HUIO UM YMEHbLUEHWIO KO/IMYECTBA OMNpefenieHHbIX PepMeHTOB, 2) K u3mMe-
HEHWIO TUMOB (PEPMEHTOB B K/ETKE, 3) K W3MEHEHWIO OTHOCWUTENbHOTO CO-
[lepXkaHns N30(hepMeHTOB.

Mocne o6pa3oBaHNsA (hepMeHTa ero akTMBHOCTb OMNpeAensercs MHOMM-
MW (hakTopamu, Takumu, Kak Hanuyue cybeTparta, BAWSHWE Temnepatypsbl,
[aBneHns, pH, B3aMMogeicTBre C Fpynmnoil MeTabonnTOB, Ha3blBAEMbIX MO-
nynaTopamu hepMeHTO0B, obecneynBaronx Hanbonee GbICTPYIO, TOUHYIO
W TOHKYI0 perynauuio hepMeHToB 1 MeTabom3ma.,

MogynaTopbl 06bIYHO U3MEHSIOT CPOACTBO (PEPMEHTA K CybCTpaty u
He n3MeHAT Vinax. MoNo>KnTenbHble MOAYNATOpPL! cHKaoT KT nan SO
M TeM CcambiM MOBbIWAKT CPOACTBO PepMeHTa K CyBeTpaTy M CKOpoCTb pe-
akumn npmbamxkaoT K Vinal. OTpuuaTensHblie MOLYNATOPbI MOBbIWAKT
KR UM So51 CHMXAIOT CPOACTBO (hepMeHTa K Cy6CcTpaTy M TeM Cambim
YMEHbLLIAKT MHTEHCUBHOCTbL Katanusa.

Mogynaunsa akTMBHOCTM (hepMeHTOB NpeAcTaBnseT Hanbonee 6bl-
CTPbIA N TOHKWIA MEXaHW3M Perynauuu, KoTopblil OCYLLeCTBNSAETCA HECKO/b-
KUMU NYTAMU.

KoBaneHTHasa mogudukauns 6biBaeT 06paTvMoii 1 HeobpaTUMOIA.
BaxHelwymy Bugamm 06paTUMO KOBaNEeHTHOW MOAMMMKALMN ABNAIOTCA
obpaTiMoe npucoefuHeHne . HYHKLMOHANBHbLIX XUMUYecKUX rpynn (doc-
(haTHOW, aeHNNaTHOM) U-BOCCTAHOBNEHWE ANCYNb(ONAOB.

Mogundmkaums nytem coccopunuposanus u gecocgopunmpoealls
npeacTaBnseT cob6oi OAWH M3 PacnpoCTPaHEHHbIX BUAOB XMMWYECKOW MO-
OnuKaumm, KoTopas OCYLLECTBASETCA NyTeM MnpucoefuHeHus (octaTHoi
rpynns! K -O H rpynne aMMHOKUCNOTHBLIX OCTaTKOB CEPUHA W TPEOHWHA MNOJ
felicTBMeM. )epMeHTa NPOTENHKMHA3LI 1 ee TMAPOU3a Npu yyactum doc-
thonpoTenHdochaTasbl (puc. 5.6).

MyTtem ¢ochopunupoBaHus perynnpytotTcs gepMeHTbl MeTabonusma
yrneBogoBs - (rnukoreH-ocdopunasa, ochopunasa KuHasbl, [IUKOTeH-
CUHTa3a, (octhopyKTOKMHA3A-2, NUPYBATKNHA3a, NUPYBATAErnaporeHasa)
nmnuaos (rngpokcumeTtunrnytapun-CoA-pefyKrasa, auetun-CoA-
Kapbokcunasa, TpuauWnrauuepon-nunasa), ammuHOKMCNoT (gernaporeHasa
pa3BeTBNEHHbIX  KETOKUCMOT,  (heHWnanaHvH-WApPoOKCcUNasa, Tapo3uH-
rmapokcunasa).
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Puc. 5.6. Perynaumna akTMBHOCTU )epMEHTOB NYTeM
thocthopunmpoBaHus-gedocthopuanpoBaHna

MpuUMepbl aKTUBHBIX 1 HEAKTUBHBIX ()OPM (HepPMEHTOB.

®octhoprnamposaHHas JedocopunnposaHHa*®
depmeHT ooMa
hopma op
aKTuBHas NPoTenHKNHa3a HeaKTuBHas
aKTUBHas rnnKoreH=thocgopunasa HeaKTUBHas
HeaKTUBHasa FMUKOreH-CUHTa3a aKTUBHaA

HefaBHO OTKPbIT HOBbIW. KN1acc NPOTEMHOBLIX KKHa3, dochopunu-
PYIOLLMX OCTaTKM TUPO3UHA, JeiiCTBME KOTOPbIX CBA3AHO C OMNpefeNneHHbIMU
BUJAMM 3/10Ka4eCTBEHHbIX 3a60/1eBaHNIA, BbI3bIBAEMbIX BUPYCAMM.

Jpyrvm BUAOM. KOBaNeHTHON MOLM(MKALMN ABNAETCA afeHNINPOBU-
Hue. TMpUMepoOM MOXET ObiTb MPUCOEAUHEHUNE afeHUNaTHOW rpynnbl (AM®)
K OCTaTKy TWPO3WHa FyTaMUHCUHTETasbl, 6/IM3KO PACcMNONOXEHHOMY K aK-
TUBHOMY LeHTPY. OTHOCUTENbHO GOoNbLIas OTpULATENbHO 3apshKeHHas afe-
HWMaTHas rpynna 3aKpblBaeT aKTUBHbIV LEHTP FYyTaMUHCUHTAa3bl U UHTNGK-
pyeT hepMEeHT, BbIMOMHAIOWMIA KNOYEBYHO POJib B MeTabonmM3Me asoTa.

O6paTMMOli KOBANEHTHON MOAM(MKaLUME ABNSAETCS BOCCTAHOBNEHWE
OUCYNbMUAHBIX CBAXKM B MOJeKyne gepmeHTa ¢ obpasoBaHveM Cynbdrua-
puabHbIX rpynn (-S11), npyHUMatoLLMX yYacTve B lepMEHTATUBHOM KaTanunse.

HeobpaTumas KoBafeHTHas MOAM(MKauua npeAcTasBieHa akTuBaLm-
el 3uMoreHoB (NPod)epMeHTOB) NyTeM 4acTWYHOrO NMpoTeonusa. Yactuu-
HbIM MPOTEONIN30M PErynupYTCA MULLEBAPUTENbHbIE (DEPMEHTbLI (MencuH,
TPUNCWH, XUMOTPUNCKH, KapbokcunenTtugassl A v B, anactasa, ochonuna-
3a), (bepMeHTbl CMCTeMbl CBepTbiBaHUsA Kposu (aktopbl VI, IX, X, XIII,
TPOMOWH), hepMeHTbI, PaCTBOPSAIOLLME CTYCTKN KPOBM (NNa3MUHOTEH, akTu
BaTOP NiasMUHOreHa) 1 hepMeHTbl MPOrpaMMUPOBAHHOIO Pa3BUTUA (XTUH
CUHTeTa3a, KonnareHasa). Hanpumep, oT TPUMNCUMHOreHa Nof AeiCTBUEM 3H-
TeponenTUAasbl OTLLEMNAAETCA recornenTus c 06pasoBaHNeM TPUMCUHA.
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3VMUreH He akTMBEH, NOTOMY YTO Y HEro He COPMMUPOBAH aKTUBHbIN
LeHTP. PYHKUMOHa/bHbIE TPYMMbl, OTBETCTBEHHbIE 38 CBA3bIBaHWE W KaTa-
N3, NPUCYTCTBYIOT, HO OHW HE [O/MKHbIM 06pPa3oM pPacrnonoXeHbl B Tpex-
MepHOIi CTPYKTYype. PaclyenneHne 0gHOM UNN HECKONbKMX NENTUAHbIX CBS-
3eii B 3MOreHe CMYXXWUT MYCKOBbIM MEXaHW3MOM A/11 U3MEHeHUs KOH(OopMa-
L1m BCeii MONeKy bl 1 06pa30BaHWs aKTUBHOIO LieHTPa hepmeHTa.

Perynauua akTUBHOCTW PepMeHTOB NMyTeMm accouuauum - LUCCO-
unaunn. B3aumonpeBspalleHne aKTUBHOW M HeaKTUBHON (hOpM  0nMromep-
HbIX (DEPMEHTOB MOXET MPOUCXOANTL NyTeM accounauuy ~Auccouualmu.
B 0nmMromepHoM coCTOSHUM DePMEHTbI MoYTa BCerga npeicTaBaatoT akTus-
KylO(HpPMY 3TOT NpoLecc YacTo 3anyCckaeTcs KOBaneHTHOW MoauduKaLmei
(dbochopunmposaHus 1 gedochopunnpoBaHnusa 1 ap.); a MHOrAa CBA3bIBaHU-
€M HeKOTOpbIX COefMHeHWI (HanpuMmep, LMKINYECKOro ageHo3nHMOoHoMOoC-
tata(u-AMP) ¢ ogHoW 13 cybbeMHML, OIMTOMEPHOTO (hepMEHTA.

Pednauna depMeHTOB nyTemM WHrnbéupoBaHus. WHrmbuposaHune
(hepMeHTOB MpeAcTaBnseT CO60K0 OAWMH M3 MexaHWU3MoB 6uoperynauuu. [ei-
CTBME MHOIMX aHTUOMOTUKOB, aHTUBMPYCHBLIX W MPOTMBOOMYXO/EBbIX MNpe-
napaToB, MHCEKTULMAOB 1 repbuungoB OCHOBAHO Ha MHIMO6MPOBAHUM KaKo-
ro-To ONpefeneHHoOro KNeTouyHoro gepMeHTa. MHrnémposaHve 6biBaeT 06-
paTHUMbIM U HEO6PATUMbIM, KOHKYPEHTHbIM M HEKOHKYPEHTHbIM.

Knaccnyecknum nprmMepoM KOHKYPEHTHOro MHrmbupoBaHus ABNseTcs
MHIMOMpoBaHMe CyKUMHaTAernaporeHasbl ManoHaToM, KOTOpPbIA KOHKypu-
pyeT C CyKUMHATOM 3a CBA3bIBAHWE C aKTUBHbIM LIEHTPOM 1 06pa3yeT Hemnpo-
OYKTUBHbBIA (hepMeHT-UHIMOUTOPHBIA komnnekc [El], He cnocobHbIi faBaTb
NPOAYKT peakuun. Kpome Toro, obpasosaHme EI ymMeHbLUAET YNCIO MONEKYN
cBo6ogHOro (hepMeHTa, CNOCOBHbIX B3aMMOLECTBOBaTb C CyKLMHarom, B
pesynbTaTe Yero CKOpOCTb peakumu CHuxaetcs. Ho Tak Kak manoHat obpa-
TUMO CBA3bIBAeTCA C (hepMEHTOM, TO paBHOBecue peakuun E + 1= El MOXHO
CABMHYTb BIEBO, YBENUUMBaA KOHLEHTPaUMIO CyKumHata. Pacnag El Ha E u
I npu u3bbITKe cybcTpata cnocobcTByeT 06pa3oBaHN0 HOPManbHOro gep-
MEeHT-Cy6CTPaTHOr0_KOMIeKca.

Tun MHIMGNPOBaHMA OMPeAenstoT NyTeM OLEHKN BAUSHUA WHTUOUTO-
paHa K,,, u Vng, .B pesynbTaTe KOHKYPeHTHOro UHrnémuposaHua Vinil ve uns-
MeHseTcs, KiyBo3pacTaeT, CPOACTBO (DEPMEHTA K Cy6CTpaTy CHUXKAeTCH.

JleyebHoe geiicTBMe Cynb(haMugHbIX npenapaTtoB (MUKPOGHbIE NH(EK-
uun), annonypuHona (nogarpa), gtopypauuna (pak) OCHOBaHO Ha KOHKY-
PEHTHOM MHIMBUPOBaHUN. DTaHON ABNAETCH KOHKYPEHTHbIM Cy6CcTpaToM Mo
OTHOLLEHWIO K METAHOY W 3TUNEHTNIMKOSIIO U NPUMEHAETCA NPU OTPaBNeHUN
3TUMKM CUpTamu.
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KOHKYPEHTHOe WHIrMbupoBaHWe KOHEYHbIM MNPOAYKTOM peakuuu
(meTabonnyeckoro nyTn) - OAUH U3 TUMOB Buoperynaunm. NHrmbmposaHue
KOHEYHbIM MPOAYKTOM O[HOro 13 (PepMEHTOB MHOro3TanHoro metabonuye-
CKOro NyTW, KaTann3MPYHOLLEro paHHUiA 3Tan 3TOro NyTU Ha3blBAETCA UHTU-
6upoBaHWeM Mo Tuny 06paTHOA CBA3M M Takoi CNOCo6 KOTPoAs pac-
CMaTpMBatoT Kak OCHOBHYIO CTpaTernio 6Uoperynsymm Bo BCeX XXMBbIX KNeT-
Kax, YTO CBA3aHO C annocTepuyecKonperynaumein akTMBHOCTM (hepMEHTOB.

AKT CBA3bIBaHUA aNnnoCcTepPUYecKoro agekTopa C aniocTepuyecKmum
(perynaTopHbIM) LEHTPOM BbI3blBAET KOH(MOPMALMOHHbIE U3MEHEHMNA B pas-
HbIX YacTAX MOMIEKYNbl U B aKTUBHOM LIEHTpe (hepMeHTa: VI3MeHeHUA KOH-
(hopMaL MM aKTUBHOIO LIeHTPa, B CBOK OYepefb, BeLyT K USMEHEHUIO aKTUB-
HOCTK (bepmeHTa. Takoe fAB/IEHWE HOCUT Ha3BaHWe annocTepusma, a pery-
NALMS annocTepuyecKo.

HeKoHKypeHTHoe uHrnbuposaHue. Korga snvanue |/ (MHrnéutopa) He
MO>XeT 6bITb MPEOAONEHO MOBbILEHNEM KOHLEHTpauun S, Mbl UMeem fAeno
HEKOHKYPEHTHbIM MHTMOMPOBaHMEM. DTO 3HAYMT, YTO | 1 S He KOHKYpUpYIOT
3a ()epMeHT, a 06pa3ytoT HenpoLyKTWBHbIN TPOHON Komnnekc EIS. B 3aBu-
CMMOCTM OT TOr0, Kak rnepBoHaYa/ibHOe CBA3bIBaHWe | unmn S BNuseT Ha nocne-
Jylollee CBA3bIBaHWE BTOPOrO KOMMOHEHTA, :3eKTbl MOryT 6bITb pasHble.
B cnyyae, Korga S vMeeT 0MHaKOBOE CPOACTBO K E n El-komnnekcy, al KE un
ES-komnnekcy, To B npucyTcTBum | n3meHsieTcs Tonbko Vg, Takol cnyyait
Ha3bIBAKOT YACTLIM HEKOHKYPEHTHBIM MHFUOMPOBAHNEM.

B cnyvae pas3nunyHoro cpofctsa S v | K d)epMeHTY U COOTBETCTBYIO-
wemy komnnekcy (El, ES) m3meHsietca kak Vmal, Tak u KIML Takoli cnyyaii
Ha3blBalOT CMeLUaHHbIM HEKOHKYPEHTHbIM WHr1buposaHnem. MHrnéuposa-
HWe KOHEYHbIM MPOLYKTOM B 6O/bLUMHCTBE C/lyYaeB ABNAETCA CMeLlaHHbIM
BUIOM MHTMOMPOBaHUS.

HeobpaTumoe mHrnbuposaHue. Psg nHrnéutopos (1) HeobpaTtumo
cBA3bIBalOTCA C-E uau ES, 4To, B CBOKO OuYepefib, OKasblBaeT BAUAHWE Ha
Vrml. Mo3ToMy Takoe MHIMOMPOBaHNe OTHOCAT K HEKOHKYPEHTHOMY. Takue
NHTMOUTOPBI, Kak-Hg2 Pb2+ 1 coefjuHeHUs MbllbsKa, KOBANIEHTHO CBA3bI-
BatoTCAC E vnu.c ES, N3MEHAIOT HATUBHYIO KOH(OpMaL Mo (hepMeHTa, C YeM 1
CBA32HO. X TOKCUYeCKoe AeicTBue. IHrnbuTops! (M-(XxnopomepKypro)6eH3oat
n  guusonponungropodocdar), KOTOpble KOBAEHTHO CBA3bIBAOTCA C
HS—Fpynnamu uuctenHa n HO-rpynnamMu cepuHa COOTBETCTBEHHO, LUNPOKO
UCNONb3YIOTCA B M3YYEHUN MEXaHN3MOB (lepMEHTaTVBHbIX PeakLuid.

Ha HeobpaTVMOM WMHIM6MPOBaHNMN OCHOBAHO AEACTBUE NEHULMINNHA,
acnupuHa (aLeTuacanuumnoBoii KUCNOTbI) U APYTUX NeKapCTBEHHbIX Npena
paroB. MMeHULWAANH MHTUOMPYET (DepMeHT, yuyacTBYIOLWMA B c6OpKe Kre-
TOYHbIX CTEHOK 6akTepuid, a acmupuH WHIM6UpYeT npocTarnaHAnH-
9HAONEPOKCMACUNTA3Y W TakuM MyTeM OrpaHuumBaeT 6MoCMHTE3 mpocTal
NaHMHOB.
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MpaKTnyeckoe npumeHeHne GepmMeHTOB 1 hepMeHTHbIX Npenapa-
TOB. B mocnefHvie rofpl LUIMPOKO BHEAPAOTCA METOAbl (DepMEHTaTUBHOIO
aHanm3a B n1abopaToOpHYI0 NPaKTUKY, rAe YNCTble (DEPMEHTbI UCNOMb3YHOTCA
B KAuecTBe PEeareHToB C LeNblo OnpefeneHns pasfinyHbiX MeTabonuToB
(rntoko3sbl, NMpyBaTa, nakTarta, roKo30-6-gpocdara n ap.).

depMeHTbI 1 hepMeHTHbIe Npenapatbl HAXO4AT LLIMPOKOE NPUMEHEHME B
MULLEBOM MPOMbILLSIEHHOCTH, BMOTEXHONOMUK, B MEAULMHCKON KIMHUYECKO
npakTuke. CBA3b MeXay (epMeHTamu U MHOTUMU GONE3HAMU HE Bbi3blBaeT
COMHEHMWA. DH3UMONATMAMI Ha3bIBAIOT NaTONOTMMYECKME COCTOSHWS, KOTOpble
XapaKTepu3yrTCA OTCYTCTBMEM WU MOHWKEHWEM aKTUBHOCTU ONpefeneHHbIX
(DePMEHTOB, CBA3aHHbLIX C AedeKTamy FeHOB, W MepesatoTcs Mo HacnefcTsy.
Mpyn Taknx 601e3HAX HaWy4yLwKnii Cnoco6 leYeHNs COCTOUT B.3aMeEHe MOBPEeX-
[leHHOT0 (hepMeHTa HOpManbHbIM, HO Kak oTMeyvaeT M. dpuapux (1986), Takoi
Crnocob Nerko NpegioXuTb, HO COBCEM He MPOCTO peasn3oBarb. OfHaKo, He-
CMOTPS Ha MHOT Ve TPYAHOCTU B 3TOM BOMPOCE, MHOTMe (hepMeHTaTUBHbIE Npe-
napatbl LUMPOKO NPUMEHSIO! CA B KIIMHNYECKO NpaKTuke-

OTpacn XMMUYECKO, (hapMaLeBrMyeckon, NMLLEBOA NPOMbILLIEHHO-
CTN 1 nepepaboTka BTOPMYHOTO CbipbA KapAVHAIbHO MEHSIOTCA MOA BO3AeCT-
BVEM TEXHOJOT WA, CBA3AHHbIX C UCMOMb30BaHeM PEPMEHTOB B 3TUX OTPaC/sX.
B nepcnekTrBe BO3MOXHO CO3JaHNe UCKYCCTBEHHBIX UMW B/IM3KMX K UCKYCCT-
BEHHbLIM MY/bTU(EPMEHTHBLIX CUCTEM A1S MPOW3BOACTBA OMPeAeNeHHbIX Mpo-
[YKTOB, HO [i15 3TOr0 HEO6XO0AMMbI Ja/lbHENLLVE TEOPETUYECKME Pa3paboTKu.

HomeHknaTypa v Knaccugpumkauusa epMeHTOB. epBoHayasbHble
TPMBUaNbHbIe Ha3BaHWSA HEKOTOPbIX (PEPMEHTOB, TakWX, Kak MencuH, Tpun-
CWH, NTUANVH, NTN30LMM U [P., He OTPaXatoT X PYHKUMIA. BonbIMHCTBO pa-
LIMOHa/bHbIX Ha3BaHW (hepmMeHTOB 06pa3oBaHO OT MpMpPoOAbl cybcTparta, Ha
KOTOpbIN feiicTByeT hepMeHT C NOMOLLbI0 OKOHYaHMA -as3a (amunasa, nnna-
3a, ypeasa, aprvHasa) 1 0T.MpupoAbl Cy6CcTpaTa 1 TMNa KaTtanusnpyemoi pe-
akumu (nupyBsataekapbokcuniasa, nupysaTkapbokcunasa, rUCTUAMHAEKap-
6oKcunasa, ankoronbferngporeHasa u T.4.). C OTKPbITEM HOBbIX PepMeH-
TOB ¥ HOBbIX peakuuii NOSBUANCHL W APYTUe Ha3BaHWA: Takue, Kak oKcuaasa,
OKCUreHasa, MyTasa, TpaHca/lb0/1a3a, TPaHCKeTo1a3a 1 T.1.).

CoBpeMeHHas | cucTemMaTnyckKas Krnaccuukauma u  HOMEeHKnatypa
(hepMeHTOB 6a3MPYIOTCA Ha XMMUYECKUX PeakLusX, KOTOpble OHW KaTainsu-
pytoT. 103TOMYy BOMPOCHLI HOMEHKNATYpbl W KiacCUuKaumm ¢epmeHtoB
yL06HO paccMaTpmBaTb OHOBPEMEHHO B BUAY MX TECHOI B3aMMOCBA3M.

Mo Tuny KaTanusnpyembix peakuuii epmMeHTbl AensT Ha WecTb
Knaccos. B cBO o4epefib, KNacchl AenAaTcs Ha MOAKMacchl, a NofKnaccsl Ha
riognogknaccel. B nognogknacce epmMeHTy NpUCBavWBaeTCH MOPAAKOBbIN
Homep. Takas Knaccuukaums no3BoJSISET UCMOJb30BaTh LWU(MP HEPMEHTOB,
KOTOpbIA COCTOMT M3 YeTblpeX pa3feneHHbIMU TOUKAMU YUCES, UMEOLLMX
cnepyrowmii cmbich:

1) nepBOe YMCNO NOKa3bIBaET, K KAKOMY KNaccy NPUHaLIeXUT (DepMEHT;
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2) BTOPOE YWC/IO YKa3bIBAET MOLK/ACC;

3) TpeTbe ymcno 0603HavaeT NoANoAKIacc;

4) YeTBEPTOE YMCNO COOTBETCTBYET MOPALKOBOMY HOMepa ()epMeHTa B NofA-
Knacce.

1. OkcupopenykTasbl.

K Kknaccy okcupopefyKkrtas OTHOCATCA (DEPMEHTHI, KaTaausupytoLyme
OKNCNTENbHO-BOCCTAHOBUTENbHbIE peakuun. OKucnsemblli cybecTpaT pac-
CMaTpMBaeTCA Kak [OHOP BOAOPOAA UK 3N1eKTPOHOB. CUCTeMaTM4ecKoe Ha-
3BaHWe COCTaBNAETCA MO TUMY «[OHOP: aKLenTop - OKeuaopefyKTasa». Pe-
KOMeH/[yeMOe Ha3BaHWe BKNHOYAET TEPMUH «[ernjporeHasa», a B KayecTee
afbTepHaTMBbl MOXET ObITb UCMO/b30BaH TEPMUH «aKLENTop —pefyKTasar.

MN3BecTHO okono 200 (hepMeHTOB, MCMO/b3YHOWNX MONEKYNAPHbINA
K1CNopog B KayecTBe OAHOr0 M3 cybecTpaToB. TEPMUH «OKCMAasa» UCMOSb-
3yeTcs B Tex ChyvasX, KOrja MonekynspHblii kucnopog (0 2 mncnonb3yercs
TONbKO KaK aKLenTop 3/eKTpoHoB. CyLecTByeT 4Ba TMna oKCuaas:

1) okcupassl, reHepupytowe HO no peakuymn:

RH2+ 1/202 — - R+H20;
Okcmnpasa z

2) okcmpasbl, reHepupyowme H2 2no peakuum:
RH; + QT 6{2‘6&'-'6'&-?;5 ----- R+ H20 2.

B cnyuasx, korga 0 2B Xo4e peakljun BK/IOYaeTcs B Apyroii cy6eTpar,
TO MUCMOMb3YeTCs TEPMUH OKCUreHasa. CyLlecTByeT Takxe [Ba TMa OKCure-
Has3:

1) MOHOOKCHreHa3bl UM TMAPOKCUA3bI BK/IKUAOT B Cy6CTPaT TONLKO
OfIUH aToOM KUCNOopoga:

RH2+ AH2+ 02 R-OH + H20 + A;
MoHooKcureHasa

2) [OMOKCMTEHA3bI, BKOYaloLW e 06a aToMa Kucaopoaa B cy6eTpart:

RH2+ 02 m—=---m--mcmmmeeee » HO-R-OH.
_ JvokcureHasa

TepMUH «nepokcmpasa» OTHOCUTCS K (pepMeHTaM, ucnonbsyowmnm HD 2
B pONu aKLenTopa. HasBaHve KaTanasa UCronb3yeTca Kak UCKNIOYEHNe.

LinToxpombl - rpynna BHYTPUKNETOUHbIX Xefe30coAepxallux remMu-
HOBBIX OKWC/NTENbHO-BOCCTAHOBUTENbHLIX  (PEPMEHTOB, MPUHUMAIOLLUX
yyacTue B TPAHCNOPTE 3/1IEKTPOHOB B K/IETKAX a3poObHbIX OPraHu3MoB.
PYHKUMOHANbHAA aKTMBHOCTb LIMTOXPOMOB CBA3aHa C 06paTVMbIM U3MeHe-
HWEM CTereHW OKUCTIEHNS Xenesa: Fe2+= Fe3+.

B KneTKax BbICLUIMX OpraHu3MoB LuUToXpomsl (b, C, C,, a, a3 ABNATCA
KOMMOHEHTaMM AbIXaTeNbHON Lienw, N0KaM30BaHbl B MATOXOHAPUAX W pac-
NosI0XKeHbI BLO/b NOBEPXHOCTY MEMOPAHbI MUTOXOHAPUN.
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MpuUMepbl OKCUAOPELYKTa3:

Kopgosblii PekomeHayemoe OcHoBaHue Knaccug

Homep (pabouee) Ha3Ba- Peakuus Kauum (cmuctematumye-

(wndpp) Hue CKOE Ha3BaHue)

1111 ANKOrofb- Ankoronb + NAIX = anbie-  Ankoronb: NAD+ k-
ferHaporeHasa rug unm ketoH + NADH+HIT cuaopeayKTasa

11127 NakTat- 1-Naktat + NAI)’ = nupyBaT | -flaktur: NAD Ok-
[fienagporeHasa + NADH +H’ cugopeayKrasa

1412 nyramar- L-I nytamar + 120 + NAD'= |-Fpytamar: .NaD
fernjporeHasa 2-oKcornyropar OKCUAopefyKTasa

+NH3+NADH tIm

16.4.2 1 NyTaTNOH- NAD(P)I HokucneHHblii  rny- NAD(P)H: " okucneH-
peaykTasa TaToH = NAD(P)++ 2 ryTa-  Hplii rayTaTuoH
(NAD(P)HI TUOH

11033 Ackop6ar- 2 L-Ackop6aT + 02= 2 fie- |-AckopBaT: Kucno
oKcugasa ruapoackopbar +2 H,0 _poa OKCMAOpeayKTasa

11119 1lnyTaxvoH- 2 [nyTaTuoH + H2 2 = oKuC- “[/1yTaTUOH: MepoKcuy
nepokcuaasa NEHHbIA rayTaTnoH + 2 H BOAOPOAA OKCUAope-

2. TpaHcgepasbl.

aykraua

TpaHcdepasbl - (epMeHTbI, KaTanu3upyoLLue NepeHoc Toi nam 1Hoi

rpynnbl (MeTanbHOW, FNKO3UIbHOW, aMUHHOW U T.N.) OT OAHOIO CoefuHe-
HWA (foHOpa) K ApYromy coefvHeHuto (akuemtopy). CucTemMaTnyeckoe Ha-
3BaHWe (HOPMUPYeTCA MO CXEME: «[O0HOP: aKLenTop-rpynna-TpaHchepasa»,
paboyve HasBaHWs - MO TUMY «akUenTop =.rpynna TpaHchepasa» Uan «go-
HOp - rpynna TpaHcdepasa».

JloHOpOM BO MHOrMX Cnyyasx fB/SETCA KOhaKTop, MPUCOEANHUBLLNIA
rpynny nepeHoca. Oco6blii cayyail "NpeAcTaBnAlT amLuioTpaHchepassl.
B3ameH TepMuHa «aMMHOTpaHc(epasa» MOXET ynoTpebnaTbcs - «Tpanc-
amuHasza». MNpuMeHsaeTca pag CheumanbHbIX TEPMUHOB AN1S Ha3BaHWUM dep-
MEHTOB 3TOr0 Knacca. Tak, KnHasa 0603HavaeT nepeHoc hocdaTHoro ocTar-
Ka oT ATP Ha Kakoe-mb60 CoeAvHeHue Wan, HaobopoT, ¢ 06pasoBaHMEM
ATP. TepMuH «hocdhomMyTasa» MCNoONbL3yeTcsa B Cnyyae rnepeHoca ocgara
M0 KaXYLLEMYCA BHYTPUMOSEKYNAPHOMY MeXaHU3My.

Mpumeps! toaHc( 3epas:

Kopioblii PekoMeHAye- OcHosaHve
HOMEP  Moe (paboyee) Peakuua Knaccugpukaumm
(wmchp) Ha3BaHue (cvcTemaTnyeckoe

Ha3BaHue)
71128 HopagpeHa- 8-afieHo311-b-MerrMoHvH + F>-T[RHOT-L -METVIOHIH:
MMH-N- HOpaapeHannH = S-afieHosun-1  pepynataHonamuu N-
METUATPAHC-  FOMOLMCTCUH + afpeHavH MeTMnTpaHchepasa
(hepasa

23.17 Kapnutih- ALETUN-COA + Kapui Tbl = Auetnn-CoA: KapHUTUH
auetnn- CoA +0-aLeTUIKapHUTUH 0-aleTUnTpaHChepasa
TpaHcgepasa
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. OcHoBaHue
Koposbiii  PekomeHpye-

Knaccumkauum
Homep  Moe (paGouee) Peakuua (cMcTemaTuuecKoe
(wmcpp) Ha3BaHue Ha3BaHue)
24.1.1 doctopunasa (1,4-a-D-rnokosnnn 1,4-a-0-I'nokaH: opTo-
+opTotocar  (1,4-a-D- thoccat rnKosMnTpaHc-
rMKo3un) .1 + a-D-rniokoso-1-  epasa
thocdpat
24111  [AuKoreH UDP rntokosa + (1,4-a-D- UDP rntokosa: rnmnkoreH
(kpaxmar)- ravkosun) ,,.= UDP + (1,4-a-D-  4-a-
CUHTa3a FAVKO3UA) ,+1 rnoKaswnpaHcdepasa
2.6.1.2 AnaHnH- L-AnaHuH + 2-okcolnytapar=  L-AfaHuH: 2-
aMMHOTpaHc-  MUpysart + L-rnytamar OKcornyTaparamu-
thepasa HoTpaHchepasa
2.7.1.2 rniokokuHasa ATP + D-rniokosa= ADP + 1> A'l 1:D-rntoko3o-6-
WIKX030-6-(hochar (hocchoTpaHchepasa
2751 ®ocgorno-  a-D-1 moko3o-1,6-6ucocha a-D-I"nokoso-1,6-
KOMyrasa a-D-rnoko3o- 1-pochat = a-D-  Buctocar: a-D-
rN0K030-6-thocdar + a-D+ rNtok030-1-hochar doc-
rnoKo30- 1,6-6ucdocdar (hoTpaHchepasa
3. maponusbl. ®epmeHTbl Knacca rvaponas KatanusmpyrT paspbiB

pasfMuYHbIX XUMUYECKUX CBA3EA NMyTemM<rMaponunsa, T.e. MyTemM nNpucoeguHe-
HUSA 3NeMeHTOB BOfbl. OcTepasbl (3:1) KaTanMsnpyroT rMapoans CNoXxHo-
3MpHBIX CBA3El, KOTOPbIE, B CBOK 04Yepesb, NOAPa3fensoTCa Ha acTepasbl
KapbOHOBbIX KWUCMOT - KapbokcuacTepasbl (3.1.1), TMNMYHBIM NpejcTaBuTe-
Nem fABNSETCA NMnasa; acTepasbl TMONOBbIX COeAnHeHNl (3.1.2); ruapanasbl
(hochopHbIX 3thMpoB (dhochaTasbl):

'MaponnM3  rAMKO3WAHLIX CBA3EW  OCYLEeCTBAAT  [AMKO3WAA3bl.
K O-rnukosnpasam OTHOCATCA WMHBepTasa (caxapasa), flaktasa, mabTasa,
uenno6buasa, uenntonasa, a-amunasa v gp. Mpegcrasutenamu N-ramkosmgas
ABNAOTCA pa3U4Hble HYKNeo3naasbl (MHO3WH-HYKNeo3ngasa, YpWUAWH-
Hykneosugasa, AMP-Hykneo3sngasa, blIAO(P)'-Hykneo3ngasa u ap.)

MenTugassl (NenTug-rugponasbl) KaTanusvpyoT rmaponus nenTug-
HbIX CBA3e W MpeAcTaBnAlT 60/bLION Noaknacc ruaponas. K atomy nog-
Knaccy 0THOeATCsA cy6Tunn3uH, nencuH A, nencvH B, mencuH C, anacTasa,
TPUNCUH, . XUMOTPUNCUH, TPOM6UH ((pMbpuHOreHasa), amMuHOMEeNTUAAa3bI,
Kap6okeunenTuaasbl, AMNenTMAass.

FlpuMepsb! rugponas:

Kogo- p OcHoBaHune
BbINE EKOMEHAYE- KnaccuguKaLmm
Homep  MO° (pabouee) Peakuus (cucTematuueckoe

(wngp) ~ Hassanve Ha3BaHue)
3.1.13 Tpuauunrnu-  Tprauunrnuuepon Xru guaumnrauue- Tpmau,vmrnmu,gpon
Leponunasa PO + aHUOH XKMPHOW KUCNOTbI auunrugponas;
3.1.1.7 Auetunxo- AueTtunxonuH J H0 = xonuH + auetar ALETUNXONNH
NMHACTCpasa auKTUArMnoonasa
3.1.39 [noko3o-6-  D-Tniokoso-6-hocpar + H.0 = D- D-Tniokoso-6-hoc-
docthatasa FNIoKo3a + opTothochar dar  docthoruzpo-
nasa 1
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Kogo- PeKoMeHIve- OcHoBaHve
BbIVi Ave Knaccugukaumm
HOMep Moga(ap:g(:/lqeee) Peakuus (CI/ICTeMé(l*')I'I/IHECKOE

(wndpp) Ha3BaHue)
3512 [nyramuHasa L-Tnytamud + H2 = L-rnytamar + L-FnyTamuk
NH3 amugorvgponasa
3515 Ypeasa MoueBuHa + H2O = C02+ 2 NH3 MoyeBnHa-aMunao-
rugponasa
3531 ApruHasa L-ApruHuH + N2 = L-OpHUTWH + MO-  L-ApruHuH-
YeBMHa amMuarHoruanoyas!
3.6.1.8  ATP-nupo- ATP +HD —AMP + nupocpocdat ATP -nupodocdu-
thocdpatasa rmgponasa
4. Nnasbl (cMHTa3bl). Jnassl —hepMeHTbl, KOTopble paspbiBaloT C—€,

1 O, C-N u gpyrvie cBA3v HErngposiMTUYeCKUM N HEOKUC/UTENbHbLIM Cro-
cobamun (MyTaMK) 1 OTIMYAKOTCA OT APYTUX (PePMEHTOB TeM, UYTO. B KaTaiu-
31pYeMbIX UMW peakumsax B OLHOM Harnpas/ieHWM y4acTByeT 4Ba cybcTpaTa, a
B 06paTHO peakLmm ToNbKO oauH. MNpu geiAcTBUM Ha O4UH CY6CTpaT OT Hero
OTLLenNseTCA MOJieKya ¢ 06pa3oBaHNEM HenpeaebHOro COeAUHEHNS.
CuctemaTmyeckoe Ha3BaHWe AaeTcs OT Ha3BaHWs Cy6CTpaTa U TepMu-
Ha «cyb6CTpaTHas rpynna-nnasa». B peKoMeHA0BaHHbIX Ha3BaHMSX UCMOb-
30BaHbl TakuMe TEPMUHbI, Kak «fekapbokcunasa», «anbfonasa», u ans gep-
MEHTOB, OTLENNALWMNX MONEKYNY BOAbl, —«Aernaparasa». B Tex cnyyasx,
Korga obHapy>keHa TO/MbKO obpaTHas peakuus wWau OHa LwpaeT 6onee Bax-
HYIO pOfib, B HA3BaHUAX TaKUX (PEPMEHTOB UCMONL3YIOT TEPMUH «CUHTa3a».

Mpumepbl NUra3 (CUHTa3):

KopoBblii PexoMeHyemoe OcHoBaHWe Knaccu-
Homep Peakums nKaumu (cuctema-
(wngp) ~ (PaOOUee)HasBarme gl)mecl;l'(oe I(-Ia3BaHVIe)

4111 Mupyunatnekapookcn  2-OKeokuenota = anbAerng Kapbokcunmasa — 1-

nasa +C02 OKCOKMCNOT

4.1.1.17  OpHWTMHAEKap6o- L-OpHuUruH = nyTpecuyH + L-OpHUTWH-

Kcunasa co2 Kapbokcunmnasa

41118  JnsnHgekapbokeuna- L-SIM3MH = KafoBepUH + L-JIM3nH -KapGOKCH-

3a co2 nmasa

41213  ®dpykTo3obuchoc- 0-®pyxTwo™l,6-6ucthoctar =  O-dpykT030-1,6-

thaT-anbaonasa D-puruapokcnatgTondootar + - 6ucdocdart
D-rnvuepanbaervg-3-thocdiar  D-ramuepanbge! na-3-
(hocehar-nmasa
4.1.3.7 LinTpar-cuHrasa Uutpatr + CoA = auetmn- Liutpat-
CoA -1 HiO + okcanoauerar  okcanoatietaT-n1asa
4214 Lurpar-gerngpatasa  1(utpar-T/mc-vkommtar! HD 11u|pat-rugponuasa
5. 3omepasbl. 130mMepasbl KatanusupyroT U30MEePHbIe NpeBpaLleHus,

MPOUCXOAALLME B Mpefenax 04HOM MoseKybl. Mogknaccamu M3oMmepas siB-
NAITCA palemasbl 1 3nMMepasbl, LLMC-TPaHC-M30Mepasbl, BHYTPUMONEKYISP-
Hble OKCU0PeAYKTa3bl, BHYTPUMO/IEKYNSPHbIE TpaHChepasbl 1 Apyrue.
Pauemasbl 1 3NMMepasbl KaTaM3MpyoT NMG0 paleMusaLmio, 1n6o anu-
Mepu3aLMIo LIeHTpa acCMMETPUK, U NoApasae/eHbl No cy6eTpaTaM: aMUHOKIC-
10T, FTMAPOKCUKMCIIOT, YT/IEBOAI0B U UX MPOU3BOAHbIX U PYTaX COeAMHEHUA.
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Linc-TpaHc-n3oMepasbl KaTannsmupyoT NepecTpoiiky Npu 4BONHbIX CBA3AX.

MpuMepbl U30Mepas:

Kgﬂ;ﬁg” PekomeHfyemoe

(wmchp) (pabouee) Ha3BaHWe

5111 AnaHMHpaLemasa

5121 Nakratpatemasa

5131 Pubynosotocdar-
3-anvmepasa

5211 ManeuHart-
n3omepasa

5.3.1.9 "ntoko3odocda rv-
30Mepasa

BHYTpUMONEKYNsipHble  OKCUAOPEAYKTa3bl

Peakups

L-AnaHuH = D-ananwr
L-NakTar = D-naktar
0-Pu6o3o-5-tpocpatr = D-
Kcunyno3o-5-ocgar
ManenHat = (pymapat

D-rnoko30-0 ¢ucgal = D-
(hpyKro3o-6-gocar

OcHoBaHuWe Knaccugumka-
Lmu (cuctematunyeckoe
Ha3BaHue)
AnaHuHpaLiemasa
NakuHrpatemasa
0-Pubyno3so-5-thoctar
3-anumMepasa
ManeiiHa l-ume-TpaT
n3omMepasa
D-[ntoko30-6-docgar
KeTo/nm3omepasa

KaTa/IM3UpyrT OKUCNEHNE

O/HOI YacTW M BOCCTAHOB/IEHWE BTOPO 4YacTu Mofekynbl. B aTOT nogknacc
BXOAAT (hepMeHTbI, KaTanu3upylowue npespalleHne ambio3 B KeTo3bl, U Ha-
060pOT, B3aUMONPEBPALLEHNA KETOHHBIX WU EHOMBbHBIX rpynn (TayTomepasbl),
nepemeLLeHmne agoliHoii C = C n S—S cBA3eid 13.04HOFO NONOXEHNS B APYTOe.

BHyTpuMonekynspHole TpaHcdepasbl( (MyTasbl) KaTtanusupyoT nepe-
HOC auunibHbIX, POChOo-, aMUHO- U APYTUX FPYRN 13 OAHOIO MOMOXEHUS B

MONeKy/ie B ApYroe.
6.

Nurasbl (cuHTeTasbl). J/lurasbl KaTannsvpyoT peakuun coefnHe-
HWUA 0BYX MONEKY/, CONPSXKEHHble-C FUApPonu3oMm ATP unu aHanormyHoro
HyKneosugTpugochara. Obpasyemble NPU 9TOM CBA3M 4aCcTO ABMAIOTCS Bbl-
COKO3HEPreTUYecKUMU (Makpoapruyecknummn). B pekoMeH0BaHHbIX Ha3Ba-
HUAX NPUMEHAETCA TEPMUH «CUHTETa3a».
Ha nogknaccel nnrasel fenaTca no 06pa3soBaHHbIM UMW XUMUYECKUM
ceasam: C-0O, C-S, CN, C C, docthoathmpHbIM.
Mpumepsbl nuras (cuHTeTas):

Peakuua

+ L-AnaHnH =

L-anaHuH-

OcHoBaHue Knac-
cumrkaLmm
(cuctemaTuyeckoe
Ha3BaHue)
L-AnaHuH: TPHK

Koposblii  PekomeHgye-
vomep  Moe (pabouee)
(wmdpp) Ha3BaHwe
6.1.1.7  Ananun- ATP
TPHK-cUHTE-
Tasa
6.2.1.3 Aunn-CoA-
CUHTETa3a
6.3.1.2 I nyTamMuH-
CUHTerasa
6.3.2.11. KapHO3uH-
enHTeTasa
6.4 11 MupysaTKap-
6okcunasa

TP([KMa + nupodocdat

ATP + kucnota 1 CoA —AMP +
aumn-CoA + nupodocat

ATP HL-Tnytaman NH3= aDP + op-
Tothocart + L-rnytamMuH

ATP + L-ructvguH + |l-anaHuvH =
AMP -1 nupodocat + KapHO3UH

ATP + nwupysar + COj + H20
=opTodocgar+ okcanoaleTar
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nurasa  (o6pasyto-
was AMP)
Kucrora; CoA nurasa
(o6pasytoLiasn AMP)
L-Fnytamw.  am-
Muak nurasa (06-
pasytowas ADP)
L-Mvetnann: - (3-ana-
HWH nwurasa (o6pa-
3yrowas AMP)
Mupysat: [ABYOKMCH
yrnepoga  fwmrasa
(o6pasytoLLias ADP)



6. BUTAMWHDBI

BuTaMuWHbl  3TO He3aMeHUMble XXU3HEHHO BaXXHble (aKTopbl NuUTa-
HUSA, HeobXoAMMble B HEBONLLLMX KOIMYECTBAX IO CPaBHEHUIO C YrNeBoja-
MK, 6enkamm n naunugamu. OHW NpeacT aBAAOT cOB0I opraHnyeckne coeam-
HEHWS PasNNYHON XMMWUYECKO NpUpoAbl. MHOMMe BUTaMUHbI MCMOMb3YHOTCA
Ana 6UOCMHTE3a KOepMEHTOB, TOPMOHOB 1 CUTHA/IbHbLIX BELLLECTB.

Bonee 250 neT ToMy Hasaf 6bls10 U3BECTHO, YTO LMHIa, KOTOpol 6one-
NN B OCHOBHOM MOPEN/iaBaTesiv, CBs3aHa C HapyLleHneM NuTaHus.

B 1880 r. pycckuit yueHblit H.W. JIYHWH B OMbITax Ha MbllWax JoKasas,
4TO A1 MOALEPXKaHUA XWU3HW KPOME OCHOBHbIX KOMMOHEHTOB —YI/IEBO/OB,
6e/KOB, XV1POB U MWHEPa/IbHbIX COMEN, HeO6XOAMMBI eLLe KaKMe-TO.(haKTopbI.

B koHue XVIII cToneTns TbicA4M MOPAKOB AMOHCKOr0 (/10Ta 6onenmn un
MHOI1e yMUpanu oT TanHCTBEHHOW B TO Bpems 60ne3Hn «6epu-6epm». 3a-
ragkoi 6bi10 TO, YTO MOPSKU APYrUX CTPaH 3TOW.60Me3Hbl0 He 6Gonenu.
B 1882 r. anoHckuit mopckoii Bpay KaHernpo Takaku 06Hapyxwms, 4To 3a-
MeHa OY/LLIEHHOro puca, OCHOBHOIO MPOAyKTa MUTaHUA MOPSKOB, HEoYu-
LLEEHHbIM PUCOM He TO/IbKO M3/1IeYMBAET, HO U MPefOTBPALLAET ee Pa3BUTHE.

lonnaHACKWIA TIOPEMHBIA Bpad JiiKMaHH-Ha ocTpoBe f1Ba B 1896 .
Habnogan 3abonesaHve NogobHoe Ha Bepu<6epn y Kyp, KOTOPbIX KOPMWAM
MULLEBLIMU OTXOAAMU U3 OYULLIEHHOT O prica.

Ha BO3HMKHOBEHVE onpefeNieHHbIX 3a60M1eBaHNiA MpyU 04HOCTOPOHHEM
nUTaHUW yKasbiBan pycckuii natodusnonorB.B. MawyTtuH B 1902 roay.

B 1909 r. HemeUKuit yyeHblid Crain nokasan, YT0 KOPM/EHWUE MblLei
YepHbIM X/1e60M Nocne IKCTPakLMn CANPTOM UM 3PMPOM NPUBOAMIO K T16enm
MOAOMbITHLIX XVBOTHBIX, B TO BPEMSA KaK CMMPTOBbIE W 3PUPHbIE 3KCTPaKTbI
npefoTBpawann ux ot rméenn. ABTOpoM 6bin ChenaH BbIBOA, YTO C XMpamu
JKCTparupyerics kakoe-T0-BELLECTBO, HEOOXOAVMMOE A/151 XKU3HeeATeNIbHOCTH, U
Ha3Ba/1 ero (pakTopom A, BMOC/IECTBMAMN U3BECTHBIV KaK BUTaMUH A.

B 1912 r. NonsCKMAy4eHbIin K. @yHK yCTaHOBWI, UTO BbITSXKKA U3 OTpY-
Geli puca npefoTBpaLLaeT pa3BuTHe 3a60neBaHNa 6epu-6epn. M3 BbITSHKKK Mo-
NYyYun/ BELLECTBO, CofieprKaLliee aMUHOTPYNMy, W BBE/T TEPMUH «BUTaMUHbI»
(amuHBI XK13HW). BrocneacTBM 0Kasaiochb, YTO MHOTME BUTAMUHBI He cofep-
»KaT He TO/IbKO aMUHOrpynMnbl, HO U atoMa a30Ta, 0fHaKo, TEPMUH «BUTAMUHbI»
BOLLIE/T B:HAYKY M NPaKTUKY W LUMPOKO UCMOMb3YeTCs B MUPOBOI UTepanype.

B 1922 r. H.[. 3enMHCKWiA BbicKasan MpeanosiokeHne, YTO BUTaMUHbI
BXOAAT B COCTaB (DEPMEHTOB, BbIMONHAOWMX KaTaIMTUYECKNE (DYHKLMN B
OpraHu3Me XXMBOTHbIX U PaCTEHWIA.

HomenknaTypa w knaccuukaumsa. [lepBoHayaibHO BUTaMUHaM
(thakTopam nuTaHMsa) AaBann GYKBEHHble Ha3BaHWUSA NATUHCKOTO andaBuTa —
A, B, C, A, EunT.n. 3aTem cTanu fasaTb LONOMHUTENbHbIE, TaK Ha3blBaEMble
6uonornyeckre, HasgaHus, no Tem 60/1e3HAM, pPa3BUTNE KOTOPbIX OHU Mpe-
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oynpexgatot. C U3yyeHMeM XUMUYECKOro coCTaBa U YCTaHOBNEHWEM XUMU-
4eCKO CTPYKTYPbl NOSBUANCH XUMWYECKMNE HA3BaHMA.

Knaccugpmkauma BUTAMWHOB OCHOBbLIBAETCA Ha WX pPacTBOPUMOCTMW.

Mo pacTBOPMMOCTU BUTaMUHBI NOAPA3AENAT Ha XXMPOPaCcTBOPUMbIe
(nuriogunbHbIE) ¥ BOAOPACTBOPUMbIE (TMAPOQPUbHBIE).

MpoBMTamMuHbl - MpefwecTBEHHUKN BUTAMWHOB, T.e. BELLECTBA U3
KOTOpbIX 06pasytoTcs BUTaMUHbI.

FMNoBMTaMNHO3 —peakLmsa opraHnu3ma Ha Hef,oCTaTO4HOE MOCTyne-
HYe (CoAep>kaHune) Toro WAy MHOro BUTaMMHA C HapyLLEeHNEM OonpefeneHHbIX
3BeHbeB 0OMeHa BELLEeCTB.

ABWTAMWHO3 - peakLus opraHusma Ha OTCYTCTBME OMpefiesIeHHOro
BUTaMWMHA C rNy60KUM HapylleHneM o6MeHa BelleCTB U pa3BUTMEM Cheuu-
(hnueckmx 3abonesaHnii. MoryT BCTpeyatbCs rHOANFUNOBUTAMUHO3bLI U NO-
NNaBUTaMMUHO3bI. B CBA3W C 3TUM MOABUNOCHL U3peyeHune: «IpucyTcTeune Bu-
TaMWHOB MOXXHO 0GHApYXWTb MO UX OTCYTCTBUION.

FMnepBTaMMHO3 peakuus opraHu3ma Ha U3ObITOK BUTAMUHOB, Be-
[yLan K HapyLUeHWIO MeTabonm3ma n passBUTUI0 CRELUpUYECKUX CUMMNTOMOB.
Jpyrvmn cnoBamu 370 TOKCMYeCKOe feiiCTBUMe BMTaMWHOB. [MMepBMTaMUHO3
onwucaH 15 BUTaMMHOB A 1 D, KOTOpbIe He aCKPETMPYIOTCA 13 OpraHu3ma.

XXunpopacTsopuMble (MUNOMUILHBIE) BUTaMUHbI. OCHOBHbLIMU XW-
popacTBOPMMbIMU BUTaMUHaMU ABAAIOTCS BUTamMuHbl A, D, E, K n F. 110
XVIMWUYECKO Mpupofe NUrioduibHble BUTAMUHbI MpPeACTaBAsloT coboi Tu-
NUYHbIE TUNNABI.

BuTamuH A (peTUHON, aHTUKCePOhTaNbMUYECKNI (hakTop). ButamumH
A BHauasne Bble/IeH 13 pbI6bLEro XMpa U Ha3BaH PeTUHONOM 3a y4yacTue B
XUMUYECKNX peakuusax, NPoucXofawmnx B oTopeLenTopax, PacrofoxeH-
HbIX B peTuHe (ceTyaTke) rnasa. B opraHu3me pacTeHWin BUTaMuHa A HeT, a
MMelTCA KapoTuHomabl (a-, P- 1 7-kapoTWHbI), Hanbonee pacnpocTpaHeH-
HbIM M3 HUX ABNSETCA P-KapoTWH. p-KapcTuH npefcTaBnsieT coboii Hempe-
LenbHbl yrnesogopos (Cao), COCTOAWMIA U3 ABYX P-MOHOHOBBIX LMK/IOB, CO-
eIMHEHHBIX YeTbIPbMS 0CTaTKaMu U30MNpeHa.

Y KMBOTHbIX W Ye0BEKA B C/IM3NCTON TOHKOI0 KULWEYHMKA, NeYeHn 1
NaKTUPYIOLLEN MO/IOYHON Kefle3e COAEPXUTCA (PepMeHT p-kapoTuH 15,15-
[NOKCUFEHa3a, KOTopas KaTanm3upyeT OKWUCIWUTENbHOE paclienneHve p-
KapoTuHa ¢ o6pa3oBaHMeM [ABYX MOMEKYN peTuHana. PeTuHanb MoXer BOC-
CTaHaB/MBaTbCA A0 peTuHona (BMTaMuHa Ai) U OKUCNATCA A0 PETUHOEBOW
K1cnoTbl Mcnonb3oBaHne KapoTUHA Y pa3HbiX BUAOB XUBOTHbIX HeOfWHa-
KoBO TMN0TOSAHBIE HE MOTYT UCMO/b30Barb KapoTUH M3-3a OTCYTCTBUA B Op-
raHusme QepmeHTa p-KapoTUH-1545-anokcureHasbl. OOHapyXeHO WHTe-
PECHOE fIBIEHNE MEXAY MOPCKMMMW 1 NPECHOBOAHbIMMW pblbamu. XKup neyeHn
MPeCHOBOAHbIX Pbl6 COAEPXUT peTuHOoN (BUTaMUH A,) W LernapopeTuHON
(BuTamuH A2), a B neyeHU pbi6, 06MTAIOWMX B CONEHOW BOAE OOHApPY>KEH
TOJIbKO PeTUHON (BUTAMUH Al).
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p-KapoTaH

PervHanb

Y GOMbLUMHCTBA BbICLLIMX XXUBOTHbIX Mpeo6nafaeT BUTaMuH A], KOTOpbIA B
OpraHu3me KpbiC B [jBa pa3a akTWBHee BUTaMuHa A2. B Monekynax BUTamu-
HOB Ai 1 A2Bce [1BOiiHble CBA3W HAXOAATCS B./VPSAHC-KOH(UIypaLmu.

HX CHz 243 TH3
NKanra Y /I C H 20H

CH3
PeTuHON-(BUTaMuH Aj)

[OeranpopeTtuHon (BuTamunH A2)

Ona. pasnmunii 6AM3KNX MO CTPYKTYPe COeAMHEHWI, NPOSBAAIOLLMX
o6Lwue 61M0N0rMYeCKMe CBONCTBA, HO MOPOA He OAMHAKOBYIKD aKTUBHOCTb,
BBefleH TEPMUH «BUTaMepbl». PeTUHON U [ernapopeTUHON ABNAKOTCA BUTA-
mepamu. B nogo6HbIX cnyyasx 4acTo Jat0T rpynnoBble Ha3BaHUA  BUTaMU-
Hbl rpynnbl A, D, Eun 1.4,

Mo xumuyeckoi npupofe BUTaMMH A MpeAcTaBnseT CO60M LyKIMYe-
CKWUIA HenpegenbHbli 0AHOATOMHbIA MepBUYHbIA CNMPT. B opraHusme BuTa-
MWH A MOXET Hax04UTbCA B CMMPTOBOW, anbAernaHON N KNCNOTHOM hopmax.
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PeTnHoeBas KucnoTa

PeTuHON B BUAe CNOXHbIX 3MPOB, B OCHOBHOM C NaJibMUTMHOBON Ku-
CMOTON, AeNOHMPYETCA B NeyeHW. PeTWHanb NPUHUMAET yHacTue B 3pUTesb-
HOM aKTe, a PEeTMHOEeBas KWC/OTa BbINOMHAET (YHKUUM akTopa pocTa,
obecneurBas NpoLecchbl PassuTUsA 1 gudhepeHLMpoBKY: TKaHeid. ButammnH A
NPUHUMAET aKTUBHOE y4acTue B PenpofyKTVBHbIX MPOLeccax.

MexaHu3sM 3pUTENLHOro BOCNPUATUA WM3YYEH HA MOMEKYNAPHOM
ypoBHe. B ceTywurke rnasa no3BOHOYHbLIX COLEPXUTCA Ba BUAA (hOTOpeLien-
TOPHBIX KNETOK - MaslovyKn 1 KONGOUKMU.

B nanoukax n Kon6oukax HaxoAUTCH CBETQUYBCTBUTE/NbHbI 6€1KOBO-
NUNUAHBIA KOMMNIEKC - POAOMCUH, COCTOAWMI N3 PeTUHAMb-CBA3bIBAIOLLENO
6enka oncuHa u 11-2uc-peTmHans.

MpepfluecTBeHHNKOM 1l-j/uc-pernHana sBnseTcs TpaHC-peTToM, Ko-
TOpbIi npeBpawaeTcs B 1\-uuc-peTuHanb B fBa 3Tana. CHayana nog fgencr-
BYEM (hepMeHTa PETMHONAErnApOoreHassl, KOhepMEeHTOM KOTOPOW sBNseTCs
NADP+ npoucxouT OKUCNEHUE /MpaHC-PETUHONA B TpaHC-permHanb. 3atem
peTVHanbK13oMepasa KaTanusupyeTM3oMeprn3aLnio 4BOMHON CBA3M Mexay 11
n 12 atomamu yrnepoga.n3 /MpaHc-rionoXxeHus B i/Mc-nosoxexune. Boicokue
XpomodiopHble cBoiicTBa 11-r/mMc-peTuHans 06yCOBAEHbl CONPSXKEHHON cuc-
1eMoii, CNOCOBHON NEPEHOCUTH 3NEKTPOHBI.

Kon6oukn OYHKLMOHMPYIOT Ha APKOM CBETY M OTBETCTBEHHbI 3a BOC-
npusATHe LBeTa, & Nasoykn BOCMPUHUMAIOT CNabblii CBET M HEUYBCTBUTENbHbI
K UuBeTy. B ceTuaTke rnasa 4esioBeka COAepXuUTca 3 MWUNIMOHA KONBOYeK
n 1 Munnuvapf nanoyek, KoTopble NpeobpasytoT 3HEPruio cBeTa B cneuupu-
Yeckoe [BV)XXEHVEe aTOMOB B MOJIEKYNle CBETOYYBCTBUTE/ILHONO XPOMOMpPO-
TEeMHa—pPOAONCKHa, a 3aTeM B HEPBHbIA UMNY/bC.

Manoykn n Konboukn 06pasytoT CMHaNCbl ¢ GUNONAPHBIMU KNETKaMu,
KOTOpble -B3aVIMOENCTBYIOT C APYTMMU HEPBHbIMW KMETKaMn B CeTyaTKe.
JNeKTpUYecKne CUrHasbl, reHepupoBaHHble POTOPELENTOPHLIMU KIETKaMU,
npeo6pasytoTcs, NPOX0As MO CIOXHON CeTW HepBHbLIX KNETOK, B CeTyaTke, a
3aremM Mo 3puTeNlbHbIM HepBaM NepejaroTcs B MO3T.

B cocTtaB pofoncuHa nanoyek BXOAUT OfMH BUJ OMCKHA, & B KON6OY-
Kax MMeeTcd TpU BuAa OMCWUHA, KOTOpble 06pa3ytoT peTuHanb-0ncuHOBbIE
KOMM/IEKCbI, BOCMPUHMUMAaLOLLMe FONy6O0i, KPacHbI 1 3eNeHblli LBET.

Monekyna 11-r/vc-peTuHans KoBa/eHTHO CBsi3aHa Yepe3 Wnhoso oc-
HOBaHWe MeXay anbfAernfHoi rpynnoii ¢ e-aMMHOrpynnol ocTaTka im3nHa B
oncwvHe. MornoweHne MONEKYN0 PoOAONCUHA KBaHTa CBeTa MHAYLMpYeT ¢o-
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Touzomepusauuo  11-r/Mc-peTuHans B MOJSHOCTbIO-AMPAHC-PETUHANL, U 3TO
ABNSIETCS MYCKOBbIM MEXaHW3MOM 3pPUTENIbHOTO BOCMPUATHUS.

H PeTtuHanbusomepasa

CH3 TpaHc-pernHans

CH3

11-Z/nc-peTrHanb YH

OGpasytoLyuiics Npu 3TOM MPOMEXYTOUHbIA NPoAYKT hoToNM3a 6aTo-
POLONCUH COLEPXNT HaNPSKEHHbI MOMHOCTLIO-TPAHC-peTUHANDb. [anee u
XpOMOGhop peTuHanb 1 6e/10K ORCUH NPOLO/KAIOT N3MEHSTH CBOM KOH(OMa-
UMM ¢ 06pa3oBaHMEM MPOMEXYTOUHbLIX MPOAYKTOB C Pas/MUHbIMU CreK-
TpasbHbIMU CBOWCTBAMN:

PoponierH MK~ BaropogoncuH  He>  JliommpogoncuH J«KC_ MeTapogorncuH |

(500 Hm) Caer. (543 Hm) (497 Hm) (480 HM)
MC
OoncuH +
MoNHOCTLIO-TPOHC-  LLIC MeTapogoncyH M
pervHasb (380 HM) (380 Hw)

Mepexon oT meTapofoncuHa 1 K metapofoncuHy Il conpoBoxaaetcs
[enpoTOHUPOBaHMEM LUM((OBa OCHOBaHMS, YTO, B CBOK 0Yepedb, BedeT K
rmgponunsy metapogoncuHa ll ¢ 06pa3oBaH1emM OncuHa 1 MoHOCTbIO-TpPaHe-
petTuHans. 'maponus wndgoBa OCHOBaHMS MO CpPaBHEHWUIO C (POTO/M3OM

NpOTEKaeT o4eHb MeANeHHO WU He Urpaet HUKaKoW ponn B reHepnposaHUn
HEPBHOro nMmnynbca.

110



< ° + ii2n - (CH24- HD +

11 -//bIc-peTnHanb H OonenH

INC. —

YH-(CH24-
PogoncuH (] 1-r/mc-petuHans) H

Ceet

+(CMN24 0

PogoncuH (/vipavc-peTuHanb)

Puc. 6.1. Cxema 6MOCMHTe3a POAONCUHA 1N U30Mepu3aumm 11-yuc-
peTuHans B NOJTHOE IbIO-/APAHC-peTUHANb B MOJIEKYe POSONCHHA.

MONHOCTBIO-UFPFLUF-PETMHANL B TEMHOTE M0J AEACTBUMEM PeTUHANbU-
30Mepasbl Npespalyaerca B -r*Mc-peTaHanb, KOTOPbIA CHOBa BCTYNaeT B pe-
aKLMo € ONCUHOM € 06pa3oBaHMeM pofoncuHa. 3puTenbHbIli NPoLEecc HOCUT
LMKIMYeckuii xapakrep (pwvc. 6.2).

3puTenbHbI ApoLecc Ha MOMIEKYSPHOM YPOBHE CBOAMTCS K Perynsp-
HOMY NOBTOPEHWIO LNC-TpaHC-n3oMepu3aLnn peTuHansa u reHepaunum anek-
TPUYECKUX. MOTEHLMAMO0B, aKTUBMPYIOLWMX HepBHYIO cucTemy. LiMkn 3pu-
TeNIbHOT0 'BOCNPUATMS 3aBepLuaeTcs pereHepauueid 11-r/r/c-peTuHans, Heob-
XOAWMOrO. find MOBTOPHOro o6pas3oBaHus pofoncuHa. [MoTtepm 11-uuc-
peTuHans B npoLiecce MeTab0/M3mMa BOCMNOMHAIOTCA 3a CYET KapoTUHA NULLN.

CnefyeT OTMETUTb, YTO B NPOLLECCE 3PUTENBHOMO aKkTa B reHepupoBa-
HUK, YCUNIEHVN U Nepefaye HEPBHOTO UMMY/bCa NPUHUMAIOT y4acTue Lenblii
PAL ApYrux (akTopoB, Takux, Kak 6enok TpaHcayuumH, GTP, c-GMP,
(Na++ K9-ATP-a3a, noHbl Na, Ca, rnytamar v pyrue meimatopsl.

ButamuH A BXOOUT B COCTaB K/ETOYHBIX U CYOKNETOUYHBIX MemObpaH,
NMPUHUMAET YyyacTue B OKWUCIWUTE/IbHO-BOCCTAHOBUTENbHBLIX MNpoLeccax,
TPaHCMNopTe YrneBofoB, 6OCUHTE3E HYKIEMHOBLIX KACOT U GE/IKOB.



PogoncuH

PetuHon
Bo36y>aeHve
HepBa
MonHocTblo-Tpc/He- -Tp«UC-PeETUNANL
PETUHA b
OnenH

PeTtuHanbu3omepasa (PU)
Puc. 6.2. Cxema npeBpaLleHunii pogoncrHa Nnpu 3puTeibHOM - aKTe.

HepocTaTok BuTaMuHa A B OpraHusme XXMBOTHbLIX NMPUBOAUT K Hapy-
LLIEHNIO POCTa U Pa3BUTUSA, COMPOBOXAAETCA CHUXEHUEM UMMYHWUTETa, YTO
COMPOBOXAAeTCH UHMEKLNOHHBIMY 3ab0NeBaHMAMN 1 ‘OCO6eHHO Ty6epKye-
30M. Y ntofei Of4HUM W3 paHHWUX CUMNTOMOB A-BUTAMUHHOW HeJ0CTAaTOYHO-
CTU ABNAETCA «KypWHasa crienoTta». ABUTaAMWHO3 BEAET K pasBUTUIO KCepod-
TaNbMWW, a B TAKENbIX CyYasaX K KepaToManaumm.

W36bITOK BUTaMmHa A 0Ka3blBaeT TOKCUYECKOE JeCTBME Ha OPraHn3Mm.

ButamunH D (Kanbunepon, aHTUPaxUTUYecKnii thakTop). ButamuHel
rpynnel D ABNAOTCA NMPOM3BOAHLIMU CTepongos. 13BecTHO 6Gonee aecatu
MPOV3BOAHbLIX, 06NaAatoLW X B TOW WAW MHOW Mepe D-BUTaMUHHOW aKTUBHO-
CTbl0, HO BMONOTNYECKOe 3HaYeHWe ANS KMBOTHBIX W YE/OBEKA VMET BU-
TaMuHbl 1>, 1 D3,

OfuH 13 Hanmbonee MHTEPECHbLIX acnekToB 6GUMOXMMUK 3TUX BUTAMM-
HOB COCTOMT B TOM, YTO OHW 06pa3yoTCA U3 CTEPUHOBBIX MPeLLLIECTBEHHN-
KOB npu Y ®-06nyyeHnn. B pacteHnax cogepXuTca npoBMTamMuH —aprocre-
pon, KOTOpbIil NpeBpaLLaeTcs B BUTaMuH D2.

B opraHusme XWBOTHBIX 1 YenoBeka BUTaMuH D3(xonekanbLmudepon)
obpasyeTcs B KOXE U3 NPOBMTaMWHA —7-ferMapoxonectepona, KoTopblid, B
CBOIO 0Yepefib, CUHTe3NPYeTCs U3 X0NecTepona.

Xonekanbuuydepon, NOCTyNWB B MeyeHb, MO4 BO3AENCTBMEM TMApO-
KCunasbl, NpU yyactum monekynapHoro kucnopoga u NADPH, rugpokcunu-
pyeTtcs no 25 aTtomy ynepoga c obpa3oBaHMeEM 25-
rupokcuxonekansumavona (kansuugmona, 25(0H)D3J).

25-I'napoKcmMxoneKkanbUnanon B noykax rugpokcunmpyetcs no 1aro-
My yrnepoga ¢ obpasoBaHuem 1,25-guruapokcuxonekansuugepona (Kanb-
umtpuona, 1,25(0H)2 D3). KanbUUTpUMON Ha reHHOM YpPOBHe WHAyuUUpyeT
61oCKHTE3 KanbLWiicBA3bIBaIOLWEro 6enKa B CAMSNCTOW TOHKOr0 OTAena Ku-
LIeYHNKa, TeM caMblM 06ecneymBasn BCcacbiBaHWe KanbLms 1 ocdopa.
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3procTepon Sprokanbumgepon (ButamuH D2)

AKTUBHOCTb thepmeHTa rMApoKcuassl (kanbungnon-1-
MOHOOKCWIeHa3bl) B NOYKax perynmpyercs-napaTtropMOHOM, KOTOPbIA CUH-
TesnpyeTca B MapawuToBUAHbIX Xene3ax B OTBET Ha HW3KWI YPOBEHb LMp-
Ky/NMPYIOLLEro KanbLus B OpraHmsme. B npucyTCTBMM A0OCTATOYHOIO YPOBHS
Kanbums 25(0OH)D3npeBpalyaeTcs B HEaKTUBHbIA MeTabonut 24,24(0H)2D3.

B KOCTHOW TKaHW B3pOCNOro’ YenoBeKa COAEPXKMUTCA MPUMEPHO 1 Kr
Ka/bLys, rnaBHbIM 06pa3soM B BWAe HEpPacTBOPMMbIX (ochaToB KanbLus
(rugpokcunanatuta-Cak "PO*OH)/ n kap6oHarranaruta-Calo(P0 4)6C0 3).
B pesynbTarte aKTMBHOCTU 0CTE06/1aCTOB —KOCTE06Pa3yoLLNX KIETOK U OC-
TEOK/1acToB, paspyLlaloLMX KOCTHYIO TKaHb, KanbLuii NOCTOAHHO OTKMafbl-
BAETCA U BbIMbIBAETCS U3 KOCTHOMN TKaHM.

Kanbuutpuron (1,25(0H)2 D3) npeactaBnseT coboil rOpMOH MOTOMY,
YTO OH TPAHCMOPTUPYETCH U3 MOYEK B KINETKU-MULLEHW, VMEIOLLME KNeTou-
Hble pPeLenTopbl, aHaNO0rMyHble TUMNYHLIM CTEPOUAHBIM FOPMOHAM. TakuM
o6pasom, 1,25-guruapokcuxonekanbuyudepon CTUMYNMPYeT BCAaCbiBaHWE W
TPaHCNOPT KanbLMs U3 KNeTOK FOHKOro OTAeNa KMLWeYHUKa U NoBbIWaeT oT-
NOXEHWE Kanblys ocTeobnactamu.

HegocTaTok KanbuMTpronay MONOAbIX XWBOTHbIX, NTEHLOB U feTeit
NPUBOAUT K 3a60N1eBaHNI0 paxuMTOM, y B3pOC/bIX - OcTeomansauum. OTpuua-
TeNbHBIA" 6anaHc Mexay npoueccaMi OTNOXKEHWS W BbIMbIBAHWUS KabLng,
0CO6EHHO B MOXW/IOM BO3pacTe, Bbi3blBaeT 3a60/1eBaHNe OCTErOPo3.

BrocrHTeTNYECKME MPOLIECChl B KOXE He Bcerga MoryTt obecneuunTtb
noTpebHOCTHN opraHn3ma B BuTamuHe D3 B TakoM cnydvae BTopas Heob6xoau-
Mas yacTb BUTaMuHa D3 MOXeT NocTynaTb B OPraHn3M € NpoAgyKTaMu nuTa-
HWA. ButamuH D, cofiepXXuTcs B MONIOKE, Macne, B neveHu pbib (pbibbeM Xu-
pe) 1 4pyrux NpoAyKTax XXMBOTHOrO NPOUCXOXAEHUS.
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25-T'napokeyxonekansLygepon 1,25-AnrnapokcuxonekansLmgepon
(kanbLmayon) (kanbumnTpUON)
Puc. 6.3. Cxema 6M0CHMHTE3a KasibLuMTpurona.

BuramuH E (Tokoepon). ButamuHbl rpynnel E Ha3biBalOT TOKO(e-
ponamu, MoCKO/IbKY BCE OHW COAEPXXaT YrNepoAHblii CKkeneT Tokona. Tokon
(hopManbHO MOXHO PaccMaTpuBaTh Kak MpOW3BOAHOE TMAPOXMHOHA U W30-
npeHa.

BOMbLIMHCTBO M3 M3BECTHbIX TOKO(EPONOB COAEPXKAT HACbILEHHYIO
60KOBYIO Lienb TOKONa (pagukan uTona), XoTa e-TOKO(eo COAEPXUT Tpu
HeconpsXenHble ABOlHble CBA3W B GOKOBOM Lenu. Hanbonee pacrnpocTpa-
HEHHbIMW B NPUPOJE ABNAIOTCA a-, P- ny-TOKO(eposbl.
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CaMbIM aKTUMBHbIM W3 HUX fBAseTcA a-Tokogepon (2, 5, 7, 8-
TeTpametun-2-(4', 8, 12'-tpumeNntpugeunn)-6-mapokcuxpomaH). CuHTe-
TUYECKMN a-TOKO(EepOo NonyyeH u3 TPUMETUATMAPOXUHOHA U PUTONA.

CH3 a-Tokothepon

Ctpyktypa {3 # y-TOKO(EPONOB OT/IMYAETCA= OT CTPOEHMA
a-TOKo(hepona Tem, 4To OHW B 6EH30/ILHOM KO/bLIE COAEPXKAT He Tpu, a fBa
MeTanbHbIX pagukana. B p-Tokotepone MeTanbHble rpynmbl pacnofnoXeHsl y
51 8, ayy-Tokoeponay 7 1 8 aTOMOB yrnepoga.

Uto Kacaetcs 61M0MOrMYECKO PONN U MexaHn3ma AeiCcTBUS BUTaMu-
HOB rpynnsl E, To 0nroe Bpems OHW 6blv OKYTaHbl TailHoW. B TO e Bpems
UM NPUNKUCLIBANN MHOTUE YAUBUTENbHbIE IPGEKTHI, Takne, Kak Cnoco6HOCTb
CHUMAaTb Y a/IKOTO/IMKOB TATY K AbSBOJILCKOMY 3eNbto, U3NneymsaTb 6ecnno-
[ve, 3aMeANaTb NPOLECCHI CTapeHns opraHu3ma.

B 1926 r. 9BaHc (Evans) Habntofan, YTo KpbICbl, KOTOPbLIX COAepXan
Ha guete, JIVWeHHON BUTaMUHa E, Tepsnnm cnocobHOCTb K PasMHOXEHMIO.
UTo KacaeTcs ApYruX XWBOTHBIX, TO 3TOT BOMPOC OCTAeTCA HEPELUEHHBIM MO
HacTosLLEee BPeMS. Y YefloBEKa HU FUNOBUTaMWUHO3a, HU aBuTaMuUHO3a E 06-
HapyXWTb He yAanocb. Y. 06e3bsH npy aBuTaMUHO3e E BO3HMKaeT MblLley-
Has guctpotuna n aHemus. FloATBEPXKAEHHbIM (DAKTOM ABNASETCS TO, YTO TO-
Kohepos1 He06X0AMM ANA PENPOAYKLUN TPbI3YHOB.

ButamMmnH E (YHKUMOHMPYET B OpraHM3Me Kak MepeHoCHUK 31eKTpo-
HOB B OKWC/INTE/IbHO-BOCCTAHOBUTE/bHBIX peakumax. Hapsgy ¢ ackopbuHo-
BOV KUCNMOTOW W [JlyTaTVOHOM BUTamMWH E ABNseTCcA BaKHeWWuUM BHYTpW-
KNETOYHbIM aHTUOKCMAAHTOM. OH TOPMO3UT NEPOKCUAHOE OKUCTIEHWE NUMKU-
[,0B, 0CO6eHHO (hochaaunnrnnLeponoB KNeToUHbIX MeMbpaH, BUTaMuHa A.
O6pa3soBaHue NepoKCU0B MNNL0B MeM6pPaH MOXET, B CBOKO 04epefb, Npu-
BECTW K OKMCNEHNIO MeMBpaHHbIX 6enkoB. Takoe paspyLLmnTebHOe AeACTBMUE
Ha MepBOM 3Tane CBA3aHO C MpeBpaLleHNeM NepoKCUoB NUMNUAOB B NEPOK-
CUA-pagnKanbl - BbICOKOPEAaKLMOHHbIEe areHTbl. ButamuH E npuHumaet yya-
CTve B [AeTOKCMKauuu nepokcupa sofopofa (H2 2, cynepokcugaHWoH-
pagukana (02 ') u gpyrux akTuBHbIX opM kucnopoga (APK).

TpaBoAfHbIE XXMBOTHble 60Mee YyBCTBUTENbHbI K HEefOCTaTKy BUTa-
MuHa E. TKaHW XMBOTHbIX NMpW HegocTaTke BuTamunHa E, ocobeHHO ckenet-
Had 1 cepfeyHas MblLLbl, NOTPEBAAT 3HaUNTeNbHO 6OMbLUE Kucnopoga MNo
CPaBHEHWIO C HOPMa/IbHbIMU, YTO CBA3AHO ¢ MEPOKCUAHBLIM oKuUCieHUeM He-
npegenbHbIX KACNOT NMNUAoB. Mpu 3TOM pasBMBAIOTCA MbiweyHas AUCTPO
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(s, fereHepaTBHblE NPOLECChI B CEPAEYHON MbilLLE, HEKPOTUYECKME NpPo-
LilecCbl B MeyeHn (AUCTPOQUA MedeHun), CTyAHEBUAHbIE OTEKW B MOAKOXHOI
KNeTuaTKe, Xenyake U KULIEYHUKE. MbllleyHas AUCTPOohUsS W3eumBaeTcs
BUTAMUHOM E U ceneHoM. MbllieyHoli gucTpotueid 1 aKccyaaTUBHBIM Auna-
TE30M CTPafalT UbINASTA U YTATA NPW BbICOKOW KOHLEHTPaLMU NePOKCUI0B
1 HeflOCTaTKe BUTAMUHA E 1 ceneHa B KopMmax.

B HacTosiliee Bpems 60/blUOE BHWMaHWe MPUBIEKAET OAHO U3
CBOICTB, NpuMNucbiBaeMoe BUTaMuHy E. CyliecTByeT MHEHUE, YTO OH SIBMiS-
eTCs «3M1EKCUPOM MOMIOA0CTM». COrNAacHO COBPEMEHHBLIM TEOPUAM MPOLIECChI
CTapeHUsi, BbIPOXAEHNUS TKaHel 1 N3MeHeHUs MX PYHKLWIA CBsi3aHbl C NOBbI-
LEHHbIM COfEPXXaHUeM CBOGOAHbLIX PajMKanoB, KOTOpble 06pasylTcs B
npoueccax XusHegesTensHocT. CBO6OAHbIE PafUKabl SBASIOTCS-BECbMA
peakLMOHHOCMOCOGHLIMM YacTLLaMN U MPU BbICOKO KOHLIEHTPaUuu OHU
OYeHb JIEFKO BCTYMAOT B PeaKLMI0 PEKOMBUHALIMY N0 CXEME:

R+R=R-R

Takoro Tuna peakuunm Mexpy Mosnekynamu GenkoB W HYK/IeWHOBbIX
KMNCNOT NPUBOASAT K PAacCTPONCTBY BbIMO/HSEMbIX UMW DYHKLUIA B npoLec-
cax Xu3HefesTeNbHOCTW. B pe3ynbTaTe 3TOr0 K/IETKU MOCTEMEHHO BbIPOX-
[Al0TCH M OTMUPAIOT, YTO B KOHEYHOM WUTOTe NMPUBOAUT K CMepTW BCEro op-
raHM3Ma. ButamuH E BbiCTyrnaeT B KauecTBe /IOBYLUKM paguKanos (puc. 6.4)
M TakuM 06pa3oM MNOAJepXKMBAET KOHLEHTPALMIO PaiuKanoB Ha HU3KOM
YPOBHE M TEM CaMbIM MPEMSATCTBYET UX B3aWMOAECTBUIO APYT C 4PYrOM U
PasBUTUIO HEXENATENbHbIX XMMUYECK/X MPOLECCOB B OPraH13Me XXUBOTHBIX.

Puc. 6.4. CxeMa ralieHus pajukanos a-ToKogheponom.

BuTamuHbI Tpynnbl E NpeacTaBnsioT co6oil YCTOMUMBbIE U LIMPOKO
pacnpocTpaHeHHble B MPUPO/E COeAMHEHUs. MHOro BUTaMuHa E Haxoautcs
B 3apofblllax CeMSH 3M1aK0BbIX KyAbTyp, MSCHbIX NPOAYKTaxX, C/MBOYHOM
macne, XenTke anLl. CaMbiM 60raTbiM MCTOUHMKOM SIBNISIETCS MAcno POCTKOB

116



MweHnLpbl. B )XMBOTHOM opraHu3me Havbonee 6oraTel BUTaMuHoM E cpeg-
HAA AoNg runogusa v nnaueHTa.

ButamuH E f06aBnsioT npu nepepaboTke NUWM ANS NpefoXpaHeHus
nopum.

ButamnH K (aHTuremopparuueckuii aktop). ButammH K oTKpbIT B
1925 1935 rr. B ONbITax Ha UbINAATax, Tak Kak aBuTammHo3 K MOXHO Bbl-
3BaTb TOMIbKO Y LbINAAT 4METON, He CoAepiKallei 3Toro BUTamMmmHa, noaTomy
LbINAAT WWPOKO UCNONb3YIOT B 3KCNEPUMEHTaNbHbIX uccnefosaHuax. Oka-
3an0Cb, YTO 3TOT BUTaMUH HEOOXOAWMM ANA CBEPTbIBAHMA KPOBW"W ero Ha-
3gann Koagulations-vitamin (Hem.), oTctofia U NPOUCXOAWT Ha3BaHWe BU-
TamuH K.

Mo xmmuyeckoin Npupoge BUTaMuHbl Fpynnbl K ABAAOTCA NPOnU3BOA-
HbIMU 2-MeTWUN-1,4-HaTOXMHOHA W Pa3MyYaloTCca KOJMYECTBOM W30MpPeHOo-
UAHbIX 3BeHbeB B 60KoBON uenn. ButamuH K| - 2-meTun-3-qmtun-1,4-
HathTOXMHOH (hMNNOXMHOH) BblAENEeH U3 pacTeHuid, a BUTaMnH K2- 2-metun-
3-anapHesnn-1,4-HahTOXMHOH  ((DapPHOXMHOH) | U3. TKaHEeA >KMBOTHbIX.
B 1939 r. ycTtaHOBNEHO cTpoeHMe BUTaMnHa Kb a B 1940 r. OH cuHTe3npoBaH
1 B 3TOM XXe roy YCTaHOB/IEHA CTPYKTypa BUTamMmMHa K2 MHorvne nponssos-
Hble HahTOXMHOHA 06nagatoT K-BUTaMUHHbLIM AeACTBMEM.

[naBHbIM CBONCTBOM BMTaMuHa K ABNseTCA ero AeiCTBME Ha CBEPThI-
BaHWe KpoBW. ccnefoBaHna NOCAEAHUX JIET BECbMa C/IOXHOI0 MexaHu3ma
CBEpPTbIBaHWS KPOBY MO3BO/IN/M PACKPbITL PO/b BUTaMuHa K B 3TOM npotiec-
ce. benkoBble thakTopbl CBepThbIBAHWSA KpoBu Il npoTpombuH K® 3.4.21.5),
VIl - npokoHBepTnH (K@ 3.4.21.21), IX — ¢gakrop Kpuctmaca (K®
3.4.21.22) n X —aktop CrroapTa-Mpoyspa (K® 3.4.21.6) npeacrasnsioT
c060i (hepMeHTbI, KOTOpbIE CMHTE3NPYHOTCA B BUAE NpodepMeHTOB. Buta-
MUH K BbIMOHAET KOWEPMEHTHYIO (YHKLMIO B NpoLieccax MocTTpaHCNALm-
OHHOrO KapboKCWUAMPOBAHWA OCTATKOB rJflyTamara B BblleyKa3aHHbIX 6en-
Kax-(hepmMeHTax, pacrnonoXeHHbIX B 0COObIX JOMEHax.

ButammnH-K-3aB1ucuMMble peakummn kapboKcmamposaHus, cnabo xenatu-
pylowmin  FayTamaT MpeBpawaloT B y-Kapbokcurnytamart, ABAAKOLMIACS
CUIbHBIM XenaTmpytoLm areHTom. OcTaTku y-Kap6oKcurnytamara npucoe-
OUHAIOT MOHbI Ca2l 1 CBA3LIBAIOT COOTBETCTBYIOLLME PETYNATOPHbIE (DAKTOPbI
¢ hocthoaumnramLeponaMmn Ha NOBEPXHOCTU N1a3MaTUYecKoin MeMbpaHbl.

Tak, Hanpumep, B N-KOHLeBOI yacTu (Mpe)npoTpoM6uHa nepsble Ae-
CATb OCTAaTKOB r/lyTamMaTa KapboKCUMpytoTcsa B y-Kapbokcuriytamar BuTa-
MWH-K-3aBUCUMOI (hepMeHTaTMBHOW CUCTEMO M (Npe)npoTPOMOMH npe-
BpaLLaeTcs B NpoTpom6uH (puc. 6.5). MpoTpom6uH, cBA3biBasch ¢ Ca' , 3as-
KopuBaeTca Ha (ochonmnuaHbiXx MembpaHax TpPom6OLMTOB, CKanauearo-
LMXCA B MeCTax NOBpeXAeHwWii. bnarogaps npucoeguHeHnI0 NpoTPOM6MHa K
thocdhonmMnuAHLIM NOBEPXHOCTAM MPOMCXOAUT COMKEHNE C aKTUBHbIM (hakK-
TopoMm X 1 V, a 370, B CBOK 04epefib, YCKOPAeT aKTUBaLMio NpoTpoM6uHa
thakTopom X 60nee yem B 104 pa3 c npeBpalleHNEM npoTpom6buHa B TPOM
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6uH Ha 3Tom 3Tane akTuBauuu N-KOHLEBOW (hparMeHT NPOTPOMGUHA,
MMEIOLLMIA YYaCTOK CBA3bIBaHUs Ca+, OTLennseTcs.

Butamu K] (2-mernn-3-qpmutun- 1,4-HaTOXMHOH)

ButamuH K2 (2-metun-3-gudapHesnn-1,4-Hah TOXUHOH)
*- Yucno ocTaTKoB M30MPeHa MOXKET 6bITb 6,7 nnm 9.

0:? °~9 CO0- 0=C C00;
HC-CHZH,C00 HoeHcH 7% ndchrcH Ca
| Butamun K | A\ \
N-H X ~ N1 LU A" coo
B~ onekyneTaMaTa NpoTPOMOUH
(npe)npoTpombuHa

Puc. 6.5. Cxema ROCTTPaHCASLMOHHOM MogudKaumm npoTpomMonHa.

B pe3synbTate TpoM6UH 0CcBOGOXAAETCA OT (DOCHONUNUAHBIX MOBEPX-
HOCTei U, Haxogscb B CBOGOAHOM BUfe, MPUHUMAET yHacTue B NpeBpaLieHnn
(hMOPUHOTeHa nNnasmbl B UOPUH.

B HacToslLLiee Bpems LWMPOKO MUCMOSb3YIOTCA CUHTETUYECKME Npenapa-
Tbl BUTaMuHa K nof pasnnyHbIMKM Ha3BaHMAMU. B MmofyvyeHUn cuHTeTuye-
CKUX npenapaToB BUTamuHa K 6osbluoe 3HaveHne nmenu pabotsl A.B. Man-
naguHa n M.M. LemsaknHa. OHU CUHTE3MPOBAIN BGUCYb(MTHOE NPOU3BOL-
Hoe 2-meTus-],4-HapTOXMHOHA, HA3BaHHOe BWKaconoM. CHHTeTUYecKue
npenapatbl BUTaMnHa K MMeIT pag NpeuMyLlecTs B TOM, YTO UX He TPYLHO
MPOn3BOANTL, OHW BOLOPACTBOPUMBI U UX MOXHO BBOAUTbL MapeHTepasibHO.
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HepoctaTkoM KX SBNSETCA TOKCUMYHOCTb B 60/bLINX A03aX, B TO BPEMA KakK
NpUPOAHbIE BUTaMUHbI K TOKCMYECKUMU CBOWCTBaMM He 06nap,ar0T.

HQ SO03Na

(0]
Bukacon

PeakL1si XXKMBOTHbIX Pa3/IMUHbIX BUJOB Ha HE0CTaTOUHOCTL BUTAMUHA
K He oAMHaKoBa. [ins MIEKOMUTAIOLUX COAEP)KaHe BUTaMUHA K B NuLLe He
LWpaeT po/u, NOCKO/bKY Yy HUX (hiopa KULIEYHUKA BbipabaTbiBaeT JOCTATOY-
HOe KO/MIMYEeCTBO 3TOF0 BUTaMUHA, obecneumBatoLliee NOTPEGHOCTU OpraHus-
Ma. MTnua oco6eHHO YyBCTBUTE/IbHA K HefocTaTKy. BuTamMmHa K B paumoHe,
T.K. MUKPO(hIOpa KMNLLEYHINKA CUHTE3VUPYET HEAOCTATOUHOE KONMMYECTBO BU-
TamuHa K. Mpun HegocTaTouHocTy BUTaMmHa K y MTUL pa3BUBaeTCs remMop-
parnueckuii Anates, KOTOpbIii COMPOBOXAAETCH KPOBOU3MMSIHASIMU MOJ KO-
XY, B N10/10CTb GPIOLIMHBI, B MbILLLbl, Pa3BUTNEM aHEMUM.

Oco6oe BHUMaHWe cnefyeT 06pawaTb Ha CHaGXeHue BUTaMuHOM K
rpyaHbiX geTeid. Mokay HUX HeT KULLIEYHOI (hopbl, CHabXeHNe BUTaMUHOM
K He rapaHTMpOBaHO Uy HUX MOTYT Pa3BUTLCS FeMopparmyeckne AmaTesbl.

Kpome ToOro, BuTamuH . K MpPUHMMAET yuyacTve B OKUCIUTE/bHO-
BOCCTaHOBWTE/IbHbIX NPOLIECCAaX, OKUCAUTENbHOM (DOCHOPUANPOBaHNM B Op-
raHu3me XXUBOTHbIX U UeN0BEKa,

ButamuHom K.-60rathl 0BOLM, Hanpumep, KanycTa, WMNWHAT, Arogpl
pAGKHBI, NPOAYKTbI XXMBOTHOTO MPOUCXOXAEHUS.

3BeCTHO MHOFOBELLECTB aHTAarOHUCTOB BUTaMMHa K. Mpyu mMaccoBom
3a60M1eBaHNM CKOTa FEMOPParnyeckuM AMaTe3oM U3 UCMOPUYEHHOTo KieBepa
U LOHHVKa 6bIN0 BbIAENEHO TOKCMYECKOE HAuasno, KOTOPbIM OKasacs AUKY-

Avkymapon BapdapuH
Moa BAMAHMEM [MKYyMapona B KpoBWM MosBnseTcs fedeKTHbIA Mpo

TPOMOWH, He CnocobHbIN cBA3biBaTb Ca2+ AHTAroHWMCTbI BUTamuHa K no-
[aBnaloT 6MOCUHTE3 (DaKTOPOB Koarynauun, ABNSKOTCA MHIMGUTOpamm ceep-
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TbIBaHWS KPOBW M NPUMEHSIOTCA B KMHUYECKO NPaKTUKe B Ka4eCTBe aHTu-
KOarynsHToB.

[vkymapon v BapdapviH, POLCTBEHHbIE NO CTPYKTYPe W aHTarOHWUCTbI
BUTaMUHY K Mo [eiicTBMIO, NPUMEHSAIOTCA B KaYeCTBe CU/IBHOTO KPbICUHOIO
Apa. Aukymapon pa3obLiaeT okucaMTenbHoe GocdopunmnpoBaHue n okucne-
HWe, T.e. ABNAETCA UHTMOMTOPOM TKaHEBOI0 AbIXaHWS.

ButamuH (koepmeHT) Q. K rpynne BUMTaMMHOB Q OTHOCAT yO6UXU-
HOHbl (Be3decyLle XWHOHbI), KOTOpble B OpraHuM3me BbIMOMHAIOT Kodep-
MeHTMble (DYHKUMKU. YOUXWHOHbI MO CTPYKTYPe HAarmOMUHAKT BUTAMUHBI
rpynn E n K 1 aBASIOTCA NPON3BOAHBIMM XMHOHA, MeeTCs BOKOBas 13onpe-
HOWAHas Lenb, r4e YMCcno M30MPeHOUAHbIX OCTaTKOB (M) BapbMpyeT oT 6 0
10. B XMHOHOBOM KO/bLie MMEETCH ABe METOKCWUIPYMnbl, a PALOM C 60K0BOi
Lienbio HAXoAMTCA MeTabHas rpynna.

12e,2H1
-2e,2H'

YOUXUHOH YOUXUHOH BOCCTAHOB/IEHHbIN

(CoQ) (CoQH2)

B opraHu3me y6UXMHOHbI HaxoAAaTCs B KNETOYHbIX MembpaHax W fB-
NAKOTCA KOMMOHEHTaMW AbiXaTe/lbHOW: Lenn TpaHCNopTa 31eKTPOHOB. OHU
nerko 06paTMMo BOCCTaHaBAMBAIOTCA W OKWUCNAIOTCA, NMPUHUMas yvacTue B
rpaHCcnopTe 3/IEKTPOHOB.

Butamuu F. K BuTammuHam rpynnel F (aHrn. fat - >kup) oTHOCAT no-
TLLEMOBbIC XXUPHbIE KUCAOTbI: IMHOMEBYIO, IMHONEHOBYIO U apaxvoHOBY!HO.
OHu cofiepxkaTcs B pacTUTENbHLIX Macnax v He CUHTE3UPYIOTCA B OpraHnusme
MIEKOMUTAIOLLMX XUBOTHBIX U YeNoBeKa. JKCMEPUMEHTANIbHbIM NyTeM Yyc-
TaHOB/IEHO, YTO MPU-HEAOCTaTKe 3TUX KUCMOT Y KPbIC HabnoaaeTca AepMa-
TUT C ABIEHUAMU. 3K3eMbl, NATONONMYECKME ABIEHNA B NOYKaX U OCTaHOBKa
pocTa y MOJIOfbIX XUBOTHbLIX. B TSXenbIX cnyyasax HabnofaeTca Xuposoe
nepepoXKAeHvie opraHoB, CKep03 COCY[0B, CHUXKEHWE YCTOWUYMBOCTM K WH-
(heKUMOHHbIM 3a60neBaHNAM. Mof06HbIE NaTONOrMYECKNEe U3MEHEHNS MOTYT
HabnofaTbCa Uy ApPYrux MNeKonuTaloLWmx, OpraHu3M KOTOPbIX He Croco-
5eH CUHTe3npoBaTb 3TW KWUC/MOTbl. XapakTepHbIM MPU3HaKOM HeAocTaTKa
MO/IMEHOBBIX KWUCNOT ABNAETCA HapylueHwe meTabonu3ma xonectepona, Xo-
tuHa n docdartos. Bee 3T CUMMNTOMbI UCYE3AKOT NOC/E BBEAEHWUS B PaLyoH
MOMIMEHOBBIX KWUCNOT. JTi06ad 13 3TUX Tpex 3CCeHLMaNbHbIX XMUPHbIX KUCAOT
:nocobHa NpefoTBPaTUTh BO3HUKHOBEHME aBUTAMUHO3a
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ClW-----==-—- — COOH
Jlnnonesas KucnoTa

JlnHoneHoBas Kucnota

ApaxufonoBas KUci0Ta

ApaxmoHoBas KucnoTa ABfseTCs NpeALecTBEHHUKOM 3/iK03aHOWAOB -
npocTarnaHAMHOB 1 NeiikaTtpuenos, 061agalowmnx ropMoHabHbIM AeACTBY-
em. [lpyrue aBTOpbl CYUATAOT UX MOAYNATOPaMM rOPMOHOB. JIMHONeBas U
NMHOJIEHOBAA KWC/OTbI, MOCTYNUB B OPraHnW3M, MOTYT HapalMBaTb yrnepos-
HYI0 Lienb 1 TakK1UM NyTeM NpespaLlaTbCa B apaxugoHoBYyO KUCNOTY.

BrocnHTe3 3iiK0o3aHOMAOB NPOMCXOAWNT BO BCEX KeTKaxX OpraHu3ma
M HauYMHaeTCs ¢ rmaponusa pochonnnuboB niasmMmaTMyeckoii MembpaHbl Non
pevictemem octonmnasbl A2 KOTOPbI NPUBOAWT K OCBOOOXAEHWIO Mpea-
LUeCTBEHHWKA 31KO3aHOW 0B —apaxyA0HOBON KMNCMOTbI.

BTopbiM nyTemM 0CBOGOXAEHUA apaxMLoOHOBOW KUCNOTbl U3 hoctonu-
NWAoB ABNAeTCA AelicTBne (HOCPOTUANINHOZNTON-3aBUCMMOIA (hoconmnassl
C, npuBoAsALLeil K 06pa3oBaHUI0 ANaLUATINLEPONA, HA KOTOPbIV AeicTByeT
AVaumnnranLeponnMnasa ¢ BoICBOOOXKAEHNEM apaX1AOHOBOW KUCNOTbI. 3Tan
BbICBOGOXAEHUA apaxMBOHOBOW KMCNOTbI U3 OCHONUNMLOB CUMTAETCS NN-
MWUTUPYIOLLMM B NPOLIECCE CUHTE3a 31iK03aHOWJ0B.

MpocTarfaHAnHbl ABNAIOTCA NPOMN3BOAHBIMU apaxvuA0HOBON KMC/OTbI,
CofiepXKallMMM LIMKNONEHTaHOBOE KOMbLO BHYTPY Lienn. OCHOBHbIE Kfaccu
npocTarnaHAnHoOB 0603HaYalOTCA Kak PGH2, PGE2, PGF2, PGI21 T.4. HNX-
HUIA MHOEKC YKasblBaeT YMCO0 ABOWMHbLIX YTNEepOA-YrNepoAHbIX CBA3eR B yr-
NeBOAOPOLHOIA Lienyn BHE LIMAONETAaHOBOrO OcTaTKa. bUocMHTe3 npocTarnaH-
[OUHOB M TPOMOOKCAHOB HAYMHAETCA C MPeBpaLLeHns apaxugoHOBON KUCo-
Tbl B [Ba 3HAOMEPOKCUAHbIX MeTabonuta - PGGZU PGHZ. BHauane geiicT-
BYET LMK/I00KCMIeHasa, KaTanusmpyowes npucoefmHeHne 0 2 n obpasosa-
HUe LMKI0oNeTaHOBOro (hparMeHTa. B pe3ynbTaTe 3TON peakuum Npomcxoaun
obpa3oBaHVe PGG2, B KOTOPOM LMK/IOMNEHTAHOBOE AAPO COLEPXUT Nepok
cugHyto rpynny (-8 —8—), 6okoBas Uenb  rMAPOMEPOKCUAHYIO rpynny
(-O-0-H). 3atem BK/OYaeTCsA Mepokcmnaasa U KaTaiM3upyeT soccTaHoBe
HVe rMApONepoOKCUAHONM rpynnbl 4O rMAPOKCUIbHOW (-OH) ¢ obpasoBaHMe?»
PG112. LIMKNookcMreHasHo-nepoKcuaasHyo CUMCTEMY HasblBalOT npocTar
NaHANH-3HAOMEPOKCUS - CUHTAa30i (puc. 6.6).
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MpoctarnaHand PGH2ugaeT ponb npefLlecTBeHHUKa nNpyu 6UOCKHTe-
3e pyrux npocrarnaHanHos (puc. 6.7).

B HekoTopbix knetkax us PGG2u PGH2 o6pasytoTcss TpomGoKcaHbl
TXA21 TXB2u npoctauynknuu PGI2.

Tpom60KCcaHbl CUHTE3UPYHOTCA B TpOM6OLMTax M CNoco6GCTBYHOT CBep-
TbIBAHWIO KPOBU, BbI3blBas arperaLunio TPOMOOLUTOB 1 CY)XXeHUe apTepWiA.

BuocuHTes npoctaunknnHa PG12 nponcxoanT B KMETKax, BbICTUNANO-
WX apTepum u BeHbl. pocTtaunknuH PGI2 npenaTcTByeT CBEPTbIBAHUIO
KPOBW, MHTMBMPYA Te Xe MPOLecChbl, KOTOPbIE aKTUBMPYHT TPOMBOKCaHbI.

OTHOCUTE/IbHAsA aKTUBHOCTb TPOMOOKCAHOB M NPOCTaUUK/INHA ABASET-
cs onpefenstoowmm akTopoMm B npouecce Tpom6oobpasoBaHus. [lomumo
3TOro, CMelleHNe aKTUBHOCTW B CTOPOHY TPOMOGOKCAHOB MOXET ObITb nep-
BOMPUYMHOI 06pa3oBaHMs aTEPOCKNEPOTUYECKNX OAsiLleK. B cBA3U € 3TuM
nccnefoBaHMa npocTarnaHiMHOB MMeKT OrpoMHoe o6uwebuonornyeckoe n
KIMHNYECKOe 3HayeHue B pacn(poBKe aHOManbHOro .06pa3oBaHNs TPOM-
60B, CBA3AHHbIX C CEPAEYHBIMU MPUCTYNaMK 1N UHCYbTaMU.

ApaxungoHoBas KucnoTa

KncnoTt

o OOH
MpocrarnaHavH PGG2
| Mepokokiuasa
a
=X"\/ "COO~
MpocTarnaHgnH PGH2

Puc. 6.6. Cxema 6nocuHtesa PGH2
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MpoerarnaHanH PGH2

TpombokcaH TXA2

-11,0
OH
Puc. 6.7. Cxema 6MOCUHTESA ApYTrnX
npocTarfiaHgMHoB 1 TPOMBOKCaVoB coo
13 npocrarnaHguHa rCrz.
HCr o
H

Tpomb6okcaH TXB2
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M3yueHne 6MOXMMUM MpOCTariaHAMHOB CMOCOGCTBOBANO BbISICHEHUIO
MexaHu3Ma Aeiicreus aueTuncannumnarta (aCnupuHa), CIy>XWBLIETO LONToe
Bpemsi 3D(heKTUBHLIM GO/IEYTONAIOLMUM, aHTUBOCMANUTENLHBIM U XKapono-
HWXaOLW UM cpeacTBOM. OKasanock, YTo 60/MeBbIe OLLYLLEHUS, BOCMaeHUE 1
MOBbILLEHME TEMMEPATYPbl B ONPeAENeHHON Mepe 3aBUCST OT MOBbLILIEHHOTO
6MOCUHTE3a NPOCTarNaHANHOB.

ACTMPUH CHUXaeT CKOPOCTb BMOCMHTE3a MPOCTarNaHAvHOB, UHIMGW-
pysl LLILIOOKCUTeHa3HbI KOMMOHEHT 3HAOMEPOKCU-CUHTa3bl. VIHIM6upoBa-
HUe (epMeHTa LIMKOOKCUTeHasbl MPOUCXOANUT MyTeM KOBaleHTHOM-XUMuye-
CKOW MoauduKaumn. ALETUACAIMUUNAT ABASETCS aUMAMPYIOWMM areHTom
aKTVBHOIA (hopMbl hepMeHTa. B npoLecce aunMnmnpoBaHus LMK/I00OKCUTeHasa us
aKTVBHOIA (hOpMbI NMPEBpPALLAeTCs B HEAKTUBHYIO (hopMy. UTorKacaetcs mexa-
HU3Ma aLWIMPOBaHNS (epMeHTa, TO O4HU aBTOPbl CUMTAIOT, YTO NPUCOeaM-
HeHMe aleTuna NPoUCXoAuT MO FMAPOKCU/ILHON rpynne ocTaTka aMuHOKMC-
noThl cepuHa (puc. 6.8), a apyrvie —no N-KoHLeBO, aMUHOrpyrne noaunen-
TWAOHON Uenu. Peakuus auunupoBaHus no N-KOHUEBOW amuHorpynne 6yaet
MpoTeKaTb flerye, HO OCTaTKOB aMWHOKWUCOTHI CEPUHA B MOJSIEKY/le MOXET
ObITb HECKO/IbKO U UX aLMNIMPOBaHNE MOXET BbITh 60/Ee 3PPEKTUBHBIM.

AueTuncanmumnosas Kuciora

LinknookcureHasa
(akTvBHaSA)

Canuuunosas Kucnora

LIMKnookcureHasa
(HeakTVBHas)

Puc. 6.8. CxemMa KOBa/SIEeHTHOW XMMUYECKO MoantuKaLmm
LIMK/TI00KCUTeHasbl.
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11lnmecynng, (K-(4-HnTpo-2-theHoKenpenun)MeTaHCynbHoHamMunL),
(hYHKLMOHaNbLHOW TPynnoii KOTOPOro fABAseTca CynboHamuA, MposiBnseT
CeNeKTUBHOE MHIMOMpYloLee AeCTBME Ha LMKNIOOKcureHasy Il, cuHTe3 Ko-
TOpoi npeobnafaeT B NpoOLECCe BOCMANeHUs M OKasblBaeT He3HauUTeNbHOe
BO3/eCTBME Ha LMKI00KCUTeHa3y 1, 0Ka3biBaloLLyt0 3alMTHOe AeCTBME Ha
CNU3UCTYIO Xeny/Ka 1 Noyek.

docthoalUnramuLeposbl

MemMbpaH
Crepoungpbl

ApaxuioHoBasi KucnoTa

Or'y JlimnokcureHasa

COOH

"naponepokcng
apaxunoHOBOW KMUCAOTbI

Q
COOH
1T SH
Glu -Cys 'Gly
Y. i
-O0H
bicd
Glu
1td, LTE,

Gly
PHC. 6.9. Cxema 6rocuHTe3a NeiiKOTPUENOB.
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VHomeTaLyH —1pOon3BOAHOE UHAONNYKCYCHOW KUCNOTbI OTHOCMTCA
K aKTMBHbIM NPOTMBOBOCMANTE/IbHBIM HECTEPOUAHbIM CPeACcTBaM W CWJlb-
HbIM MHrMBMTOpPamM 6MOCKMHTE3a NpocTarfaHANHOB. OH MHIMOMPYET CUHTA3Y
nyTeM He KOBa/IeHTHON MOAN(MKALMN.

MpenapaTbl CTEPOVMAHON MPUPOAbI CHWXKAKT BMOCUHTE3 MpocTarfiaH-
[VMHOB, NOAaBNAA TMAPONM3 MeM6paHHbIX MNMWACB C 0CBOBOXAEHMEM apa-
XBLOHOBOW KWUCNOTBI.

HefaBHO 06GHapyeHbl COefuHeHWs, POACTBEHHbIE MpOCTarnaHAvHam,
KOTOpble Ha3Bann NENKOTPMeHaMm, Cofepxallme YeTbipe ABOViHbIE CBA3U, TPU
13 KOTOPbIX ABNAIOTCA COMPSKEHHbIMU. JIEMKOTPUEHBI CUHTE3NPYIOTCA Neli-
KOLMTamMmn 13 apaxuijoHoBOM KUCMOTbI C 06pa3oBaHMEM APYruX MPOMEXYTOu-
HbIX MPOAYKTOB MO CPaBHEHMIO C BMOCUHTE30M npocTarfaHanHoB (puc. 6.9).
Ha nepsom aTane (hepMeHT IMNOKCUTeHa3a KaTaninu3npyeT OKUCNEHWE apaxm-
[lOHOBOW KWUCMOTbI B rMApPONepoKcuA. JINNOKCUreHasa He VHIMOUpyeTcs Hu
acnvpuMHOM, HWU WHAOMeTauMHOM. CWMbHOLEWCTBYIOWMUMMN NeKOTpUeHaMM
ABNAIOTCA COeANHEHMA, 0bpasyloLmecs B pesynbTate B3aVMOAencTBrs C ry~
TaTMOHOM U COefMHEHHbIe TMO3MPHOIA cBA3bI0 (—C —S—C —).

J1elikoTpUEHbI ABNAIOTCA MOLLHBIMU aKTMBATOPaMM COKpaLLEeHWs rnag-
KX MbILUL, OCOBEHHO MeNKMX BPOHXMOM, YTO, BO3MOXHO, CBA3aHO C 3a-
TPYAHEHWEM AbIXaHUs Y 6ONbHbIX GPOHXMANbHON acTMoli. PeBmaTomngHble
apTpuTbl 06YCNOBEHbI BOCNANNTENbHBIM 3PNEKTOM NEAKOTPUEHOB.

BogopacTBopuMble BUTaMuHbl. KoepmeHThI

ButamuH Bi (TMaMuH, aHTUHEBPUTHBINA (hakTop). ButamnH B, Bnep-
Bble Bbigenun B 1912 r. K. dyHK 13 oTpy6eit puca. Bnocneactemm okasa-
Nnocb, 4TO BUTaMUH Bi fABAfeTCA NPOU3BOAHLIM MUPUMUAMHA W TUa30/a,
LMK/bl KOTOPbIX COeAMHEHbI MeXAy coboi MeTwneHOBOI rpynmoii. Mupw-
MWUAVHOBBIA LKA COAEPXUT aMMHOIPynny, Y4TO M NOCAYXMWIO OCHOBaHWEM
Ha3BaHUA TUaMUH.

B opraHusme pepMeHT NTaMUHNMPOdOCHOKMHA3A KaTaIn3NpyeT pe-
aKumio (hochopmuaMpoBaHNS TMammnHa NO NepPBUYHON CNUPTOBOW rpynne c
obpa3oBaHueM TuamuunupodochaTa (TPP).

B monekyne TnamumHnupogochara npoMcxoauT oTLLenIeHne NpoToHa
BOAOPOAa B TMA30/M10BOM LMKNe ¢ 06pa3oBaHveM KapbaHMOHa, KOTOpbIiA, B
CBOIO OYepefb, /IErko BCTYNaer B peakuuio ¢ KapboHUIbHBIMU TPynnamy OK-
COKMCIOT 1 KETO3 (MOHOCaxapuoBs).

TuamuHnupodocdat BbIMOMHAET (PYHKUMIO KOepMeHTa B npouecce
fekapboKcunMposaHna nNupysarta npy CIMPTOBOM BGPOXEHWM, NpU NepeHoce
rMOPOKCUANKWAbHBIX FPYNN («aKTUBMPOBaHHbIX anbAernaoB») B peakumsax
OKUCNUTENbHOIO [ieKapbOoKCUINPOBAHNS 2-0KCOKUCNOT U B MepeHoce ABYYr-
NepofHbIX ()parMeHTOB C KeTO3bl Ha afibo3y C 06pa3oBaHNEM MAPOKCUKap-
OOHUNbHBLIX CBA3el, HAXOAACL B COCTaBe (PepMeHTa TpaHCcKeTonasbl B Tpa-
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CKETO/1a3HOW peakLny HEeOKWUCINTENBHOrO MeHTo30(hocaTHOro nyTn MeTa-
60/71M3Ma yrneBofoB. TUaMUHNMPONOCHAT BbINOAHSAET 3TN PYHKLMN, BXOAS
B COCTaB NupyBaTAeKUpBOKCUNasbl APOXOKel, nupyBaTAeruaporTassbl,
2-oKcornyTapaT/eruaporeHassl, 3-rMApoKcuU-2-oKcornyTapaTaernapore-
Ha3bl U TPaHCKETONa3bI.

NH-, CH3
[/~ C H 2-CHr OH
N' ’\(i H2 m+' + ATP AMP
VS TunammnH-
N H nupotochoKnHasza
TvnamuH
NH2 CH3 9 9
JL >=7"~CH2-CH2-0-p-0-p-0
+ N"VCH2 N<If
s A J - y .
3 N e Kkucnbii H
TuamuHnupogocdar

TuammHnupogochar BXOAUT B COCTaB NMPYBATAErMAPOreHa3sHoro un
OKcorlytTaparrierMaporeHasHoro KOMMJ/IEKCOB, BbIMOMHAOLWMX BaXHYIO
ponb B MeTabonM3Me OKCOKMCNOT. B cocTaB aTWX KOMM/EKCOB, Hapsgy C
TPP, BXOANTANMOEBAN KUCNOTA.

JInHoeBas Kuca0Ta ABAETCA KO(aKToOpoMm (KO(hepMeHTOM) AUTrMapo-
aueTunTpaHcdepasbl, AUrMAPONUNOUNCYKUMHUNT paHcepassl U AUrng-
ponunoungerngporexassl.

KothepMeHT Mnoesas K1CnoTa KOBaleHTHO MPUCOEUHSAETCA K ano-
(hepmMeHTaM aMWAHON CBA3bIO, 06pa30BaHHON Mexay KapbOKCUbHOW rpyn-
MO KWCNOTbl M C-aMWUHOTPYNMOI OCTaTKa NM3nHa anogepmMeHTa, NO3TOMy
MCNOMb3YETCA TEPMUH «IUMOAMUI».

JlunoamMmz, COBMECTHO C TMaMUHNUpoochaToM, BbICTYNaeT B ponu
KohepMeHTa B peakuuax nepeHoca auuibHOW rpynnbl. OK1cneHHas gopma
NANOEBOI KNCNOTbI NPUHUMAET auun ¢ TuamuH nMpodocara ¢ nocnegyto-
LWYM nepeHocom Ha akuentop —CoASH.

Tak, Hanpumep, OKWCINTENbHOE [eKapboKCMIMpOBaHWe nupysaTa
MPOTEKAeT B HECKOJIbKO 3Tanos (puc. 6.10).

Ha nepBom 3Ttane GepmMeHT NupyBaTaernaporerrasa Katanusnpyer pe-
aKuuio B3aMMOfeiicTBMA KapbaHMOHA TuamWHHMpodocdaTa C MMPYyBaTOM,
COMPOBOXAALLYHOCA AeKapboKCMIMpoBaHMeM M 06pa3oBaHEM TUAPOKCU-
aTun-TPP.
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B npouecce gurugponunonntpaHcepasHoii peakuum BHauane npomc-
XOAMT MepeHoC MMAPOKCUITUMA C r’MAPOKeUaTUna-TPP Ha nunoamug ¢ 06paso-
BaHWeM aueTunimnoamunia, a 3atem nepeHoc auetuna Ha CoASH. KoHeuHbiMuK
NpoAyKTaMu 3TOI peakumm ABAA0TCA aueTun-CoA AMrnaponunoniammg.

Ro Ro
R, — v R —No -~ R3 Ri
\I ng +CH3-C-COO .0 I co2
TPP Mupysar
Acruapo3!jc  C COO H3C-CH-OH
reHasa |~
MpoMeXyTOUHbI [nppokenatun-TPP
npoaykKT
2)
R,-Ne N
yoos Aurugponvnonnate-
H2C-CH-OH TUNTPaHCcthepasa
MHapokenstun-TPP Nvnoamng
Avrngponunovnadie-
Auetnnannommp TUTPaHCHepasa
o ,»,CO-NH?
H3C-C-S-COA + +
SH SH
Augrnn-CoA Aurnaponunoamug
CO-NI k
,XO-NH~2
SH  sH + NADH +tf b
LumapanLonI® y NAD
Aurugponvnoamng ‘Ebrm/ﬂ?o. eimta- b a Nvnoamung

Puc. 6.10. OkucnutenbHoe fekap6bokcMnmpoBaHue nupyBsarta.
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depMeHT nMnoungernaporeHasa Kataanmsmpyet peakuuio OKWUCIEHUA
aurngponunoamunia B iMnoamug. SNeKTPOHbI NePeHOCATCS Ha PacTBOPUMbIN
NAD yepe3 FAD. BoCCTaHOB/IEHHBIA NMNOaMUg CHOBa MOXET MPUHUMATb
Ha cebs aueTun (Man MHOW auun), N NPOLEeCC OKUCANTENBHOrO fekapboKcu-
NUpoBaHMA nupysata (M 2-OKCOrnyTapata) HOCUT LIMKNNYECKUIA XapakTep.
CnepyeT OTMETUTb, YTO KO(EpMEHT NUMoeBas KUCNOTa O4YeHb MOABUKEH
6narofaps CBA3N C OCTaTKOM NM3MHa (PepMeHTa ANTUAPONNMOaLETUATPAHC-
(hepasbl. JiunoamugHasa cBasb («pyyka») UMeeT ANMHY NPUMEPHO 1,4 HM K1
Nno3BonseT KohepMeHTY B MpoLecce Katanusa nepemeLtarbcs Mexay akTus-
HbIMW LieHTpaMy nupyBaTAerngporeHassl U AUrMAPONUNOAETNAPOTeHasbl B
cocTaBe pepMEHTHOro Komnuekca. J/lnnoesas KUCNOTa BbIMOSIHAET CBA3YHO-
YO PONb B peakuusx fekapboKCUIMpoBaHUs N OKUCNEHUA B COCTaBe Mupy-
BaTAEerniporeHasHoro 1 oKcornyTapaTAernaporeHasHoro KOMniaeKcos.

Kpome Toro, nimnoesas Kucnota NpUHUMaET yyacTme B rnepeHoce arto-
MOB BOJ0POAa, T.e. OKUCNNTENIbHO-BOCCTAHOBUTE/IbHLIX PeakLuax B npouec-
ce POTOCMHTE3a, B XOfE KOTOPbIX MPOMUCXOAUT 0bBpaTMoe B3aMmonpespa-
LLLeHNe OKVCIEHHOM 1 BOCCTAHOBNEHHOW POPM UMOEBOI KUCIOTbI:

COOH
-2H
SH SH +2H S S
[Aurunaponunoesas kucnota JNnnoesas kncnoTa (akuentop
(ooHop BoZopoZa) BOA0OPOAA)

HekoTopble MWKPOOPraHM3Mbl He CrOCOOHbI CUHTE3MpOBaTb NNMOoe-
BYIO KWUC/IOTY, NO3TOMY A/1f HWUX OHa ABNAeTCA (hakTopom pocTa. [ns BbIC-
LUMX YXWUBOTHbIX €€ 0MKCAT K BUTAMUHAM MO BbIMNONHEHUIO (YHKLMUU KO-
(hepmeHTa.

HefocTaToOuHOE MOCTYM/IEHNE B OpPraHn3M BUTaMUHa B, conpoBoXaaeT-
€A OrpaHNYeHHbIM 06pa3oBaHMeM TaMUHMMpogocdara, YTo, B CBOKO 04epesb,
ABNAETCA NMMMUTUPYIOLLMM (HaKTOPOM (hepMEHTATMBHbLIX PeaKLWii, B KOTOPbIX
TPP BbINO/IHAET KO(hepMeHTHYI0 posb. [Mpu aBMTamMuHO3e B| Hapyluaetcs
OKWCNIEHNE OKCOKMCNOT, NupyBaTa—#0 auetnn-CoA, 1 ero fanbHelilliee OKuC-
NIeHWe 1 OKWCNeHWe 2-OKcorfyTaparta B LMKe TprkKap6oHoBbIX KucnoT. IMpo-
NCXOLMUT HaKOM/EHNe OKCOKUC/IOT, B pe3y/ibTaTe Yero OHU OKa3blBatOT TOKCU-
Ueckoe [elicTBME Ha KNETKM TKaHeil, B NEPBYIO 0Yepesb HEPBHOM TKaHW.

BHEWHUMM npusHakamMn TUaMWHOBOW HeJOCTaTOYHOCTW ABAAOTCS
cygoporu, napanuuu u nonynapanvyu (NOAVHEBPUTLI) U APYrue HapyLue-
HWA. Y nogei, NMTaloWMXCA OYMLLEHHBIM pUCcOM, HabnogaeTcs 3abonesa-
Hue 6epu-6epn (0BEYbS MOXOLKA).

CyTouHas noTpebHOCTb ANnsa ntogeit coctaBnset 2-3 mr. MoTpe6HOCTb
B BUTaMuHe Bi Bo3pacTaeT npu NOBbILIEHHOM COAEPXKaHWW B MULLE YrneBo-
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[oB. B cpegHeM Ha 4,19 k[ (1 KKan) nutaTtesibHbIX BELWEeCTB AO/MKHO Npu-
X0AnTbLCA He MeHee 0,6 M TMaMUHa.

BonbLue BCEro COAEPXKUTCH TUAMUHA B IPOXOKAX, 0COOEHHO B MUBHbIX.
B pacTuTenbHbIX M MACHBIX NMPOAYKTaX CofepXxaHue suTamuHa B, npnbnu-
3UTeNbHO 0MHAKOBO, 0CTaTOYHO ero B KapTodene. TuamuHom 6oraTto 3ep-
HO 3M1aKOBbIX. BUTaMUH COLepXXUTCA, B OCHOBHOM, B MOBEPXHOCTHBIX CMOAX
1 nNpu 06paboTke nonagaet B oTpy6U. M3 3epHOB060BLIX MO COAEPXKAaHUIO
BUTaMVHa BbIJeNseTCA ropox, a U3 TKaHeh XXMBOTHbIX —f1e4eHb, MOYKM, Cep=
[levyHast MblLLA U MO3T.

BuTamuH Br (pubodnasnH). PubodnasnH Bnepsble onvcaH B 1879 r.
KaK XXeNTbl MATMEeHT MO/OoKa, 3aTeM 6blN BblAeNeH 13 CbIBOPOTKM MO/10KA B
1933 r. Ans nonyyeHus | r atoro BuTaMmHa 6bino nepepabortaHo 5400 1 mo-
noka. B 1935 rogy 6blna yCTaHOBNEHO ero XMMWYEecKoe CTPOEHME U Mof-
TBEPX/EHO CUHTE30M.

GH?OH

CH2

Pn6octnasuH

ButamuH B2 npefcTaBasieT coboii NPOM3BOAHOE MEeTW/3aMeLLeHHOro
n30a110KcasnHa, CBAA3aHHOTr 0 c D-pubutonom (6,7-oumeTnn-9-
pMOMTUNN30aNTOKCA3NH).

Buonornyeckas ponb pubogasnHa COCTOMT B TOM, YTO OH B MnpoLecce
thochopunupoBaHus. 3a cyeT ATP npu yuvactum epmeHTa (hnaBOKMHA3bI
npespaLiaercs B pubodnasuHocdaT, KOTOPbIA ABNSAETCA HETUMNUYHBIM
HYK/NEOTUA0M, OIHAKO, U ero Ha3blBaloT (h1aBUHMOHOHYKNeoTugoM (FMN):

Pu6odnasuH + ATP = Pn6otnasuH-5"-thochat (FMN) + ADP.

®naBUHMOHOHYKNEOTWA BCTynaeT B peakyuto ¢ ATP u nog geiictau-
em QepmeHTa naBuHHyKneoTuadochopunassl obpasyerca (nasmHage-
HUHAMHYKNeoTus (FAD):

PunbotnaBuH-5'-pochatr + ATP = dnaBuMHafeHUHANHYK/eOLW ]
(FAD) + Ppi.
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®naBuHMoHOHYyKneotng (FMN)

o
dnasuHageHnHANHYKneotus (FAD)

FMN »n FAD BX04AT B COCTaB MHOIOYMC/IEHHbIX (DNaBUH3ABUCUMBIX
OKCWJOpPeayKTa3 B KayeCTBe MPOCTETMYECKMX ipynn, MPOYHO CBA3AHHbLIX C
6eKOBOIi YaCTbiO (hepMEHTA, M He OTLLENAAOTCA OT HEr0 HW Ha OLHON U3
CTagnin Katanusa. B cBA3K € 3TUM AaHHble (DepMeHTbI YacTo Ha3blBaloT (ha-



BOMpPOTEMHaMU. VICK/KOYeHne cocTaBfiseT okcuaasa D-amuHokucnot, obna-
JaloLas cnaboBblpaXXeHHbIM CPoacTBOM K FAD.

FAD n FMN npeactaBnstoT co60ii MeTaboIMYECKN aKTUBHYHO hopmy
BuTaMuHa B2 AkTuBHoI YacTbto FAD u FMN saBnsieTca 130anioKcasnHoBas
COMPsXeHHad LMKINYEecKasa cucTema, KOTopas MpuUHUMaeT HEernocpefcTBeH-
HOe yyacTue B OKUCNUTENbHO-BOCCTAHOBUTE/NbHbIX MPOLeccax:

R R
| |
CH, H
+2H"i2¢
-2H'-2e- A  ANH
H3C
H 0
FMN (FAD) FMNH2 (FADH?2)

BoccTaHOBNEHHbIE (h1aBONPOTENHbI CTaHOBATCA CcybCTpaTamn B peak-
LusX C ApYrMMY aKLenTopaMu aneknpoHoB, B Pe3y/bTaTe Yero OKUCIEHHbIe
thopMbl KOhepMeHTOB pereHepupytoT. Tak, Hanpumep, FAD, npucoegnHss
[Ba aToma Bofiopofa i2ll n 2e‘), npesBpaLLaeTcs B BOCCTaHOB/IEHHYIO opMy
FADH2. O6pasoBaHne FADH2 nponcxogut npu «BbICOKOIHEPTETUYECKOM
nepexofie 3NeKTPOHOB», OKMUC/eHWe KoToporo 02 B KayecTBe KOHEYHOro
OKMCAWTENS ABNAETCA CUNbHO 3K3ePrOHNYECKON peakLveil.

FADHZ+ 1/2 0 2= FAD +HX, +0,94 B
A<f=n F E”= (-2) +(196,49) ®(0,94) = - 181,4 k[K/MONb

FMN Bxogut B  coctaB NADH-gerngporeHasbl, okcugas
L-amuHokucnoT, a FAD fABAgeTcA COCTaBHbIM KOMMOHEHTOM CyLW UHAT fe-
rmaporeHasbl, MMnonagernaporeHassl, aumn-CoA-gerngporeHas, rauuepon-
3-thochaTaernaporeHassl, okcuaas D-aMUHOKUCAOT, TNHOKO300KCUAA3bI.
KCaHTUHOKCMAA3bl U APYTUX (hepMEHTOB.

Pr6odnaBuH ABNSETCA PAKTOPOM poCTa ANS KPbIC U MHOTMX MUKpOOpra-
HMU3MOB. TUNUYHOI0 @aBMTaMMHO3a Y YeNnoBeKa He Habto4aeTces, Tak Kak MUKpO-
(hnopa KMLLEYHMKA CVH Te3pyeT onpeseNieHHoe Konn4ecTso pubodnasu! ia.

HegoctatouyHocTb pnbodnaBuHa NPosBNAETCA CHUXEHWEM BMOCUHTE-
3a FMN n FAD wn cooTtBeTcTBeHHO FMN- 1 FAD-3aBUCUMbIX (DEPMEHTOB,
YTO CKa3blBaeTCA Ha HapyLIeHWU OKUCAUTENIbHO- BOCCTAHOBUTESbHBIX MpPOo-
LleccoB, HapyllaeTcsi UMK TPUKAp6OHOBbLIX KUCMOT, P-OKUCNEHME YXUPHbIX
KUCNOT, OKUC/UTENIbHOe [e3aMWHMPOBaHWe aMWHOKUCIIOT, AblxaTe/bHas
Lienb TpaHCcMnopTa 3/1eKTPOHOB, 6MO3HepreTnKa KNeTok, 6UocnHTe3 6GenKos.
MpakTuyeckn HapyLlaeTca meTabonusm yrnesofos, MMNUL0B, aMUHOKUCNOT
1 GesiKoB.

132



HegoctaTtoyHoCTb BUTaMMHA B2 nposBnsetca B MepByto oyepefb Ha
pereHepupyoWnX TKaHAX CUMNTOMaMMU MOPaXeHUs 3NUTenusa CAn3UCTbIX
KOXM 1 porosuupl rnasa. Habnogaercs cyxocTb CAMSUCTBIX TY6 U MON0CTU
pTa, Ha rybax u B yronkax pra TPewMHbl (3aefbl), NOBbILEHO LWenyLleHne
KOXMW NlNLa, CyX0CTb KOHbIOKIMBbI, ee BoCnaneHue, cBeTo6043Hb, npopacTa-
HWe poroeuubl cocygamun (Backynusauumsa), a 3aTeM ee NoMmyTHeHue. Backy-
Nn3auma KOMMNeHCUpyeT HeJoCcTaTOYHOCTb [blXaTenbHOW (YHKLUKM pOroBu-
Libl, BbI3BAHHOI AeduMTOM (hN1aBONPOTEMHOB, YCMIMBaAA NOCTYM/EHNE KW-
cnopoga.

CyToyHas noTpebHOCTb B pubodnaBuHe ANna YenoBeka COCTaBffeT
npumepHo 1,5-2,5 mr. MoTpe6HOCTb B BUTaMunHE B2Bo3pacTaeT HO Mepe no-
TpebneHns 6enKoB C MULLENA.

Bce BuAbl KNeTok cogepxar pubodnasuH, NO3TOMY 60/bLLIOK pasHu-
Libl B COAEPXXaHWN ero B pacTUTENbHOW MULLE N NULLE XMBOTHOFO MPOUCXO-
XAEHNS HeT, OAHAKO B CeMeHax pacTeHuii ero Mano, a KOpHeknybHennogax
MPaKkTUYecKn He 06HAPYKMBAETCS.

ButamuH B3(naHToTeHoBas kucnota). [TaHTOTeHOBasA KMCNoTa LWupo-
KO pacrnpocTpaHeHa B pacTeHUAX U B OPraHnu3me XXUBOTHBbIX, 3@ YTO U NONy-
ymna cBoe HasBaHue (pantothen - Be3ge, noBctody). Mo XMMUYECKO Npupo-
[le OHa npeacTaBnseT coboi AMNenTWA, COCTOALWMIA U3 ocTaTKa NaHTOEBOW
KUcnoThbl (a,y-Aurngpokcu-p,p-bytupara). U p-anaHuHa. XnMMUYecKoe Ha3Ba-
HWe —a,y-anrngpOoKcu-p,p-4UMeTUNOY TUPUA-p-ananmH.

cH3 . O 0
H2 |[o.H H2 H2 |
HO—€—C—€—<C —C—C—0H
I
CH30H

[laHTOTEHOBaA KMCNoTa

1laHTOTEHOBAs-KNCNOTa ABNSETCSH COCTABHOW YacTblo KohepMmeHTa (KO-
3H3MMa) aumnupoBaHus (CoA-SH).

CTtpyktypa KothepmeHTa A yctaHosneHa B 1951 r. k. bagnm wu
3. TaliHom, a 1953 r. ®.A. JlunmaH ygoctoeH Hobenesckoi npemum 3a pa-
60Tbl MO BbIAENEHNIO U U3YUHEHUIO 6MONOTMYECKOl PON 3TOr0 KodepmeHTa.

bakTepun n pacTeHWs CUHTE3NPYIOT KOPEepMeHT auuivpoBaHusa W3
aMUHOKUCNOT BaanHA, acnaparnHoBON KucnoThl, uuctemHa u ATP. B opra-
HVU3ME XXMBOTHbLIX OGMOCUHTE3 KO(EpPMEeHTa aLuIMpoBaHUA HauMHAeTCd Co
Crafuy NaHTOTEHOBOW KMCNOTbI, 4eM 1 06YCIOBAEHA MX MOTPEGHOCTL B 3TOM
BUTaMMUHe.
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[ N- A,
HsC-C-CHz3 |
HO- 0-P-O AN o©
= |
(|‘, Q O—GH2 n
|
CH2
FH2 HQ o ff
H2 H2 | 2 0=p-o0-
HS-C—c —NH—c=0

KoepmeHT auunuposanus (CoA-SH)

BrocnHTes KoepMeHTa A 13 NAaHTOTEHOBOIN KWCOTbI NPeACTaBeH B
Buze cxembl (puc. 6.11):

' ATP +
CD ATP ADP @ uuctemH ADP + Pi
MaHTOTEHOBAA A 4-thocthonaHToTEHOBAsA
Kucnota KucoTa
® A . O 2. ® ATP PPi
— 4-¢pocthonaHTOTEHUN 4-(pochonaHTarenH
-LUMCTENH Mg2+
(5) ATP ADP
—» [letocto-CoA-SH— CoA-SH
Mg2+

Puc. 6.11. Cxema 6MocnHTE3a KothepMeHTa auunnposaHus (CoA-SH).

BuocuHTe3 aTOro KohepMeHTa B OpPraHu3me XXWBOTHbIX MpPefcTasiseT
[OBO/IbHO C/IOXHbIV BUOXMMmYeckuii npouecc. Ha 6MocMHTe3 ofHOWA Mone-
Ky/bl KOQepMeHTa A 3aTpaumBaeTcs YeTbipe Monekynsl ATP, ofHa 13 KoTo-
pbIX pacluennsetes Ao nupodocdara, 6narogapsa Yemy npouecc 6MocuHTesa
CTaHOBUTCA HeobpaTUMbIM.

KodiepmeHT A umMeeT [0BONbHO CNOXHYK CTPYKTYPY U COAEPXWT
60nbLIOE YMCNO (DYHKUMOHANbHbIX TPYNM, HO FNaBHOW (YHKLMOHANbHOM
rpynnoi Monekynbl B 6MOXMMNYECKUX peakumuax ABNAETCA KOHLEBas Cynba-
rugpunbHas rpynna (-SH) n Bce auwbHble MPOU3BOAHLIE COAEpPXKaT TUOS-
CMIOXHO3(UPHYIO CBA3b. [103TOMY Yalle BCero UCMosb3yloT COKpalleHHoe
Hanuncadne CoA-SH.

CoA-SH Hapagy ¢ ATP npuHMmaeT y4yacTue B aKTUBUPOBAHUMU XUP-
HbIX KWUCNOT ¢ 06pa3oBaHnem auuni-CoA. 3Ta peakums BbICOKO 3HL03Pr1MYHa
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N conpshkeHa € 3K303prMYecKUMmn npoweccamun. TUo3Mpbl, KOTOPbIMU AB-
naTes aumnbl-CoA, NpeacTaBnsoT co60i akTMBMPOBaHHbIe hOPMbl Kap6o-
HOBbIX KNCMOT. ALMAbHBIA 0CTaTOK aunn-CoA MOXET Nerko NepeHocuTCs Ha
[pyroi akuenTop.

(3-OkvicneHne KapbOHOBbLIX KUCNOT NPOWUCXOANUT B BUAE MPOW3BOHbIX
CoA-SI | (aunn-CoA). CoA-SH nprvHUMaeT yyacTue B OKMCNUTENIbLHOM fe-
KapboKCMnMpoBaHMy NMpyBaTa, BXOAA B COCTaB CMIOXKHOI0 NUPyBaTAernapo-
reHasHoro Kommnekca.

KntoyesbiM npomnssogHbiM CoA-SH sasnsetca auetun-CoA. Auetun-
COA NpUHMMaET yyacTue B CNefytoLLimX npoueccax:

B 06pa3oBaHMM LUTpaTa B LMKNEe TPUKApOOHOBBIX KNCAOT;

- B OKWC/EHWUM 2-OKCOrnyTapara, ABMAACL COCTaBHBIM KOMMOHEHTOM
OKCOrNyTapaTAernaporeHasHoro Kommnsnekca, ¢ 06pa3oBaHMeM CyKUMHWA-
CoA, v nocnegytouiem cy6cTpaTHOM (hochopunnpoBaHNu;

- B OMOCKHTE3e BbICOKOMOMEKYNAPHBLIX KapbOHOBLIX (KMPHbIX) Ku-
C/oT, X0necTepona W ApPYrux CTEPOUOB, KETOHOBBLIX Tes, aueTUIXONuHa,
aueTUArIIOKO30aMUHOB U APYTUX COeAUHEHWIA

- B peakuusax aueTunupoBaHUs GUOTEHHBIX aMWHOB WM YYXepOoaHbIX
coefiMHeHn (KCeHOBMOTMKOB) C LieNbio X 06e3BPeXMBaHMS.

Kpome Toro, crnefyeT OTMeTWUTb, YTO NPOMEXYTOYHbIA MeTabonuT
4-octhonaHTeTeNH ABNAETCA KOPEPMEHTOM aumnnepeHocsue! o  6enka
(AMB-SH) cuHTeTa3bl XUPHbIX KMCNOT, a fedoctho-CoA-SH —kodepmeH-
TOM LMTPaT/Na3bl.

Ponb NaHTOTEHOBOA KNCAOTLI ONpefensieTcs TeM KPYrom MpoLLeccos, B
KOTOPbIX MPUHUMAIOT yYacTue ee NMPOn3BOAHbIE  KO(EPMEHTHI.

HepfocTaTok MaHTOTEHOBOW KWCMOTbI MPUBOAMT K HELOCTaTOYHOCTU
CoA-SH n ATNB-SH B KneTkax, HapyLleHWI0 MHOrOYMCIEHHbIX MeTabonnye-
CKUX MPOLECCOB, MU B YAaCTHOCTU 6MO3HEPreTUKMN, MeTabonnsma yrnesofos,
AUNUZoB 1 6ef1KOB.

Mpu ~OTCYTCTBMM MAHTOTEHOBON KWUCNOTbl B PALMOHE Y XXWUBOTHbIX
BO3HVKAIOT [epMaTUTLI, BbiNafeHne LepCcTu, U3MEHEHN MUENNHOBbLIX 060-
NOYeK CMMHHOro Mo3ra. Y njei-go6posonbLes Habnoganm MnopaxeHus
KOXW, NOCefiEHNE BONOC, HapyLlleHne QYHKLMN HEPBHOWM CUCTEMbI, MOHMXKe-
Hie afianTaLVOHHOM CMOCOBHOCTH K M3MEHEHMIO DaKTOPOB BHELLIHENW cpefpbl.

Y yYenoBeka aBUTaMWUHO3 U3-3a feduunta BuTamnHa B3 BCTpeyaetca
pefKo no npuyMHe LMPOKOro pacnpocTpaHeHUsd ero B COCTaBe Pas/inyHbIX
NPOAYKTOB MUTaHWA, U KuleyHaa nanoyka (£. coli) cMHTe3npyeT naHToTe-
HOBYIO KMCNOTY B A0OCTATOYHbIX KOMMYECTBax, KOTopas 3aTemM BCacblBaeTCA
N3 KULLIEYHUKA.

CyTo4Has noTpe6HOCTb B MaHTOTEHOBON KUCMOTE Y Yes0BEKa COCTaB-
naet 10-5 wmr.

MHOro MnaHTOTEHOBOA KMCNOTbl COAEPXMUTCA B [POXOKAX, MOJIOKe,
ANYHOM XXENTKE, MeYeHN, CepfLe, MoYvKax, ropoxe, LWnuHarte v ap.
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ButamuH B5 (aHTunennarpuyeckunin taktop, PP). ButamuH B5npeg-
CTaB/eH HWKOTWMHOBOWM KUCMOTOM (HMALMH) N HAKOTUHAMUAOM (HUauvHamu),
061a4a10LLMMN OMHAKOBOV BUTaMWHHOW aKTWBHOCTbIO. BuTamuH B5 yacto
Ha3blBakn BuUTaMmuHOM PP (0T aHrn. pellagra preventing factor aHTunennar-
puyeckunin haktop). HUKOTMHOBAsA KUCMOTa M ee aMmug 6b1an N3BECTHbI 3a0NT0
[0 06HaPYXXEHNS X BUTAMUHHOI aKTUBHOCTY.

N
HuKoTuHOBas Kucnota HukoTuHamug
(3-nupnanHkap6oHoBas)

B 1935 r. O.I'. Bapbypr o6Hapyxwun gBa KohepmMeHTa, B COCTaB KOTO-
pbIX BXOAUT BUTaMUH B5. 3T0 HUKOTUHamugageHnHANHYKneotns (NADH) n
HUKOTUHaMuaafeHnHanHykneotugadocgara (NADPD; Tak Ha3biBaeMble HU-

KOTUHAMWHblE KOPEPMEHTbI.
O

c-nh2

-O—p=o0
o-

HukoTuHamugageHnHanHykneotng (NADH)
(HHKOTMHaMMAaaeHMHAMHYKNeoTuadocdat, NADPH)

NAD+ cuHTe3upyeTcs 13 CBOBOAHON HWUKOTUHOBOA KUCMOThbI B pe-
3y/bTaTe CefyloLnX peakyuii:
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1) HukoTnHoBasa kucnota + 5-ocopunbosnn-1 -nupodocdar -

= MOHOHYKNeoTua HUKOTUHOBOW KucnoTsl t PPi;
2) MOHOHYK/1e0TW HAKOTUHOBOW KncnoTbl + ATP = [lezamBao-NAD + Ppi;
3) Aesamungo-NAD 1+ MnytamuH + ATP = NAD++ MnyTtamat + ADP + Pi.

B HekoTopbix KneTkax ans 6uocuHTesa NAD' BMeCTO HUKOTMHOBOW
KWUCOTbl MOXET UCMO/b30BAaTLCA HUKOTUHAMUS,

NADP4 cuHTesupyetca 13 NAD4 B pesynbTaTe peakumm ocgopunmpo-
BaHWA M0 MMAPOKCWIbHON rpynmne y BTOPOro aToMa yrinepoja octarkapubosbl:

NAD++ ATP = NADP++ ADP.

B OKMCNNTENbHO-BOCCTAHOBUTENbHBLIX peakumax yqacTBYeT HUKOTU-
HaMUAHbI/ LMK, B OKMCNEHHOW hopMe LMKA MMeeT apoMaTMyecKnin xapak-
Tep, HeceT MONOXMTENbHbIV 3apsAj W CywecTByeT B BUge KaTMOHa Nupuau-
HUA. Mo 3aToMy KOo(hepMeHTbl B OKUC/IEHHOM COCTOSIHUM 0603HaYalT Kak
NADbnNADP+

NAD+ n NADP+3aBHCHIVbie aernaporeHassl, Bo3aeicTBys Ha Cy6-
CTpaTbl, OTHUMAIOT OT HUX /Ba aTOMa Bogopoa (2 e n 2H+), 0fHaKo Ha Ko-
(hepMEHT nepeHocUTCA TMApUA-MoH (2. e 1 1H+4). AKLenTopoM ruapui-noHa
ABNAETCA aToOM yrnepoja B napa-rnofioXXeHun K aTtoMy a3oTa HUKOTMHaMWA-
Horo umkna NAD1nnn NADP+ BTOpoii NPOTOH B BbICBOOOXKAAETCA peakuu-
OHHYI0 cpefly, Mo3ToMy 0603HaYeHWe BOCCTAHOBMIEHHLIX (JopM 0603HavatoT
- NADH +H'vn NADPH W T:

NAD+ NADP' NADH +H+ NADPII + H+

[NaBHas ponb HUKOTMHAMU/AHbIX KO(PEPMEHTOB B OKUCAUTESIbHO-
BOCCTAHOBUTE/IbHbLIX peakumnax —s3To NepeHoc rmapua-woHos. BocctaHoB-
neHHbIi NAD nepeHoCUT BOCCTaHOBUTE/NbHbIE 3KBMBA/IEHTbI 13 KaTabonuye-
CKUX MyTeli B fAbIXaTeMbHYHO Lenb M TEM CaMbIM Y4acTBYET B 3Hepretuue-
ckom obmeHe, aNADPH saBnseTcs rnaBHbIM BOCCTaHOBUTENEM B BUOCKMHTE-
TUYECKUX MpOoLEeccax.

NAD+u1 NADP+aBnatoTca KohepMeHTaMy MHOIMX OKCUopesyKTas-
HbIX CUCTEM W NMPUHUMAIOT yyacTue npumepHo B 200 peakLmsax B pasnyHbIX
6MOXMMUYECKMX NpoLeccax, TakuX, Kak LMK TPUKapboHOBbLIX KUCMOT, Fn-
KOMM3, NeHTo30(octhaTHbI MyTb MeTabonusma yrieBofoB, B MeTabonusme
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NUNNZOB, fbIXaTeNbHOM Lenu TpaHCMopTa 3/1eKTPOHOB, (DOTOCUHTE3e, BOC-
CTaHOB/IEHUW HUTPATOB [0 HUTPUTOB U T.4,

Mpun HepocTaTKe BUTaMMHA B5 HapylwatoTcs npoueccbl 6UocUHTE3a
HWKOTUHaMUHbIX KOepMEHTOB, YTO, B CBOK OYepefb, BefieT K HapyLLUEHNIO
OKMCINTENbHO-BOCCTAHOBUTE/bHBLIX MPOLIECCOB, MeTabonusMa YrieBofos,
NUNWAO0B, GENKOB M APYTMX MeTabonnYecKuX npoLeccos.

B TaxenbiX cryyasx MOXeT pa3BuBaTbCcs 3abofieBaHue mnennarpa c
cuMnToMamu Tpex D: fepmaTuTbl, fuapes v AeMeHLmns.

>KMBOTHbIE U NOA4N HE 0YeHb YYBCTBUTENbHLI K HEAOCTATKY WU faxe
OTCYTCTBMIO HUKOTWHOBOW KWUCNOTbl (AW HUKOTMHaMUAa) B Mulle npu
06€eCcrneyeHHOCTM aMUHOKWUCIOTOM TpMNToaHoM. TpunTodaH CHUTaOT Npo-
BUTaMWHOM, TaK KakK M3 3TOW aMUHOKWC/OTbl B OPraHM3Me CUHTe3NpyeTcs
HWKOTUHOBAsA KucioTa. VIHTEHCMBHOCTL GMOCMHTE3a He BbiCOKa, M3 60 mr
TpunToaHa nonyyaeTcs 1 Mr HUKOTUHOBOM KWUCMOTbI.

CyTouHaa notpebHocTb cocTaBnseT 15-25 Mr.

Kykypysa v copro 6egHbl TpUNTOhaHoM M HefOCTaTOK 3TON He3ame-
HWMOI aMWHOKMCNOTbI MOXET 6blTb MPUYMHON 3ab0neBaHWA Nennarpoii B
Tex cryyasx, Korga oHu fABNANNCb OCHOBHbIMU NPOAYKTaMy MULLK.

ButamunH B6 (nupugokcon, afepmuH).~FIMpUAOKCON BrepBble Bblfe-
NeH 13 NofMpoBaHHOro puca B 1932 r., ero CTpyKTypa yCTaHOB/IEHA U NOA-
TBEPX/AEHA XMMUYECKUM cuHTe3om B 1939 . ButamuH B6 npegcrasnseT co-

60i/i  3aMeLleHHbId  NUPUAWMH - 3-TMAPOKCU-4,5-AMrnapoKCUMeTn-2-
MeTUNUPULNH.
Mupungokcon Mupugokcanbhocgat

OKucleHVe OfHON TMAPOKCUMETMALHOW rpynnbl (-CH20H) go anbge-
rMAHOM 1 hochopunmpoBaHe BTOPOA NPUBOAUT K 06pa3oBaHWi0 NMPUAOK-
canbhochata —merabonmyeckn akT1BHoOl hopmbl BUTamMmuHa B6. Mnpugokcans-
tocdat (PLP)  Hambonee BaXHbIA KODEPMEHT B METab0M3Me aMUHOKUC/IOT.

AKTUBHON (DYHKLMOHANLHON TrpynnvMpoBKoi nupuaokcanbgochaTa
ABNSAETCA anbferngHas rpynna, cnocobHas BCTynaTb B peakuun ¢ aMuHO-
rpynnamu ¢ 06pasoBaHvem anbLyMUHOB (LUMG(OBLIX OCHOBaHWIA).

B otcytcTBue cybeTparta anbferufHas rpynna nupugokcansgocdara
KOBaNeHTHO CBfi3aHa C aMWHOrpPynnoW ocTaTtka nu3vHa 6enkoBoOi 4vacTu
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thepMeHTa B Buie BHYTPUMOMEKYNAPHOTO angyMUHA U TakuMm 06pasom 3a-
610K1poBaHa.

no
H3C l}/ |
H H
MMONEKYASPHBIA anbAVMUH
MupungokcanbgocdraT By 1p ¢ A

Puc. 6.12. O6pasoBaHune BHY! puMONeKyNAPHOro KOMM/IEKCa
(anbanMUnHA).

Mpu Hanuuum cybCcTpaToB Nepef UX B3anMOAeiCTBMEM MpPe/LLIecTByeT
rMAPONN3 BHYTPUMONEKYNSAPHOTO anfuMmuHa. c obpasoBaHvnemM CBOGOAHON
anbAerngHoi rpynnel nupugokcanbochaTa, KOTopas 3aTeM MOXET pearu-
poBaTb C aMUHOTPYNMoi cy6cTpaTa-aMUHOKUCAOTbI C 06pa3oBaHMEM HOBOTO
anbAnMnHa —hepMeHT-KoPepMeHT-Cy6CTPaTHOro KOMMIeKca.

H n

BHYTpyMOneKynspHbli anbaMMuH PepMeHT co CBOOOAHOI anbaerniHoi
rpynnoi nupugokcansgochara

4
+ R-C-COO

NH2 110
H3C
£

H

depMeHT-KOhepMCHT-CY6CTpaTHbINA
KOMMEKC

Puc. 6.13 Cxema B3aMMOfeCTBUSA NMPUAOKCATb3aBUCUMbIX
(hepmMeHTOB C cybcTpaTamu.
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[JanbHeiiwve npespaweHns GepMeHT-KohepMeHr-cy6CcTpaTHOro Kom-
niekca B Xofe NOoCnefyoLWmnx peakuyuii onpesensoTcs KaTaIMTUYeCcKon aK-
TUBHOCTbIO (hepmeHTa. lMepByl0 peakuuto, KaTaim3upyemyto nupugokcane-
BbIMW (PepMeHTamu, —peakLuio TpaHCaMUHUPOBAHUA aMUHOKMCOT OTKPbIM
poccuiickme 6noxumukn B 1937 r. A.E. BpayHwTeitH n M.M. LLIeMsAK/H, me-
XaHW3M KOTOpOIi OHM ycTaHOBWMAM B 1952-1954 rr.

BrocneacTBnm ycTaHOBMEHO, YTO ripuaokcanbdochar BXOAUT B CO-
cTaB 6onee 50 hepMeHTOB:

—aMUHOTpaHchepas aMMHOKMUCNOT (MeTabonn3M aMUMHOKNCNOT);

— aMuHoTpaHcdepas MOATUPOHMHOB (BUMOCMHTE3 TOPMOHOB! LUUTOBUAHOW
Xenesbl U UX KaTabonmsm B nepuepuyeckmx TKaHsx);

—aMUHOTpaHcdepasbl y-aMMHobyTMpaTa (oKucneHne (06e3BPEXMBAHNE) Me-
fmnatopa TopmoxeHus LIHC);

—MOHOaMMHOOKCKAA3. AMaMUHOKenaas (okucneHme (06e3spexxmeaHmne) 6mo-
reHHbIX aMV1HOB);

—KUHYpeHMasbl U KNMHypeHnHaMuHoTpaHcdepasbl (6MocMHTE3 BUTaMuHa B5
13 TpUnTOhaHa);

—CUHTeTasbl 5-aMWHOMEBYIEHOBOW KMCNOThI (BUOCMHTE3 rema u3 rauunHa v
CyKunHun-CoA);

—aekapbokcunas aMMHoKMcnoT (06pa3oBaHne BMOreHHbIX aMUHOB (TKaHe-
BbIX N HEPBHbIX Me41aTopOB);

—u3omepas (pauemas) aMmHOKUCNOT. (MeTabonn3m D-aMUHOKMCNOT);

- rnvkoreHdocgopunasbl (ochopuponns rnKoreHa).

Kpome TOro, nupugokcanbhoctar-3aBucumMblie hepMeHTbl KaTannsu-
pYIOT peakLuu anbfonbHOro pacllenneHns cepuHa ¢ 06pasoBaHnem rvumnHa
n opmanbaernia, cUMHTe3a TpUNTodaHa U3 cepuHa 1 MHAONA, Aerugpata-
LMIO CepuHa 1 paga Apyrux epMeHTaTUBHbIX PeaKLuid.

LLnpoknit  Kpyr~ nupuaoKcanbhochaT-3aBUCUMbIX (epMEHTaTUBHbIX
peakuuii co3aaeT NPeLnochkINKN MHOTOUYNUCAEHHbIX HapyLleHunii MeTabonmama
npw gedmunTe B OpraHn3Me BuTaMmHa B6. Mpw ero HegocTaTke HabnaaoT-
ca cneyuguyeckoe 3aboneBaHne KoXu (KCUMMETPUYHLIA» fepMaTWT), Mo-
BblLLEHHas BO36YAMMOCTb LeHTPasbHON HEepBHOM CUCTEMbI, CYAOpPOru, 4To
CBS3aHO~C HEOoCTaTOYHbIM 06pa3oBaHMEM TOPMO3HOrO Mefuatopa —y-
amMMHObYTMpaTa, aHeMus 1 3aiepXKa pocTay MoogbIX 0Co6ei.

B opraHn3m uenoBeka onpefeneHHas YacTb BuTaMuHa B6 moctynaet
3a CYeT KULeyHoW Mukpodiopsl. boratbl BUTaMMHoM B63epHoBbie 1 6060-
Bble, MACHbIe NPOAYKTbl W pbiba. CyToyHas MoTpeGHOCTb B BUTaMuHe B6
B3POC/IOr0 YenoBeKa COCTaBNAET NPUMEPHO 2—3 Mr.

Y B3pocnbix Ntogeli B6-aBMTaMyHO3, Kak npaBuio, He HabnogaeTcs.
MpW3HaKN BUTaMWHHOI HeAO0CTaTOYHOCTM MOTYT pasBMBaTbCA NpU ANTENb-
HOM NpPUMeHeHWN NPOTUBOTY6EPKYNE3HOr0 NpenapaTa N30HWasmnaa, cnocoo-
HOro CBA3bIBaTbL BUTaMUH B6.
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ButamuH H (61M0TWH). BMOTUH Kak HEOOXOLUMbIA KOMMOHEHT MUK
Bnepsble Bblgennn B 1935 r. d. Kérnb 13 AMYHOrO0 XenTka u Hasan 6uoTu-
HoMm. [na nonydeHus 1 mr 6uotmna notpeboBanoch 225 Kr Cyxoro AsMYHOro
Xentka. MccnefoBaHusa Mo BblAENEHUIO (hakTopa pocra asoTHUKCUPYIOLLIMX
6akTepuii (koaH3nMa R) 3aBepwimnuch B 1939 r. BnocnegcTeum atum chak-
TOPOM OKasa/cs 6MOTUH. B 3TOT Nepuog npu nsyyeHnn NpUUnH gepmatutay
KPbIC, BO3HWKAIOLLETO NPU CKapM/IMBAHWUMW CbIpbIX Aul, 6bln BblAENeH BUTa-
MUH H (Hem. haul  koxa). B 1940 r. 6bIn10 YCTaHOBMEHO, MTO-OUOTUH U BU-
TaMmMH H OAHO UM TO Xe BeLecTBO, XMMUYEeCKas CTPYKTypa KOTOpOro ycra-
HoB/leHa B 1942 r.

Mo xvmunyeckoin npupoge ButamuH Il npescraBnseT KOHAEHCUMPOBAH-
HY0 TeTePOLMK/INYECKYIO CUCTEMY, COCTOALLYIO N3 MMULO030/10HOBOMO LKA
r/r/006beMHEHHOrO C TeTParMapoTUOMNEHOBLIM LIUKIIOM.

o)

U
/C

HNT 23MH

ButamuH H (61MoTuH)

B TeTparnapoTaoeHOBOM LMKNE B 2-MONOXEHUN UMEETCH pafuKan Ba-
NepWaHoBON KWUCNOTbI. V13 BOCbMM ONTUYECKMX M30MEPOB BMOMOrMYecKoi ak-
TUBHOCTbLIO 06naAaeT Tobko D (+) - 6UMOTUH. B opraHu3me 6UOTUH KOBa/IEHT-
HO CBfA3aH NeNnTUAHON CBA3bI0 MeXxay Kapb6OKCUAbHOW rpynmnoit 6uoThHa W
aMMHOrPYMMoiA 0CTaTKa/IM3NHa, HaXOAALLErocs B akTUBHOM LieHTpe hepmeHTa.

BUOTWH BbINONHSAET KOPEPMEHTHYIO (DYHKLMIO B peakLmax Kapbokcu-
NUPOBaHMA . C yyacTmeMm OukapboHaTa Kak KapbOKCUAMPYIOLLEro areHra.
BHavane npoucxofmT KapboKcunmposaHme 6MOTUHA B GUOTUHMNEPEHOCSLLLEM
6enke.c 06pazoBaHMeM KapboKCHBUOTUH-(hepMeHTa. TOT Npouecc npoTeka-
€T C 3aTpaToil 3Heprum n o6pasyroLMiica NPOMEXYTOUHbIA NPOAYKT (Kap-
B6OKCUBUOTUH-DEPMEHT) ABNAETCA BbICOKOAKTUBHLIM COEAUHEHUEM W Ha3bl-
BAETCA «aKTUBMPOBaHHbIN CCb». CBo6oaHas aHeprus mb6ca oTwenneHus
KapboKCUNbHOWM rpynnbl cocTaBnseT—19,7 kx/Monb, 4TO NO3BONSET Kap-
60KCcMOMOTUHY nepeHocnTb C 02 Ha akuenTopbl 6e3 NoTpebneHns JoNoNHK-
TeNbHOW 3Hepruu.

N kkap6okcunbHasa rpynna HaxoguTcs Ha KOHLe CBO6OJHOBpaLLato-
Lelica Lenn OKONO eBATW MPOCTbiX CBA3eld ¢ paccTosiHMeM 1,6 HM. JanHa K
FMBKOCTb Lienn Mexay 6MoTMHOM ¥ 6enKoBOI YacTblo pepmMeHTa No3BonseT
6MOTUHY MOBOPaYMBATLCA U MEPEHOCUTL aKTUBMPOBAHHYIO KapbOKCWUbHYTC
rpynny oT OAHOro aKTUBHOIO LieHTpa PepmMeHTa K ipyromy.
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HCO03+ ATP anp + pi
N\ N\

BroTuH-kapbokcunasa
BnoTUH-hepmeHT

O

Bnoxvmuyeckyto ponb 6MOTUH BbINOMHAET B BUAe KotepmeHTa NI
KapboKcnbUoTMHa B ABYX Tunax peakuuii: ATP-3aBUCMMOM KapboKcUnmnpo-
BaHWM 1 TpaHcKap6okcunmposaHumn (6e3 ATPR), BXoAA B coCTaB nupyBsaTKap-
6oKcunasbl, aueTunkapbokcuiasbl, NPONUOHUNKApOOKCHUNasbl, METUIKPOTO-
HUNKapboKcmnasbl, MeTuIManoHun-CoA-TpaHckapboKcuiasbl u ap.

CumnToMamy aBMTaMMHO3ay NabopaTopHbIX U HEKOTOPBIX AOMALLHUX
MOAOMBITHBIX XXWBOTHBIX ABMAIOTCA 3af€pXKKa pocTa, JenUrMeHTaLnusa KOXu,
BbINafeHNe LWePCTU Ha KOHEYHOCTAX M BOKPYT rN1a3 v Nepbes Y NTULbI, pas-
BUTME CNELMPUUECKOro 3K3EMaTO3HOI0 fepMaTunTa, HepBHbIe PacCcTPOCTBa.

MpYpoaHbIM aHTArOHMCTOM 6MOTUHA ABNSETCA 6ENOK ChIPbIX ANL, aBU-
OvH. OH 06n1afaeT BbICOKUM CPOACTBOM K GMOTUHY M 06pasyeT HepacTBOpU-
MblIii 6GUOTWH-aBUAUHOBBIA-KOMMEKC.

CyTouHas MoTpebHOCTb YernoBeka B BUTamMuHe H coctasnser 150-200
MKT. Y Ye/ioBeKa Bbi3Barb aBUTaMWHO3 He yAaeTcd, T.K. 6UOCUHTE3 BUOTUHA KU-
LUeYHON MMKPOMIOPOIi B HECKONBbKO pa3 NpeBbiLLaeT NOTPe6HOCTL OpraHn3ma.

Butamun B9 (Bc, honat). B 1931 r. 6611 OTKPLIT (hakTop, npefoxpa-
HAKOLLNIA BepeMeHHbIX >XeHLMH 1 06e3bsH 0T 3ab60/1eBaHNS 3N10Ka4eCTBEH-
HO aHeMMWell M Ha3BaH BMTaMWHOM M (OT aHrn. mokey - o06e3bsiHa), a B
1940 r. B neyeHn 06Hapy>XeH (aKTop, NpefoXPaHAOLLMIA OT aHEMUM LUbINAAT
1 Ha3BaH Obln BUTaMMHOM Bc (0T aHrn. chicken —ubinneHok). B 1941 r. u3
NUCTbEB LWINWHATa BblfeneH (hakTop pocTa ubinaat. OKasanoch, YTo BCe 3T
(haKTOpbl ABAAOTCA OLHWM W TEM XXe COeAWHeHWeM - (HOSMEBON KUCNOTON
(ot nat. folium —ucT), noHHas opma - onat. Ponar ABNSETCA POCTOBLIM
(haKTOpOM psija MUKPOOPraHU3MOB.

KapboKCMBnoTUH-hepmMeHT

142



ButamuH Bc WIMPOKO pacrnpocTpaHeH B MPWpoOAe, ero Mosekyna co-
CTOMT M3 OCTAaTKOB 3aMeLLEHHOro NTepuHa, «Apg-6eH3oarta u rnytamara, no-
3TOMY (honaT HasblBaloT NTepounriytaMaTtoM. O6HapyXXeHO HeCKOMbKo pas-
HOBMAHOCTEN BMTaMuHa BG cofepxkalnx HECKONbKO OCTaTKOB r/yTamata,
CBA3aHHbIX 7-FNyTaMWbHbIMW NeNTUAHbIMK CcBA3AMU. Hanbonee metabonum-
YecKM aKTMBHbIMM (hOpMaMmn ABASIOTCA MTEPOMIONWUTOrayTamMaTbl ¥ NTepo-
NANOAWTAyTamarthl.

B opraHusme >XMBOTHbIX (honat noj AeictBrem onatpesykrasbl C
yuyactmem NADPH BoccTaHasnmsaeTcs o 5, 6, 7, 8-tetparngpodonara. TeT-
parngpoconar sBifeTcAd KoPepMeHTOM TpaHc(epas, a BEpHee KocybcTparom,
T.K. OH (DYHKLMOHUPYET He CBA3aHHbIA C epMeHTOM. C pasnnyHbiMu ep-
MeHTaMn OH MPUYHUMAET yyacTue B nepeHoce Cr pafnKaios, Takux, Kak Me-
TWUN, TMAPOKCUMETUST, METUNEH, METUH, (hopmun, hopMumnH (—CH = NH).

(1 COO
OH .
donat
| NADPHffl
H2MYy || dona lpesykrasa
"NADP1
O Ccoo’
TeTparngpocgonar

Tetparngpodonar obpasyet MeTabonmyeckme akTnBHble C,-Npon3Bos-
Hble C pas/IMYHON CTeneHbID OKUCNEHWs aToma yrnepoga: T\5-metunteipa-
rugpoconatr, bISMH-meTuneHTeTparngpodonar, MI10-hopmunTeTparngpo-
thonat, opmumuHoTeTpadonat, blsbIld-mMeTeHUNTNAPOGONAT, KOTOPbIE MO-
ryt s3aumonpespawiatsca (puc. 6.14). B suge Ci-npon3BOfAHbIX TeTparng-
podonat NPUHUMAET yyacTve B Pas/IMUHbIX OGUOCUHTETUYECKMX peakLmax.
Tak, B3aumonpespatleHme rnLuH-CepuH-rucTUanH, 6UOCUHTE3 XONKHa, Me-
TUOHWHA, MYPUHOBLIX N MUPUMULNHOBbLIX OCHOBaHWI, HYKNENHOBBIX KUCMOT
NPOUCXOAUT C yyacTuem TeTparugpodonara n 4acto 3T QYHKUUU OH Bbl-
NONHAET COBMECLLO C BUTamnHoMm B12
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NHCOOH + ATP

n .. H N I'-dopmunteTparmapogonarcuHTeTasa
HTY 'n_ ,n. .
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NV C'n" ~ o
OH 11 J0OA _/ yc™.(Glu”

o'/l H
N I’-dopmunteTparugpodonar

N I°-dopmunnmmMHoTeTparnapo<wiat

Livknorugponasa

hoh  nv "-h20+nh3
q" C
N . o)
FVi
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K5bl,0-MeTeHual " TparnapogonatgerngporeHasa
Yy
NADP+
PNe N chq,
C NO Q

O Hy.
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Puc. 6.14. O6pasoBaHue Ci-npon3BOAHbIX TeTparngpodona m.
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MUKpOOPraHn3Mbl 1 XWBOTHbIE YYBCTBUTE/IbHbI K HeLOCTaTKy BWTa-
MuHa Bc, KOTOpbIV CONPOBOXAAETCS rNy60KMMN HapyLlleHuaMu 61uocuHTe3a
HYKNEWHOBBIX KUCNOT 1 6enKoB. Mpu aBUTamMrHO3e BCy XMBOTHBIX U Yeno-
BeKa pasBKBaeTCA aHeMWs B pesy/bTaTe HapyLUeHWs 3puTpono3sa, Tpomb6o-
LMromnoasa n 0CobeHHo nelikonoasa.

MoTpebHOCTb B (hONMEBOI KMCNOTE S 4Ye/lOBEKA COCTaBAseT Mnpu-
MepHO 200 MKr B CYTKW. B 06bI4HOI NuLLe COLePXUTCA JOCTATOUHOE KOMu-
YeCTBO 3TOr0 BUTAMUHA U 3HAUYMUTENIbHbIE KOMMYECTBA CUHTE3NPYET KuLley-
Has MUKpodgiopa.

B oTnnumne OT XWMBOTHBLIX W YENIOBEKA, MHOTME MUKPOOPraHU3Mbl He
MOTYT WCMO/b30BaTh 3K30TEHHYI0 (POMMEBYHO KWUC/OTY, a CUHTE3VPYIOT ee
camu. lMoatomy And HMX (DAKTOPOM poCTa ABNAETECA BMTaMuH BX - napa-
6eH30aT (MABK), KOTOpbI/ OHM NCNONL3YIOT Ang 6rocKuHTe3a onata.

MexaHusm ryb6uTenbHOK AeicTBMA amMmuia Cy/b(OHOBOW KUCNOTbl U
ee Npou3BOAHbIX Ha 6aKTepun CBS3aH C HapyLleHnem 6MocmMHTe3a onneBoi
KUCNOTbl, HEOOXOAMMOWN AN UX XW3HefeATeNbHOCTU. Bnarogaps xumunye-
CKOMY CXOACTBY C «ApA-aMMHOBGEH30aTOM  CynbhaHunamuasl 6710KMpyoT
BKNIOYEHME «sipsi-aMUHO6eH30aTa B (honaT. HapyLeHne 6nocuHTes3a onarta
CTaHOBUTCA NMMUTUPYIOLWMM (DakTopoM. 0bpa3oBaHus TeTparvapodonaTta,
Heo6XxoAMMOro Ans 6MOCUHTE3a NMYPUHOBBIX U NMUPUMULUHOBBIX OCHOBaHWI
HYK/IeMHOBbIX KUCMOT. XXMBOTHbIE W JIHOAW NCMONL3YIOT FOTOBbINA (onat (Bu-
TaMmuH Bo) 1 cynbhaHnnammngHble npenapatbl Ha HUX He AeNCTBYIOT.

AmMng cynbOHOBONR KNCMOTbI
(cynbthannnamunp)

ButamnH B12 (kobanamunH, aHTMaHeMU4eckunii dakTtop). Vctopusa oT-
KpbITUs-BUTaMuHa B12 cBA3aHa C M3y4yeHMeM NpUYnH 3a60/1eBaHMA 3/10Ka4ecT-
BEHHOI aHeMwueii, onucaHHoW B 1849 rogy. MNo3aHee 6bINO YCTaHOB/EHO fe-
UebHOe AeiCTBMe CbIpOil neveHwn, a B 1929 r. obHapyxeHa HeO06XOAMMOCTb
[BYX (haKTOPOB: BHELLHEro (NWLLEBOro) W BHYTPEeHHero (rIMKonpoTenHa cnu-
31CTOI XXenyfka, 0b6ecrneymBaroLLEero BcacbiBaHvie NuLLEBoro).

ButamuH B,2 (BHeWHWA (hakTop) Briepsble BblfeNeH W3 MevyeHn B
1948 r., CTpyKTypa ycTtaHoBneHa B 19551956 rr., a XMMUYECKUA CUHTE3
ocyuiecTeneH B 1972 r. B To Bpems 3T0 6bial 0AMH U3 CMIOXHEALLNX OpraHu-
YeCKMX CUHTE30B. ButammH B12 CUHTE3NPYIOT TO/IbKO MUKPOOPraHW3mbl, B
0CO6EHHOCTV aHaapobHble 6akTepuun. PacTeHns, a Tem 60nee XXUBOTHbIE, He
CMOCO6HbI CUHTE3NPOBATb 3TOT BUTAMUH.
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Monekyna BuTaMuHa B[2 npeacTaBnseT KOMMIEKCHOE COefMHEHME W
COCTOUT M3 TPEX YacTeil.

MepBas YacTb NpefCcTaBfeHa NAaHapHbIM TETPANMPO/IbHbIM KOPPUHO-
BbIM S4POM, CBSI3aHHBIM KOOPAMHALMOHHLIMU CBS3IMU C aTOMOM KoGanbTa.
KoppunoHbIii UMK MO CTPOEHUIO HaMOMWHAET MOP(HUPUH, HO MMEET CBOM
0CO6EHHOCTM CTPYKTYpbl. Tak, fBa NUPPObHbLIX KOJblia HEMOCPEeACTBEHHO
CBA3aHbl APYT C APYITOM W 3aMeCcTUTeNaAMN B NMNUPPOJIbHbIX KOJbLaX ABAAKOTCA
amMUHble, a He KUCMOTHbIe Fpynnbl.

BTopas HykneoTuaHas 4acCTb, 0A4HA U3 MUPPONbHLIX 3aMecTUTenei,
COCTOMT U3 pu603bl U 5,6-AMMETUNBEH3UMIUA030Ma, CBA3AHHBLIX a-
FNNKO3UZHON CBA3bIO, U aMMHOM30MPONaHona, 06pasyeT MATy KOOpAWHa-
LIMOHHYIO CBSI3b C aTOMOM KoGasbTa.
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TpeTb —aHWOHHas 4YacTb, 6narofaps KOTOPON CYLLEeCTBYHOT pasHble
Ko(hepMeHTHble (hopMbl KobanamuHa, pasnuyalolimecs 3aMecTUTENSMU MO
LLIECTON KOOPAMHALMOHHOW CBA3M Y aToMa KobanbTa, KOTOPbIMU MOTYT ObITb
H2, OH , - CH3unn gesokcuaseHo3uH.

B nNpoMmblILLIEHHOM NPOM3BOACTBE NPU BbIAENEHUN U3 PepMeHTaTUB
Horo 6ynboHa BUTaMuH BJ2 nonyyaetca B BUAE KOMMNeKca C LMaHWA-MoHOM
(CN™), pacrnonoXeHHbIM MO LUECTON KOOPAMHALMOHHOM CBA3W aTtoma Ko-
6anbTa. B opraHmsme umaHug ¢ ko6anammHOM He CBA3aH.

B opraHu3me kobanamuH, npespaLlascb B kabamuAHble KOEPMEHTHI,
BXOAWT B COCTaB TaKUX (hepMEHTOB, Kak pubOHYKNeoTUApeAyKTasa, Katanm-
3upytowas npespaLleHne puOOHYKNeoTUA0B B [e30KCUPUBOHYKIEOTUAbI;
MeTunmManoHun-CoA-myTasa, KaTaiusupylowas < npespalieHne  ManoHus-
CoA B CyKuuHUN-COA; romMoLmcTenHMeTUITpaHchepasa, KartanmsmpyoLlas
npespaLleHne roMoumcTenHa B METUOHUH. Kpome 3Toro B 12kodepmeHThl B
cocTaBe (DEPMEHTOB MNPUHMMAIOT Yy4yacTue B MpeBpaleHnn rauuepona B
P-rmgpoKCMnponuoHOBbIA anbaerng; nusnHa . B aueTart u 6yTupart; rnyTta-
mata —B p-MeTWiacnapTar; COBMECTHO C TeTparnipodonaTom MpuHUMAaL i
yyacTue B CUHTE3e HYK/IeMHOBbIX OCHOBAHWUIA.

Butamuu B2B ponu kothepMeHTa Heo6xoaum npu o6pas3oBaHUmn Me-
TaHa 13 METUANPOBAHHbIX COEAUHEHMUI Y Pas3IMUHbIX aHa3POOHbIX MeTaH06-
pasyloLmx 6aKTepuii.

B peakuuu npespalleHnsa roMouucTerHa B METUOHWH KobGanamuH ne-
peHocuT MeTanbHyto rpynny oT N meTunTeTpadonata Ha roMOUUCTEWH C
NMPOMEXyTOUYHbIM 06pa3oBaHMeEM MeTUNKoOanaMuHa.

OueHb BaXKHOI peakuuvei Ans MAEKONUTAIOWMX, U O0COBEHHO >XBau-
HbIX, ABNAETCA peakumna usomepusaunyv MeTunmManoHuna-CoA B CyKUUHWUN-
CoA nog geiicTBriemM hepmeHTa MerniMaHoHUN-CoA-MyTasbl, KOepMEHTOM
KOTOpOI BbICTynaeT. 5'-ae3o0KkcnageHo3nnkobanamMnH. 3Ta peakuus cocTas-
nseT OfHY M3 cTafguii okucneHus nponuoHun-CoA, KoTopblil 0bpasyeTcs B
npouecce P-0KUCAEHNS XUPHBIX KUCNOT C HEYETHLIM YUC/IOM YT/IEPOLHbIX
aTOMOB“U NpU KaTabonn3Me HeKOTOPbIX aMUHOKWUCAOT M NPONUOHOBON KK-
CNoThl;-006pasyloLLeiica B pesynbTaTe MPOMWOHOBOKWCAOFO OGpOXEHUS B
npegkenyaxkax XsayHbix. M0 3TOA NpUUMHE y XBayHbIX MOBbILEHHAA MO-
TpebHOCTb B BUTaMWHe B12 1 MuKpoanemeHTe KobanbTe, HEOOXOAUMOM A/iA
6nocuHTe3a kobanamuHa.

Y 4yenoseka B,2-aBUTaMWHO3 MPOABNAETCA CUMMTOMaMU MePHULMO3-
HOV aHemMuu, HapyLleHneM MUeNMHW3aLMN HEPBOB, Pa3BMBaeTCA FIOCCUT, ay
XMBOTHBIX - 3af€epXXKOl pocTa, UCXYAaHWeM, MOpaXKeHWeM MoyeK, napanu-
YOM 33fHMX KOHEYHOCTei, 3MOPUOHaNbHOW CMEPTHOCTbIO U CMEPTHOCTbIO
HOBOPOX/EHHbIX.

CyTouHasa noTpe6HOCTL B3POCNOro Ye/IOBEKA B BUTaMUHe B,2cocTasnset
2 5 MKr. HeBbicOKas MOTpeBHOCTL B BUTaMuHe B12cBs3aHa ¢ HE60NLLWMM YKC-
nom B/-3aBUCMMbIX peakuuii y YenoBeka ¢ Tem, YTO BUTAMUH CUHTe3MpyeTcs

147



KMLLIEYHO MVIKpO(*)I'IOpOI‘/II KULWEYHMKA. [NaBHbIMWU MULLEBLIMU UCTOYHUKAMMU
BUTaMVHa B 124B/1410TCA NPOAYKTbI XXMBOTHOIO MPOUCXOXAEHNS.

ButamuH C  (ackop6vHOBas KWUCNOTA, aHTULUMHIOTHBLIA WAN aHTUu-
CKOpPG6YTHBIA thakTop). VcTopus oTKpbITUS BUTaMuHa C cBsA3aHa C Apamartu-
YecKMMW CO6LITUSMY Cpean MopennasaTeneil B Hayane XV B., 601eBLINX
UMHroi. ViccnefoBaHms, HadyaTtble nocne rmbenu ot umMHrm B 1535 1. 60/b-
LLeld YaCT! MOPCKOIA 3KCNeAnL MM Ha ocTpoBe HblothayHANeHS, 3aBepLUNINCh
B Hayane XX B. BbljeNeHneM BUTamMuHa U3 nMMoHa (1918-1925), kanycTbl,
CnafKoro nepua v HagnoveuyHukos (1928-1930). CTpyKTypa BUTAMUHA YC-
TaHOB/IeHa N NOATBepXAeHa CMHTe30M B 1933 T.
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L-AckopbuHoBas Kucnota npeacTaBnseT cobol  7-nakToH  2,3-
[erngporynoHoBO KUCMOTbI, CoAepXKallnil AUeHONbHYIO Tpynny 1 obe rug-
POKCU/IbHbIE FPYMMNbl UMEHOT KUCMbIA XapakTep, pKakoTopbixX paBHoO 4,2.

HOA  Ao0l1 OW OH
n C=cC

H
H\ é \:: 0 H s \
' ' +e\+HT
Ho— X OX HO-- ¢ — H
CH20H CH20H
L-Ackop6buHoBast L-Ackop6art
KucnoTa
iy HE " gH. -e\-H+
° \ /on \ /
=cC L” H' n C —C
c.R}G: 0 +2e+H" J\zc
HO—C—H Ho--
CHDH CHDH
L-AckopbaT-1oH L-AernapoackopbuHoBas
Kucnota

Puc. 6.15. Linkn B3aumonpespalyeHns ackopbuHOBOR KMCNOThI.

Mpy noTepe NpPOTOHa ackopbMHOBas KMCNOTa MOXET CyLLecTBOBaTb B
BUAe ackopbaT-noHa, a Mpy NoTepe 3NeKTPOHa M NPOTOHA NpeBpaLiaeTcs B
pagukan.-. ackopbaT. Ackopbart (pagukan) npu noTepe 3NeKTPOHa 1 NPOTo-
Ha, a ackop6aT-noH  ABYX 3/1EKTPOHOB ¥ O4HOI0 MPOTOHA NPEeBPaLLaloTCca B
L-nernapoackopbuHoByto kucnoty (puc. 6.15). JerngpoackopbuHoBas Ku-
€0Ta He NPOSABAAET KUC/bIX CBOWCTB.

D-AcKkopbyHOBass KuCnoTa BUTaMWHHOW aKTUBHOCTbLIO He 06/1ajaer.
AcCKOp6MHOBas KWCOTa CUHTE3MPYETCH BCEMU XIOPOGUICOLEPXKALLUMM
pacTeHMAMMW, MNPeCMbIKAKLWMMUCA M 3eMHOBOAHbLIMU. BMOCMHTE3 ackopbu-
HOBOW KMCNOTbl NPOMCXOANT U3 FIKOKO3bl W FanakTo3bl.

Becno3BoHOUHbIE, pbibbl, BbICOKOOPTraHW30BaHHbIe BUAbl NTUL U HEKO-
TOpble MIEKOMUTaKOLWME, TaK1e, KaK YenoBeK, 06e3bAHbI, MOPCKUE CBUHKU U
PSS NeTyunx Mbllleid a npoLecce 3BOAIOLMU YTPaTUAM CNOCOBHOCTb K 6MOo-
CUHTEe3y (hepMeHTa Ty/MOHONAKTOHOKCMAA3bl, KaTanvM3upyloweid nocnegHuin
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aTan 6uocKMHTE3a aCKOPOMHOBON KWMCNOTbl —MpeBpaLLeHne 2-KeTorysioHo-

NTaKTOHa B aCKOPOGUHOBYHO KUCNOTY. 18 3TUX BUAOB XUBOTHbLIX aCKOPOUHO-

Bas KMUCnoTa ABnseTca ButammHom C.

AcKopbUHOBasA KMCNOTa, SBAASACL CaMbIM CU/IbHBIM BOCCTaHOBUTENEM
B OpraHu3me, NMPUHMMAET y4yacTMe BO MHOIMX BGMOXMMMWYECKMX MpoLeccax
TpaHcnopTa 3nekTpoHoB. O6pasytoulancs npu 3TOM AerngpoackopbrHoBas
KUCNOTa NIErK0 BOCCTaHaBNMBaeTCA [0 aCKOPOUHOBOM KWCNOTbl (DEPMEHTOM
[ernapoackopbuHpeayKTasol npyu y4acTum BOCCTaHOB/IEHHOTO F/TyTaTuoHa.

MeTabonnyecknMm yHKLMAMIU aCKOPOUHOBOM KMUCMOTbI ABASIOTCS:
— BOCCTaHOB/IEHMe MOHOB Fe3+ a0 Fe2+ B KMLWWeYHVKe, Npu 3TOM obecneyn-

BAeTCS ero BcacbIiBaHUE;

— nojAep>XaHvie aToMa Xesie3a B BOCCTaHOB/IEHHOM cOCTosHUK (Fe2+)

— aKTUBHbIX LEHTPOB psAfa (hepMeHTOB;

— yyacTue B AbIXaTeNbHOM Lenu TpaHCNopTa 3N1eKTPOHOB;

— BOCCTaHOB/IEHNE ANCYTbUAHBIX CBA3EA B 6enkax 40 Cynb(PrugpusibHbIX,
aKTUBUPYA epMeHTHI;

-- BOCCTaHOBfMeHWe (honarta fo TeTparnapogonara,;
yyacTue B KayecTBe KocybcTpaTa B peakuWsix FUAPOKCUINPOBaHWS MpO-
JINHA 1 TM31Ha B NpoLecce npespaLleHns NPoKoareHa B KonnareH;

— TUAPOKCUNMPOBaHUE CTEPOMAOB MpU BMOCKMHTE3E FOPMOHOB KOpPbI Haamno-
YeYHWKOB; p-6yTupobeTanHa —Ipn GUOCUHTE3E KapHUTUHA; TpUNTO(haHa -
npu 6MOCMHTE3e CEPOTOHUHA U T.4.

AcKOp6UHOBas K1c/oTa B Ka4ecTBe Kocy6cTparta ¢ pepMeHTaMm npo-
NUNTUAPOKCUNA30/A N NN3NATUAPOKCMIA30/ MPUHMMAET y4yacTue B FMApo-
KCU/IMPOBAHWM OCTAaTKOB MPO/MHA W JIM3MHA B MPOKO/IareHe B npouecce
npeBpaLleHns ero B KonsiareH. AcKopouHoOBas KUCOTa, ABAAACH CUbHBIM
BOCCTaHOBMTeNEM, NOAAepPXUBAET aTOM XKene3a akTUBHOIO LeHTpa nponu-
rmapokcunasbl B heppodopme.

AckopbrHOBasi KMCoTa, Hapsgy C rNyTaTMOHOM W BUTaMUHOM E, BblI-
NONHAET YHKUUM aHTUOKCUAAHTA, ABNSAETCH aHTUMYyTareHHbIM aHTUCTpec-
COBbIM (DAKTOPOM M MPUHMMAET y4acTue BO MHOTUX APYTnX 6UOXMMUYECKUX
npoweccax. ¥ MECTHO OTMeTUTb, YTO aHTUOKCUAAHTbI B BbICOKUX KOHLLEHTpa-
LMsAX caMn MOTYT 6bITb NPOOKCUAAHTaMU.

HepocTaTo4HOCTb aCKOPOMHOBOM KMUCNOTbI COMPOBOXAAETCA HapyLue-
HEM TeX MHOTOYMC/IEHHbIX (PYHKUNIA, B KOTOPbIX OHa NPUHMMAET y4acTue.
TunuyHelil aBuTaMuHo3 C Hab4aeTCA Y XXMBOTHbIX, 3aBUCALLMX OT 3K30-
reHHOro NoCTynaeHus, 1 MPOSBASETCA B BUAE TAXeNoro 3abonesaHns UUH-
roii. BuoxuMmumyeckumn aetheKTamm Npu LMHre ABAAKTCA HapylleHue peak-
UniA TMAPOKCUAMPOBaHNA NPy 06pa3oBaHUM KOMJareHa, LeMEeHTMPYIOLLEro
COEMHUTENIbHYI0 TKaHb, AeronMMepusaums U rugponns ee BOMOKHUCTbIX
CTPYKTYp. B pesynbTare NoBbIWAeTCAa NPOHULAEMOCTb U JIOMKOCTb Kanuins-
pOB, BO3HMKAIOT MOAKOXHbIE KPOBOM3NUAHWA. HapyluiaeTcs 6UMOCMHTE3 re-
MOrno6buHa, pa3BMBaeTCA aHeMus.
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BcneacTBre 6MOXMMMYECKMX HapyLUEHWIA pasBuBalOTCA BHELLHWE Mpo-
ABneHus uuHrun. X. Kaptoe B 1536 r. onucan 3Ty 60/1€3Hb CBOMX CMYTHUKOB
BO Bpems nyTeLlecTus no peke C.. JlaBpeHTUs cregyownm obpasom: «OgHu
NNWKUANCE BCEX CBOUX CU/T U HE MOT/IN CTOATbL Ha HOrax. Y ApYrux K TOMY e
NOSIBUINCL Ha KOXe 6arpoBble NATHa KPOBM, KOTOPble NOCTENEHHO NOKpPbIBa-
NV TONEHW, KoneHw, 6eapa, Arofuubl, nieyu, pyku, Wwew. 130 pra ctan ugru
3M0BOHHbIN 3aMax, AeCHbl TaK 3arHuaun, 4To 0TNano BCce MACO fO KOpHEW 3y-
60B, a camun 3y6bl MOYTK BCe BbiNanu». K 310 kapTvHe MOXHO f06aBWTb Mo-
pa)keHus KOCTeil, 601M B CycTaBax, HapyLLeHWe 3aKNBNEHNUS paH.

CyTo4Haa noTpebHOCTL A48 4enoBeka cocTaBnseT 75—100 mr, Gepe-
MEHHbIM >XeHLMHaM ¥ NogpocTKam TpebyeTca 100—200:mr.

NcToYHNKaMn ackOp6UHOBOI KWCNOTbI, MOKPbIBAOLWMMK MOTPe6HO-
CTW N0Jel, ABNATCA 0BOWM U hpyKTbl. OCO6eHHO Borarbl acKop6VMHOBOM
KMCMOTON LUNWHAT, canat U OTAeNbHble PasHOBMAHOCTW KpacHOro nepua, B
KOTOpPbIX ee cofiepXaHue coctasnseT 1—2% Cyxoro. seca. B npogykrax xu-
BOTHOIO NPOUCXOXAEHNA aCKOPBUHOBOI KUCMOTbI Maso.

CnepyeT OTMEeTMTb BbICOKOe COAepXaHWe acKop6yHOBOM KWCMOThbl B
HaAMoYeyHMKax, 4To CBSA3aHO C ee PYHKLMAMU.

ButamuH P (6uodnasoHoungbl). B 1936 r. A. CeHT-[bepau ycTaHoBUA,
YTO JIOMKOCTb KanwuinspoBs Y XXUBOTHbIX 00YCNOBNEHA He TONbKO OTCYTCTBUEM
aCKOPOMHOBOW KUCNOTbI, HO U OTCYTCTBMEM pAfa 61ohnaBoOHOUAOB, 06Hapy-
YKEHHbIX B JIMMOHHOM COKe, B KOPKE IMMOHa, MepLe 1 Ha3BaHHbIX BUTaMVHOM P
(BUTAMUHOM MPOHMLIAEMOCTH).

OCHOBOV XMMMNYECKOW CTPYKTYpbl (D1aBOHON0B ABMISETCA KOH4EHCK-
poBaHHas cucTeMa 6eH30/1bHOr0 KO/bLa U LLECTUUYNEHHOIO KUCI0pOACcoaep-
Xallero retepounkia y-nmpoHa ¢ 60K0BbIM PEeHUbHBIM 3aMeCTUTENEM.

OH

OH O
KsepuetuH (3,5, 7, Bl 4/-neHTalugpokcngnaBoH)

PasHoo6pasve 6uodnaBoHOMA0B 06ecneynBaeTcs Hanmumem B 6a30BOM
CTPYKTYpe PasnN4yHOro KOMMYEcTBa WM MONMOXKEHWUS TWAPOKCWMbHbBIX, alKOK-
CWUMbHBIX W FNIMKO3WU/bHBIX 3aMecTUTenein B Monekyne. OgHUM U3 NpeacTaBu-
Tenein ABNAETCA KBEPLETWH, BrepBble BblgeneHHbI 13 Kopbl Ay6a Quercus
vtlutina, pogoHavanbHUK pasnuyHbIX N1eKapCcTBEHHbIX (hUTOMNpenaparos.

Bnarogaps HanMuuio B CTPYKTYpe BUTaMUHA P NonUeHONbHbIX KOM-
MOHEHTOB  (haBOHOMALI  MPUHMMAIOT  y4yacTMe B OKWUCAWUTE/bHO-
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BOCCTaHOBUTE/bHBIX PEAKLMAX PafuKanbHOro Tuna. B Takux peakumsx mo-
neKyna (pnaBoHOMAA NTPaeT Po/ib BOCCTAHOBUTENS MO OTHOLUEHWIO K Paju-
Kany cy6cTpaTa R v npeBpallaeTcs B OKUCIEHHYHO (PafUKanbHyto) opmy.

Pagukan KBepueTnHa XUHOWUAHbIE CTPYKTYPbI

$naBoOHOMAHLIN pajvKan XapakTepusyeTcs BbICOKOW CTabuIbHOCTbIO
B pe3ynbTaTe pacnpefeneHns 3MeKTPOHHOM MAOTHOCTW MO  CONPSHKEHHON
CUCTEME MOJIEKY/IbI U CYLLIECTBOBAHNSA N30MEPHBIX XMHOUAHBIX CTPYKTYP.

B opraHusme XWBOTHbIX W YefioBeKa pafuKaibl’ RAaBOHOMAOB Kak
YYaCTHUKN OKWCMINTENbHO-BOCCTAHOBUTE/IbHBIX MPOLECCOB. MOryT BOCCTa-
HaBnMBaTbCs  NPU  B3aUMOfEWCTBMM € acKOpOWMHOBOW  KUCNOTON,
a-TOKO(heponoM U ApYrMMu aHTUOKCUZAHTaMu, UMelowWwuMu 6onee HU3Kue
pefoKc-noTeHLUMansl.

BronaBoHoMabl 061afal0T WMPOKMM CNEKTPOM AeliCTBMS, NPOABAAS
aHTMOKCWAAHTHbIE CBOWCTBA WHAKTUBMPYIOT PasAuyHble aKTMBHbIE OPMbI
kucnopoga (A®K) v, Hapagy ¢ ackopbUHOBOW KWCMOTO, a-TOKo(eponom,
YOVUXVHOHOM ¥ fpyrMMU, NPUHUMAIOT y4acTue B 3aliuTe OpraHn3ma oT OK-
CUAATUBHOIO cTpecca. 3a CYeT MHrMOMpPoBaHNS (hepMeHTa rmanypoHugasbl,
pacLLiennaoLein rmanypoHOBYO KWCAOTY CTEHOK KPOBEHOCHbIX COCYAOB,
(hN1aBOHOMAbI CHUXKAIOT MPOHULIAEMOCTb COCYZ0B U ABMAKOTCA CUHEPTUCTaMU
BuTamMnHa C. Kpome TOro OHM NPOSBAAIOT aHTWANNEPrnyecKnin aeKT.

MonoxuTenbHble IPMEKTbI OKasbiBalOT 6MONNABOHOMALI NPU NIEYEHNM
1 NpoMNakTUKe CepAeqHO-COCYAMNCTLIX 3ab0oneBaHWiA, aTepockneposa, ru-
nepToHWK, AuabeTa, HapylleHWi (YHKUMIA NeveHn, BOCMNaNUTeNbHbIX MPO-
LieccoB, KatapakTbl W/Ap., 00befUHAEMbIM TEPMUHOM «60/1E3HN OKCUAATUB-
HOro cTpecca».

P naBoHOUAbI CYUHTE3NPYIOTCA PACTEHUAMM, UMEIOT LLUMPOKOE pacrpo-
CTpaHeHue B-npupoge. Butamuu P cofiepXunTtca B oBoLLax, pykTax, 3nakax,
Yae, KpacHOM BUHe 1 ABNAETCA HE3aMEHUMbIM KOMMOHEHTOM MULLN.

ButamuH U. Butamun U (ot nat. ulcus - A3Ba), Win NpoTUBOA3BEH-
HbIli hakTop, OTKPbLIT B 1952 . HA OCHOBaHWM M3y4yeHns ne4yebHOro AeincT-
BMS KamyCTHOrO COKa Mpu A3BaX >KenyfAka W [BeHaALaTUNepCTHOW KWLLKW.
Mo xumunueckoi npupoge BuTamuH U npefctaBnseT S-MeTUIMPOBaHHYIO
(hOpMYy aMUHOKUCNOTbI METUOHUHA - S-METU/IMETUOHVH.

ButamvH U fBNseTca akTMBHbLIM [OHOPOM MeTefbHbIX rpynn. Moa-
BMKHOCTb MeTa/bHbIX FPYNM NO3BONAET S-METUIMETUOHUHY NPUHUMATD aK-
TUBHOE Y4acTue B peakuusax MeTUIMpoBaHnusa 1 TPaHCMETUAMPOBaHus, obec-
neynBas GMOCKMHTE3 XONIMHA, KpeaTuHa U APYruxX MeTUIMPOBAHHbLIX COefu-
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HeHuii. ButamunH U CI'IOCO6CTByeT ANNTENN3aL 000/I0HKN XenyakKa N Kn-
Le4YHUKa y A3BEHHbIX 60/bHbIX, 0OKa3blBaeT 60neyTonmou.|,ee AeVICTBI/Ie, 4yTo
CBA3aHO C ,D,ETOKCVIKaLl'VIeVI rmcTamMmnHa.

1
h 31 —CH-C—OH
|
(I:HZ
CH2

HE KCH3

Butamun U
(S-MEeTUIMETUNOHUH)

ButamvH U cogep>xuTcs, B OCHOBHOM, B ‘0BOLLAX. BONbLLIOE KOMMYEeCTBO
€ro HaxoauTcAa B KanycCTe, Wwnunarte, crapxe, neTpywke, cenpaepee, Tomarax u
MOJI0KeE.

7. OBMEH BEUWECTB N SHEPI U

OcHOBbI 6MO3HepreTuku. MNpexae yem MepenTn K PacCMOTPEHMIO
06MeHa BELLECTB W 3HEPrum, fibiXateflbHOM Lienyn TpaHcnopTa 3M1eKTPOHOB 1
OKMCANTENbHOTO (POCHOPUINPOBAHNS, OCTAHOBUMCS Ha OCHOBHbIX MOHATUAX
6103HEpPreTUKM.

OnucaHviem n060W. CUCTEMbI ()KMBOW, HEXMBOM W T.N.) 3aHMMAeTCS
TepMoAuHaMumKa, KOoTopas paccmMaTpuBaeT M3MEeHeHWe 3Heprum no Mmepe
M3MEHEHUS COCTOAHUSA CUCTEMbI.

CucTema —n06as uccnegyemas 4actb BceneHHow nam cOBOKYMHOCTb
BELLECTB, MPEAMETOB, MOANEXaLLMX U3YYeHUIO BHYTPU ONpeAeneHHOro npo-
CTPaHCTBa; YCNOBHO OTAENEHHOr0 OT OKpYXarollero mupa. Bee, 4To Haxo-
ANTCS 3aMpefieNlaMn CUCTEMbI, Ha3bIBAETCSA OKPYXKAKOLLENA CPesoii.

BHeprus MOXeT NepexofuTb U3 CUCTEMbI B OKPY>KAOLLYHO Cpeay W,
Hao00pOT, N3 OKpYXKatoLLell cpeabl B cucTemy. Mpun n3yyeHuii mpowecca pac-
CMaTpMBAKOTCS HauvanbHble 3HEPreTUYecKue COCTOSHUA CUCTEMbI M OKpY-
Xaloweli cpefibl M KOHEYHbIE UX 3HEPTreTUYECKME COCTOSHMS, T.6. COCTOSIHMA
noc/e ycTaHOB/IEHWA PaBHOBECUS.

[ns onucaHus nepexoda OT OLHOTO COCTOSHWS K APYroMy Nofb3yHoT-
Sl TEPMOANHAMUYECKMMU MOHATUAMM:

U —BHYTPEHHSS 3HEPr Usl, NOSIHAs 3HEPTUs CUCTEMbI,

H —sHTabnus, TeNN0BOe CoAepXKaHne CUCTEMbI (B € AMHULLAX SHEPTK),

S—aHTpONKSA, CTeNeHb HeYMOPSAOYEHHOCTM CUCTEMB,
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G —cB060OAHAasA 3HEPrus, 3HEPrus, AOCTyNHasa ANS NPeBpaLLeHns B No-
Ne3Hyto paboTy.

Kaxpgas 13 aTUX TepMOAMHAMUYECKMNX CBOWMCTB CMCTEMbI Ha3bIBaeTCs
(hYHKLUMeW COCTOAHMSA, NN COCTOSHNEM CUCTEMBI.

3aKOHbI TEPMOAVHAMUKY NPUNOXKUMbI U K XXMBbIM OpraH/i3mam, a HaykKy,
U3y4aroLLyHo (YHKLMI0 3HEproobecneyeHs, HasblBakT 61O3HEPre TUKOIA.

BnoaHepreTuKa M3y4yaeT NpeBpaLLeHne IHEPTUM BHELLHUX PECYPCOB B
61onornyeckn nonesHyto paboty. B aToli cBA3M cnefyeT paccmaTpmBaTb MO-
NeKYNApHYI BMO3HEPreTUKyY, 6UO3HEPreTUKY KNETKMW, LLeN0CTHOr0 OpraHi3-
Ma, 6roLeHo3a, 6roctepsl.

YKvBble opraHu3mbl (KNeTKW) NpeacTaBAsioT co60i OTKPbITblE CUC-
TeMbl, T.e. OH/ 0OMEHMBAOTCA BELLECTBOM W 3HEprueii ¢ OKpYdXKatoLlein cpe-
[0 1 OHN MPaKTUYECKN HUKOFAa He AOCTUraloT NOMHOr0 PaBHOBECHOrO CO-
CTOAHNA. XKnBas KeTKa B KaXAbl AaHHbIA MOMEHT Haxo4UTCA' B CTaumo-
HapHoOM cocTosHuUKW. Mpu 3TOM HabnogaeTcs onpefeneHHas CKOPOCTb Mpu-
TOKa BELLLECTBA ¥ SHEPTUW U OTTOKA BELLECTBA U 3HEPIUN.

YKunBas kneTka npeactaBnseT CO60i M30TEPMUYECKYIO XMMUYECKYHO
MaLUVHY, MOrMOWAloLy 3HEPTU0 M3 BHELUHEA Cpeabl ANs BbIMOMHEHWS
TPEX OCHOBHbIX (YHKLWIA:

— BUOCUHTETNYECKMX NPOLLECCOB;

— aKTMBHOrO0 TpaHCNopTa MOJIEKY/1-1. MNOHOB;

— MbILIEYHOTO COKpAaLLEeHNS 1 ApYTruX (DOPM KNETOUHBIX ABVKEHWIA.

MepBbliA 3aKOH TEPMOANHAMUKM FNAaCWT, YTO 06LLaA 3Heprus cucTembl
1 OKpYXXatoLLeli cpefibl —BeNNUYMHA NOCTOAHHAA. DHEPrUs Ne MOXET ObITb HU
c03fjaHa, HU YHNUYTOXeHa. CriefoBaTeIbHO, XXMBble OpraHW3Mbl HE MOTYT HU
€034aTb 3HEPTMI0 U3 HUYEro, HU YHNUTOXUTb ee. OHM MOryT TONbKO Npeo6-
pa3oBbIiBaTh OfHY (HOPMY 3HEpPFuUV B Apyryt (opmy (TemioByto, CBETOBYHO,
3/IEKTPUYECKYH0, XUMUYECKYI, MEXaHUYECKYHO).

MaTtemaTn4ecKoe BblpaXKeHMe NepBOro 3akoHa TEPMOLMHAMUKN MMeeT
cnefyownii Bug;:

AU=Ub-Ua=Q-W,
roe UA—sHeprus CMCTEMbI B Ha4ane npoLiecca,
Ub—3Heprus B KOHLe npotecca,
Q —Tenso, NOF/IOLLEHHOE CUCTEMONA,
W —paboTa, coBepLLaemas CUCTEMOIA.

YKuBble opraHuambl NOTPEGNAT 3HEPTMIO U3 OKpYXXatoLlel cpefbl B
TOli hopMe, B KOTOPOI OHM MOTYT UCMO/b30BaTh B KOHKPETHBIX YCOBUSX, a
3aTeM BO3BpallaldT B OKPYXXaloLLyK Cpefy 3KBMBa/IEHTHOE KOMIMYECTBO
.3HEpruM B ApYroi ¢opme, He NPUTrOLHON MAWN MEHEee NPUrOAHOW ANS HUX.
Tak, XeMOTpOMbl NOMYYalOT 3HEPTUIO B Pe3ynbTaTe OKUCIEHWS MULLEBbLIX
(nuTaTenbHbIX) BewecTs, a (OTOTpPOdbI MOMYyYaldT ee, YNaBnuBas CBETO-
BYIO 3HEPIUIO.
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Takum 06pa3oM, >K1Bble OPraHM3Mbl CO3LAOT U NOALEPXKMBAIOT NPU-
CYLLYI0 MM YMNOPSAOYEHHOCTb 3a CYET BHELUHeR cpefdpl, CTeneHb ynopsago-
YEHHOCTU KOTOPOW B pesy/ibTaTe 3TOr0 yMeHbLUAeTCs.

MepBblii 3aKOH TEPMOLMHAMWUKM He aeT BO3MOXHOCTV NpefcKasaTb
HanpasneHne NPOTEKAHUA peakLuun, XOTA B pAAe CNyvaes peakummn npoTeka-
10T HECMOTPSA AaXKe Ha MofoXutenbHoe 3HavyeHne AU. Tpu 3TOM cucTema
NOTr/OLLaeT TeMI0 U3 OKPYXKaKoLLel cpedbl Tak, YTO CyMMapHas 3Heprus cuc-
TEMbI 1 OKpY>KatoLLeld cpefbl 0CTaeTcs NMOCTOAHHOIA.

[na npeAckasaHws HampasBneHUs npoTeKaHUs rnpouecca OAHOM W3
(hyHKUWIA fBnseTca aHTponua (S), KOTopas CNy>XXWT Mepoid cTerneHu 6ecno-
PAAOYHOCTKN, UK Pa3yrnopAaf0YeHHOCTN CUCTEMbl. DHTPOMUS. CUCTEMbI BO3-
pactaet (+ AS), KOrja yBennmumBaeTtca cTeneHb pa3ynopsafao4YeHHOCTH.

BTOpOi 3aKOH TepMOAMHAMWKMW [AcWT, YTO APOLECC MOXET npoTe-
KaTb CaMOMPOWU3BOJIbHO TONBLKO MPU YCMI0BUU YBENNYEHNS SHTPONUMN CUCTE-
Mbl 1 OKpYyXatouieii cpegbl (AS cuctembl +AS cpefpl) > 0).

BbICOKUIA ypOBEHb OpPraHW3aLmmn XX1BbIX. OpPraHN3MoB, COrflaCHO BTO-
pOMYy 3aKOHY TEPMOAMHAMUKN, HE MOXET BOSHUKHYTb U3 Becnopsagka u aToT
YPOBEHb [O/MKEH KaKMM-TO 06pa3oM OKYRaTbCs, XOTS B XMBbIX OpPraHu3max
1 61ONIOrMYECKMX CUCTEMAX MHOTMe MPOLECCHI NPOTEKAKT CNOHTaHHO.

TpyAHOCTb MCNO/Mb30BaHWUSA SHTPOUNN B KayecTBe KpUTepus BO3MOXK-
HOCTW CMOHTAHHOr0 NPOTeKaHUS BUOXMMMUYECKOr0 npoLiecca 3aKoyaeTca B
TOM, YTO OYeHb TPYAHO M3MEPUTb W3MEHEHMS 3HTPOMUM MPU XUMUYECKMX
peakumax. Mpn 3TOM Hafo 3HaTb V3MEHEeHWe He TONIbKO MCCNefyemoit cuc-
TEMbl, HO U OKpYXXatoLLeii cpefibl. STU TPYAHOCTM YCTPaHAKTCA NPW UCNO/b-
30BaHMM pyroii TepMOANHAMWUYECKOA (YHKUMW, Ha3blBaemMoi CBOBOAHOIA
aHeprueil Mn66ca (G), ¢ MOMOLLbLIO YpaBHEHUS, 06beANHAIOLLErO MepBbIA U
BTOPOI 3aKOHbl TEPMOAMHAMWKMK, COFNacHO KOTOPOMY W3MEHeHMe CBO6OS-
HOI aHeprun (AG) npu.-noctosHHON Temnepatype (T) n gasneHun (P) paBHo:

AG = AH- TAS,
roe AG - M3MeHeHVWe cBOGOAHON 3Hepruu, npetepresLUei TpaHCHOopMaL Mo
Npv NOCTOAHHBIX T 1 P,
AH" n3meHeHune TensocoaepxxaHus,
AS - N3MEHEHNEe 3HTPONUUN CUCTEMbI.

Kak Buium, B NpvBefeHHOe YpaBHEHVE HUKaKMe MapameTpbl OKPYKato-

Liei cpedbl He BXOAAT. VI3MeHeHWe SH T by BbIYUCASAIO T MO YPaBHEHWIO:
OH=0N +0PY,
rae 4n —v3meHeHue 06LLeli 3HEPrM CUCTEMDbI,

P - paBneHue, V —obbem.

IMocKoNbKy B 6M0MOMMYECKMX CMCTEMAX XUMWUYECKME peakuuu npoTte-
KatoT B pa3baBneHHbIX BOAHbLIX pacTBopax, B KOTOpbIX T, P v V ocratoTcs
MOCTOSAHHbIMU, TO BennynHa [IPY paBHa Hy/0, a 3TO 3Ha4nUT, Yyto AH no4ytn
pasHo AU. OTcroga

Os=0n-TAS.
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CnepoBatenbHo, AG peakuuMn 3aBUCUT OT W3MEHEHWS BHYTPEHHel
3HEPTUM U OT M3MEHEHUSA IHTPONWUM cucTeMbl. VI3meHeHMe cBOBOAHON 3Hep-
run (AG) peakuuu, B OTAMYME OT W3MEHEHUS BHYTpeHHel aHeprun (AU),
CMYXXUT B&XXHbIM KPUTEPUEM OLLEHKM BO3MOXHOCTM CMOHTaHHOMO NpoTeKaHws
3TOV peakuumn. 13 npmBedeHHbIX JaHHbIX BbITEKAIOT CNeAYOLLVE BbIBOAbI:

1) AG = 0 - cucTemMa HaxoauTCA B paBHOBECUW, He MPeTeprneBaeT HUKa-

KUX U3MEHEHWIA;

2) AG > 0 —peakumsa He MOXET UATU CamMOMpPOU3BO/IbHO, ANA NHAYKLUUN

Takoli peakuum TpebyeTcs NPUTOK CBOGOAHON 3Heprum;

3) AG < 0 —peakuma MOXeT NpoTeKaTb CaMOMpPon3BOJIbHO.

OCHOBHblE NOHATUS MeM6paHHOI 61MO3HEPreTUKU. Bo BCEX KUBbIX
opraHusMax KneTku OTAeNeHbl OT OKpy>atoLleil cpefbl KAETOYHbIMU MEM-
6paHaMun. B aykapvoTMYecKMX KneTkax MMeeTcs psfj CyOKNeToYHbIX opra-
Henn, Taknx, Kak fpo, MUTOXOHAPUM W Apyrue CIPYKTYPbl, OrpaHUYeHHble
MemM6bpaHamu, a Takune CyOKNeToYHble CUCTEMBI, Kakannapar [FoNnbaXu 1 aH-
[,0NNnasmMaTMyYecKnii peTUKyyMm, no CBOeW Npupoae SB[l Tcs MembpaHamm.

Xumuyeckuii cocTaB mMembpaH. MembpaHbl €OCTOAT U3 AUNUAOB
(npenmyLLecT BeHHO hochoaumnrimLeponos) n 6enkos. COOTHOLIEHUS MeX-
AY 3TUMW KOMMOHEHTaMM CYLLEeCTBEHHO PasANyaloTCs 11 PasNnyHbIX MeM-
6paH 1 konebntotes o1 20% 6enok +,80% nnnuabl fo 75% 6enok + 25%
nnuabl. Yrnesofbl B BUAE MUKONPOTENHOB U FMKOAUMUAOB COCTaBNAOT
0,5 10% BeLLecTBa MEMOPAHbI.

JNunungpsl 6rnomem6bpaH pacronoXeHbl ABYMS cnoaMu (BUANNMAHBIA cnoit)
(puc. 7.1). Kaxaplii MOHOCNOIA ‘COCTONT U3 CIOXKHBIX NUMWA0B, PacroNOXeHHbIX
«XBOCT K XBOCTY», TaK, 4T0-06pa3yeTcs CTPyKTypa ABONHOIO CNOsi, MMEIOLLEro
HEeMoMAPHYIO BHYTPEHHIO YaCTb 1 [iBe NOMSPHbIE MOBEPXHOCTW. TOMLMHA Nn-
MWAHOTO ABOMHOIO C10St NPUMEPHO cocTaBnseT 3,5-4 Hwm.

B cocTtaB MeM6paHbl-9pUTPOLUTOB YerloBeEKa BXOAUT (hocdaTuaHas Ku-
cnota (1,5%), dochatngunxonuu (19,5%), docharnaunataHonamud (18,0%),
thocatngnncepuH (8,5%), thochatngunnHosntonoudocgar (1,0%), chuHro-
MuenuH (17,5%), rankonunugbl (10,0%) v xonectepon (25,0%).

IMofBMKHOCTb (KECTKOCTb) M TeKYYeCTb IMMMAHOrO Cnos onpejens-
eTCA TURNOM W L/IMHON YrNeBOAOPOAHbIX PafMKanoB XMPHbIX KUCIOT. XKecT-
KOCTb MeM6paH MOBbILIAETCA C YBENMYEHWEM COOTHOLUEHUA NpefesibHbIX U
HenpegenbHbIX XXMPHbLIX KUCMOT W NOBbILIEHWEM COAEPXXaHWs X0necTeposna.

PU3NKO-XMMUYECKMe CBOMCTBA MeMbpaH BO MHOTOM 3aBUCAT OT Tuna
1 pacnonoXxeHus 6enKoB, CBA3aHHbIX C GUANNUAHBIM CNIOEM.

B cTpykType mMembpaH 6efikv MOryT ObiTb CBSi3aHbl C FMAPOQUILHON
MOBEPXHOCTbIO ANMUAHOIO 6MUCNOA —10BEPXHOCT Hble MeMBpaHHble 6enku
N NOTPYyXeHHble B rmapoobHyt0 061acTb 6UCNOS —UHTerpanbHble Mem-
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6paHHble 6enku. Bce membpaHbl cogepxat o06a Buga 6en1koB, HO B pasHbIX
TUNax MemoGpaH pPasHOoe NX COOTHOLLIEHME.

Mem6bpaHHble 6enKN (MOBEPXHOCTHbIE N MHTErpabHble) Ha OCHOBE WX
ponn [enaT Ha fABe rpynnbl: 1) CTPYKTYpHble 6Genku, NOAAepXMBatoLLme
CTPYKTYpY BCeil MembpaHbl, 1 2) AMHaAMUUYecKue 6Genku, HenocpeACTBEHHO
y4acTBYIOLLME B KIETOYHLIX NpoLieccax, NMpPOUCXOAALMX Ha MeMbpaHe. Bo
BCEX TMMax KeTOK CyLecTBYeT Tpu Knacca AWHAMUYECKUX 6Genkos
1) TpaHCnopTHble GeNKW, y4acTBYIOLLME B TPaHCMOPTE  BELLECTB BHYTPb M
HapyXy KNeToK; 2) KaTanutuyeckue 6enku —hepmeHTbl, KaTanmsunpyoLime
peakuuu, npoTekallime Ha MembpaHax; 3) 6enku-peuenTopbl, cneunduye-
CKM CBfi3blBalOLLME HA HapY>XHOW CTOPOHe MeMOGpaHbl FOPMOHbI, TOKCUHBI,
HelipoMeanaTopbl 1 Apyrve BewlecTBa, YTO CMYXWT CUrHAIOM ANs W3MeHe-
HUS XMMUYECKMX MPOLIECCOB B MeEMBPaHe Uy BHYTPU KNETKM

Mem6paHbl NpeACTaBAAOT COO0I 04eHb aKTUBHbIE BUOXMMUYECKNE CUC-
TeMbl, 06ecneynBatoLLme pasnyHble Buabl GYHKLUOHANLHOR aKTUBHOCTY

MnasmaTuyeckas MembpaHa 06eCcreYnBaeT CENEKTUBHBIV TpaHCMopT
BELLECTB BHYTPb W HapyXy KIeTKM U CYOKNeTOUYHbIX KOMMapTMEHTOB, CBS-
3bIBaHME TOPMOHOB ¥ APYTUX PEryNsITOPHLIX MONMEKYN, 3N1EeKTPUYECKYIO BO3-
6yAMMOCTb U Mepefiady 3NeKTPUYECKUX MMMYNbCOB.

flpepHas Mem6paHa OTAenseT sfepHble CTPYKTYpbl, COCTOUT U3
BHELLUHEeN 1 BHYTpeHHel MeMbOpaH, MMeeT nopsl, yepe3 KoTopble PHK npo-
HUKaeT B LMTOMNa3My, a PEryAaTOpHble 6e/KM - U3 LUTONAasmbl B A4pPO0.

yrneBofHas
Monekyna 6enka €nb

NKNUAHbIN
6ucnoii

KaHan
umMTonnasma
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Puc. 7.1. CTpyKTypa 6M0ONOrMYecKux memopaH.

JHponnasmaTU4Yecknii peTukynym (3P) obecneumBaeT GMOCMHTE3
CEeKPETOPHbIX, SIM30COMaNbHbIX W MeM6paHHbIX 6enKoB, MUKPOCOMasibHOE
OKWCNeHNe MeTaboNnToB M KCEHOBMOTUKOB, BMOCUHTE3 CTEPOMAOB U (hoc-
(hoaumnrnnLEeponos.

Mem6paHa annapaTa [ofbg>XN NPUHUMAET yyacThe B MOCTTPaHC-
NALMNOHHOW MOAM(MKaLMM BefikoB, CMHTE3MPOBaHHbIX B OP Ans cekpeuuu,
BK/IOUEHUW B N1a3MOTUYECKYHO MeMbpaHy MW JOCTaBKU B IN30COMbI.

MUTOXOHAPMAAbHAA MeMbpaHa COCTOUT M3 HapYXXHOW W BHYTPEH-
Hel, pasfeneHHbIX MeXMeMOpPaHHbIM MPOCTPAHCTBOM. BHYTPeHHSAS MeM-
6paHa coAepXuUT PEPMeHTbI AblXaTeNbHON Lenyn TpaHCNopTa 3/1eKTPOHOB U
OKWCNTENbHOMO (POCHOPNANPOBAHMS.

Nn3ocomancHas membpaHa nogaepxusaet kucnyto cpegy (pH 5,0),
HeobX0AMMYHo ANa LeiACTBMS rnaponas (NpoTeas, Mnas), OCYLLECTBASIOLLNX
Jerpagauuio MakpoMOneKyn 1 KNeTOUYHbIX KOMMOHEHTOB.

BaxHeliwen gyHKumeli MHOrMX 6uomembpaH ABNAETCS NpeBpalleHune
OfHOW (hOPMbI 3HEPTUM B APYTYH0. ATY PYHKLMIO BbIMOAHAIOT CneuunabHble
6enkun, BCTPOEHHble B 0COBOro Tvna mMembpaHbl, HasblBaeMble 3HEPronpeos-
pasylowmnmn. Takne MembpaHbl He NPOHULAEMbl A5 NOAABAAIOWEro 60/b-
LUIMHCTBA BELLECTB, HAXOAALLMXCA N0 06€ ee CTOPOHbI.

Nio6as sHepronpeobpasytollas MembpaHa CnocobHa K npeBpaLleHuto
XMMUYECKON 3HEprMmn okucnsembix cy6ctpatoB unm ATP, nubo 3Heprum
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CBeTa B 3/IEKTPUYECKYIO 3HEPIUI0, & MMEHHO B TpaHCMeMOpaHHY pasHOCTb
3NeKTPUYECKNX MOTeHLManos (J1y) nan B 3HEPrut0 PasHOCTW KOHLEHTpauuii
BELLEeCTB, COAepXalinxca no pasHble CTOPOHbI MembpaHbl (0OCMOTUYecKas
3Heprus). HekoTopble 3Hepronpeobpasytoline MembpaHbl MOryT npespa-
LLaTb 3N1EKTPUYECKYIO U OCMOTUYECKYIO SHEPTUIO B MEXAHWYECKYIO, KaK Y
MOABMXHBIX MPOKapuoT. OnpegeneHHble TKaHU TEMNOKPOBHBIX XUBOTHbLIX U
HEKOTOpble PacTeHNs cnocobHbl NpeBpaLlaTh HaKOMIeHHY IHEPruio B Ten-
N0 NPU NOHWXEHUN OKPYXatoLLei TemnepaTypbl.

Han6onbliee 6M0NOrMYecKoe 3HAYEHWE U3 3IHEPrornpeodpasyoLwmx
MeMbpaH MMET BHYTPEHHAA MeMbpaHa MUTOXOHAPWA, BHYTPEHHAA (UUTO-
nnasmaTnyeckas) membpaHa 6aKkTepuii, BHeLLHAA MeMbpaHa KNeToK ayKapu-
0T, MeMbpaHa 6aKkTepunanbHbIX XpOMaTohOopPoB, TUNAKOUAOB HOKOPONIACTOB U
LnaHobakTepuid, BakyobHas MembpaHa (TeHOMNIacT) pacTeHuii u rpmbos.

B 601bLIMHCTBE CNyYaeB Npeobpa3oBaHWe 3HEPFUM B 6MONOTNYECKUX
MeMbpaHax onmcbIBaeTCcs 06LLei CXeMOIA:

JHepreTuyeckue pecypcbl — »-Aul — ~ paborTa,

rae Aul - TpaHcMembpanHas pa3HOCTb 3MEKTPOXMMUYECKMX MOTEHLMANOB
MoHa 1. 3Ta cxeMa 03HayaeT, YTO 3Heprus, notpebnsemas Memb6paHHOI cuc-
TeMOW, CHayana ucnonb3yerca Ang TpaHcnopTa noHa | yepes mem6paHy npo-
TUB CUJ1 3MEKTPUYECKOrO NONS W B HanpasfeHun 60nblueii KOHLEHTpauuu
I (NpoTuB rpaguveHTa KOHLEHTpauuu). STOT MPOLEeCC Ha3blBalOT 3HEprusa-
uneil membpaHbl. 3aTeM 3HEpPrus, HaKomnneHHas B 3/1EKTPUYECKO 1 OCMOTU-
Yeckoii thopmax, MCNoMb3yeTcs B KadeCTBe ABMXYLUEN CWUAbl A1 COBepLUe-
HWS NoNe3How paboTsbl.

Takum 06pa3om, MPOLECChbl NCMONb30BAHMA BHELUHEA 3Heprum u co-
BEPLUEHNA 3a ee cYeT paboTbl conpsXeHbl Yepe3 06pa3oBaHue U UCMOMb30-
BaHVe Pa3sHOCTM 3NEKTPOXUMUYECKMX NOTeHLManos noHa | (Aul) n aToT 1oH
Ha3blBAKOT COMpPAratoWUM MOHOM. POfb compsAratowx MOHOB Yalle BCero
BbINONHAT H4 1 Na\ B oTfenbHbIX cnydasx —K+u Caz+ Mo aTomMy npusHa-
KY MeM6paHbl JensTcs Ha HECKONLKO rpynn.

JHepronpeobpasylowme membpaHsl, ncnonbsyowme ft kak conps-
ratLLyuid oM.

1/ BHYTpeHHsAs MembpaHa MUTOXOHAPWIA.

Mem6paHa TMNaKoua0B X10porTnacTos.

BHyTpeHHsAs MemMbpaHa 060/7104KM X10pONacTa.

BHyTpeHHss (LuuTonnasmarmyeckas) MembpaHa MHOTUX GaKTepUiA.
MembpaHa 6akTepranbHbIX XPOMaToqopOoB.

BHelwHAS MeM6paHa KNeToK pacTeHWiA 1 rpr6os..

Mem6paHa Bakyoneii (TOHONNACT) pacTeHwuii 1 rpn6os.

Mem6paHa XpomMa(hMHHBIX W HEKOTOPbIX APYTUX CEKPeTOPHbIX
rpaHy”n XWBO rHOM KNeTKM.

JHepronpeobpasyroLine MemopaHbl, ncnonb3yolme Na' Kak conps-
ralouimin noH.

© N A WD
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1. BHewHsAs MembpaHa XXMBOTHOW KETKU.

2. BHyTpeHHss (uuTOnnasmatuyeckas) MembpaHa HeKOTOPbIX MOp-
CKMX a9pO6HbIX 6aKTEpUiA 1 MOPCKMX aHa3POBHbIX GakTepuii.

3Hepronpeobpasytolme MeMbpaHbl, OrpaHnyKBaloLLMecs co3gaHnem

VIOHHOTO rpagneHTa.

1. Memb6paHbl nn3ocom u annapata Fonemkun (ATP — » ApH).

2. BHelwHas membpaHa HEKOTOPbIX >XMBOTHbIX K/ETOK, HanpuMep,
KNeToK cnusncToi xxenyaka (ATP — *m ApH).

3. CapkonnasmaTuyeckuii peTuKynym u apyrue ny3sblpbKil, Hakanau-
Batowme Ca 2+(ATP — »- ApCa).

BHelwHne Mem6paHbl MUTOXOHAPWIA, BakTepuii 1 060404KKM XIoponna-
CTOB He CMOCO6HbI K MPEeBPaLLEHNIO 3HEPTUN.

KaTta6onusm un aHa6onm3m. O6MeH BellecTB, Wiy MeTaboansm, npea-
CTaBnsieT CO60M HEenpepbIBHbIA, CaMOCOBEPLUAIOLLMIACS, CaMOPETYNMPYEMbIi
KpYroBOpOT BELLECTB, MPOTEKAOWMIA B MPOLECCe XMU3HELEATENLHOCTM XMBbIX
OpraH13MoB, COMPOBOXAAOLLMIACA NOCTOAHHbLIM MX CAMOOOHOB/IEHVEM.

MeTa60n113M MOXHO ONpefenuTb Kak BbICOKO UHTErPUPOBAHHYIO CUC-
TEMY XMMWUYECKMX peakLMil XXMBOro opraHu3Ma. B pesynbTaTte o6MeHa Be-
LLLeCTB OPraH13M B3aWMO/EWCTBYET C OKpY>KatoLLieil Cpefioi, nonyyaeT aHep-
rUK0 415 MPOLEeCCOoB XU3HEAEATENbHOCTU (SHEPreTUYeCKniA 06MeH) 1 Mate-
pwan gna nocTpoeHus Cy6KNeToUHbIX CTPYKTYP, KNEeTOK, OpraHoB ¥ TKaHe u
opraHusma B LesioM (Ni1acTuyecknini 06MeH).

Cpefu Benmyaiiiero pasHoobpasns XXMBbIX OPraHM3MoB, UX CTPOEHMS
1 cnocoboB CyLLecTBOBaHUA OTYET/IMBO MPOC/IEXMBAETCA €4MHCTBO MeTa-
6onu3ma. B Lenom o6Lmnii MeTabomsm BCex KaccoB OpraHMYecKmx coegu-
HEHW B OCHOBHbIX NPUHLMMAAX OAMHAKOB, a MeTabo/1n3M MHOTUX COeauHe-
HWI NOEHTUYEH 419 BCEX OPraHU3MOB.

MeTab60on13mM COCTOUT U3 COBOKYMHOCTW MPOTUBOMOMIOXKHBLIX KaTabo-
nnyecknx (0T rpey..kata - BHWU3) U aHabonmyeckux (0T rpey. ava —BBepX)
MpoLieccoB, Unu katabosnsma n aHabonmsma.

Oc06eHHOCTI KaTaboNnyecKMX N aHabonNYecKnX NPoLLECCoB.

KaTabonmsm AHa60113M
1. PaculenneHue (aerpagaums). 1. CumHres.
2. OKucneHwe. 2. BoccTaHoBneHue.
3. BblfeneHue aHepr nn. 3. MoTtpebneHune aHepruu.
4. W13 pasfinuHbIX UCXOAHBIX coean- 4. A3 0AMHAKOBBIX UCXOAHBIX CO-
HeHWiA 06pasytoTcs OANHaKOBbIE efjuHeHWiA 06pa3ytoTcs pasnuny-
KOHeYHble MPoAYKTbI. Hble KOHEeYHble MPOAYKTbI.

KaTtabonuueckne un aHabonunyeckue nyTmh BO MHOIMX OTHOLUEHUAX
XOTb W pasNnyaloTcs, HO TECHO B3aUMOCBA3aHbl. B pasHble nepuombl XU3Hu
NMEET MECTO npe06na,anV|e aHabonmyeckux npoueccoB Hapf KaTtabonmye-
CKUmMun, n Ha060p0T.



Uuncno peakunin MeTabonmsma O4eHb BEIMKO, & TUMOB (BMAOB) XUMMU-
YecKMX peakL il OTHOCUTENbHO HeboMbLLOe

MeTabonuyeckue nyTun, MeTaboIMyecKne LNKbI, 3Tanbl, y310Bble
TOYKM U KNoYeBble MeTabonnThl. B npouecce metabonv3ma npespatieHve
OCHOBHbIX XUMWYECKNX COeAVHEHWI W3 OfHOr0 B APYroe He MPOUCXOAWUT
HenocpeACTBEHHO, a NPOXOAA Lenblii pag mocnefoBatefibHbIX XMMUYECKNX
peakumii. COBOKYMHOCTb NOC/Mef0BaTebHbIX OGUOXMMUYECKUX. peakumii,
NPUBOAALLMX K MPEBPaLLeHMI0 OAHOr0 BeLLecTBa B APYroe-(KOHEYHbIA nau
NMPOMEXYTOUHbI NPoAyto' MeTabonnM3ma) HasbiBaeTcs Ny Tem (MW Lenbio)
meTa6onusma [lMpumepamy nyTeid MeTabonusma ABASKOTCA FMKONUTUYeE-
CKWUIA NyTb, NeHTO30(ochaTHbIN NyTh MeTabonm3ma yrnesosos, P-okuncneHve
KapBOHOBbIX KWCMOT, AbIXaTenbHas Lenb TPaHCMOPTa 31eKTPOHOB.

OTfenbHbIe peakuun MeTabonnyeckoro nyTW HasbiBAKOTCA 3Tanamu,
3BEHbAMMW UMW CTYNEHbKAMU MeTabonn3ma.

MeTabonnyeckne uukabl. MpoTekaHWe HEKOTOPbIX NyTei MeTabo-
NM3Ma XapaKTepu3yeTcs TEM, YTO B KOHLe MPOLecca NponcxoauT pereHepa-
LMS OLHOI0 M3 UCXOAHBLIX METAboNNTOB, YTO BEJET K 3aMbIKaHWU0 MeTabo/u-
4ecKoro myTu 1 06pa3oBaHMIO KPYroBOro, WMKAMYECKOro npouecca. Takue
3aMKHYyTble MeTabonunyeckne NyTn HasblBalOT Me TabonMyecKUMn Luknamu.
Limknanyeckummn nyTammy MeTabonu3ma SBASOTCA LMK TPUKapOOHOBLIX Ku-
CNOT, FNMOKCUNATHBIA LMK/, OPHUTUHOBBIA LMKN 6MOCMHTE3a MOYEBMWHBI,
umkn Kopu, unkn KanbsuHa v.ap.

CyulecTBoBaHME MeTaBONMYECKMX LUKIOB MMEET ry6oKuii 6nonoru-
YECKMWIA CMbICA, T.K. B HUX COBEPLIAIOTCA ONpejeneHHble BUOXMMUYECKMe pe-
aKLWK, 4pesBbluyaiHO 3KOHOMHO MCMO/b3ys OAHO U TO XKe KOMUYeCTBO MC-
XO[HOr0 CoefMHEHUs; KOTOPOe MPW KaxoM KpyroobopoTe pereHepupyeTcs
1 BHOBb BCTynaeT B npoLiecc.

MeTabonnyeckne nyTn MoryT nepecekatbc. MecTo nepeceyeHWs Ha-
3bIBalOT Y3710BOA TOYKON MeTabonu3ma, a COOTBETCTBYIOLLMIA MeTabonuT,
yepe3 KOTOPbIA MPOXOAAT pasnuMyHbie NyTW O06MeHa BeLLecTB, —Yy3N0BbIM
(nan knoYeBbIM) MeTabonMToM. Tak, Hanpumep, Y3M0BbIMU (K/THOYEBbIMM)
MeTabonmTaMm ABAAITCA FNIOK030-6-(octart, nupysart, auetun-CoA v ap.,
yepe3 KOTOPble MOXET NMPOMCXOAUTL MepekoyeHne MeTabonunsma ¢ 04Horo
MeTab0/IMYeckoro nyTu Ha Apyroii.

YacTo 0fHO 1 TO Xe npeBpalleHne meTabonmTa MOXET OCYLLECTBNATD-
cA ABYMS UM HECKONbKUMU NyTAMU. OBMeHHass MOLHOCTb OLHOI0 M3 NyTei
60/bLUE M ero Ha3blBalOT OCHOBHLIM NyTeM MeTabonan3ma, a Apyroro uam
OPYTUX MeHblle N UX OTHOCAT K BTOPUYHbIM NyTAM MeTabonnsma. Mo-
604YHBIMU NYyTAMM MeTabonnsma HasblBalOT NyTW, KOTOPbIE UCXOAAT U3
o6Lwero metabonnTa OCHOBHOrO NyTW, HO NPUBOAAT K 06pa30BaHNIO Apyroro
(No604YHOro) KOHEeYHOro NpoAykKTa (MeTabonnTa).

PerynaTopHble (orpaHuynBalowwime) sTanbl. VIHTEHCMBHOCTb MeTa-
60/11MYeCKOro NoToKa, UAK 0BMEHHasA MOLLHOCTb AaHHOro nyTu meTabonus-
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Ma, 3aBMCUT OT Y3KOr0 3BEHA, TaK Ha3blBAEMOr0 «OrPaHNUMBAIOLLErO 3Tanay,
T.e. OT 3Tana, 06najalollero HaMmeHbLIen MeTaboNnyeckoil MOLLHOCTLIO.
B orpaHuumBarowmx stanax Mpupogoii 3anoxeHa 3KOHOMHOCTb PerynsaTop-
HbIX cUCTeM MeTabonu3Ma. B uensx nosbiweHns (ycuneHus) metabonuye-
CKOro MOTOKa HeT HeoOXOAMMOCTU M3MEHATb BCe 3Tanbl MeTaboMYecKoro
nyTW, a JOCTaTOYHO W3MEHWUTb OfWH WM HECKONbKO. TakMMu 3Tanamu B
TNIMKOIMTUYECKOM NMYTU ABNAETCA FEKCOKMHA3HAaA peakuus, B LMKNe TpUkap-
GOHOBbLIX KUCNOT —UUTPATCUHTa3HaA peakuus, B OKUCIUTENbHOM MEHTO30-
thochaTHOM NyTKM - TNIOKO30-6-(hocaTt-AernaporenasHan peakunam 1.4.

MocnepoBaTenbHOCTL npoueccoB MeTabonmama. C MOMEHTa NOCTY-
NNeHns NULWK B OpraHn3mM, B 3aBUCUMOCTU OT MOCNef0BaTeNbHOCTN MpoTe-
KaHus npoLieccoB 06MeHa X pasfensatoT Ha TpY rpynnbl:

1 MuwesapeHne n pesopbuns (BcackbiBaHue). B mpouecce nuuiesape-
HUSA B XKENYAOYHO-KULLEYHOM TpaKTe MPOUCXOAUT TMAPON3 BbICOKOMOIE-
KyNApHbIX COeAMHeHNI ¢ 06pa3oBaHMem nNpocTbix. Croga OTHOCKUTCS U bak-
TepuanbHOe BO3AeNCTBME Ha MULLEBbIE BELLECTBA CO. CTOPOHbI XKeNyA04uHO-
KWLLIEYHOW (hnopbl, 4TO MMeeT 0C060e 3HaueHMe AJif XKBaUHbIX. 3aTeM Mpo-
NCXOANUT pe3opbums NMUTaTeNbHbIX BELLECTB Yepe3 CIU3NCTbIe 060/104KN KK-
LLOK 1 NOCTYN/IEHNE Yepe3 MeMOpaHbl B KNETKW.

2. 11pomeXxXyTOUHbI 06MeH —COBOKYRHOCTb BHYTPUK/IETOUHbBIX XUMU-
YECKMX peakumil cuHTe3a v gerpagaumm c-06pasoBaHMeM NPOMEXYTOUHbIX U
KOHEYHbIX MPOLYKTOB MeTabonunsma.

3. BblfeneHve KOHEYHbIX NPOLYKTOB 06MeHa.

Ctagnun meTabonv3ma WU3B/IEYEHUA 3HEPrUW nuTaTeNlbHbIX Be-
LecTB. B 3aBMCMMOCTM OT KONMYECTBA 0CBOOOXAAaEMOI 3HEPr1X B NpoLecce
pacLienneHns n OKUCNEHNa nuTaTenbHbIX BewecTs . Kpe6c BbigenseT Tpu
OCHOBHbIE CTafuu.

1la nepBsoii cTaguu 6onbline (MONUMEPHbIE) MOMEKYMbl MUTATENbHbIX
BELLIECTB pacLLennaoTed Ha Manble (MOHOMepbI). Monucaxapybl NpeBpaLLatoT-
€A 0 MOHOCaxapwzoB. (B:OCHOBHOM [0 FeKC03: F/1I0KO3bl, (PPYKTO3bI, ranakro-
3bl). XKu1pbl pacLennsoTes 40 rnNLEepona 1 XXUPHbIX KUCAOT, a 6enkn —40 amu-
HokucnoT. Mpu-aToM 0cBo6OXaaeTca 0kono 0,6-1% 06LLei 3Heprum nuTaTenb-
HbIX BELLUECTB U 3Ta 9HEPTMA MOXKET 6bITb UCNOMb30BaHa TOMLKO A/15 06pa3oBa-
HUS Temna, HO He'MOXET 6bITb MCNOMb30BaHa 415 APYTNX LieNei.

3HayeHne XMMWUYECKMX peakuWil MepBoi CTaauu COCTOMT, FNaBHbIM
06pa3oMm, B.MOArOTOBKe MUTaTeNlbHbIX BELLECTB K AabHelleMy 0CBOGOXe-
HUIO 3Heprunu. STU NOATOTOBUTENbHbIE PeakLMW COBEPLLAOTCSA B Xenyaou-
HO-KMLEeYHOM TpakTe. KOHeYHbIMW MpPOAYKTaMW NepBOi CTaguun ABNAKOTCS
npumepHo 25—30 pas3NUYHbIX XUMWYECKUX COeAMHEHWI (aMUHOKMUCNOTSI,
MOHOCaxapufbl, FNLEPON, XXUPHbIE KACMOTHI).

Ha BTopoii cTagun (HayanbHOM hasze MPOMEXYTOYHOro MeTabonus-
Ma) BellecTBa, 0bpas3oBaBlUMeCH Ha NepBOW CTaguu, noasepraroTca fasb-
HelweMy paclienneHnto. Pe3ynbTaT 3TUX NpeBpaLleHnii, Ha NepBblil B3rNsg,
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KaXKeTCA HeOXUAAaHHbIM, T.K. U3 BOMbLIOr0 KOMYECTBA XUMUYECKUX COeaU-
HeHWii, 06pa3oBaBLUNXCA Ha MepBOl CTaguu, 06pa3yeTcs TpU rNaBHbIX MeTa-
6onuTa: 2-oKcornyTapaT, okcanoaueTaT u aueTun-CoA, cpean KoTopbIX
npeo6nagaet auetun-CoA. O6pasoBaBlunecs MeTabonuTbl BTOPOI cTaguu
UrpatoT LiEHTPpaNbHYI0 posb B MeTabonmame. Ha aToid cTagum ocBo6oXaaeT-
cs1 25-30% 3Heprum, cofepXKalleincs B NUTaTeNbHbIX BELLeCTBaXx.

Monucaxapugbl )KI:T Benku
\] 1(06 1%)
[nuuepon n T
MOHOCaxXapuabl  capGoHoBble KMCTOTBI  AMUHOKMCAOTI
2-OkcornyTapat - 11 (25-30%)
Okcanoauerar
Auetun-CoA

y 111 (70-75%)

[JpixatensHas Lens'
TpaHcnopTa
3NeKTPOHOB

Puc. 7.2: CxemMa cTagnin 0cBO60XXAEHNSA 3HEPTUN NUTATE/IbHbIX BELLECTB.

TpeTbs cTaaua (KoHeuHast pasa MPOMEXYTOUYHOTO MeTabon3mMa) BKHYa-
eT LMK TPUKapOOHOBBIX KUC/OT W AbIXaTeNbHYHO LieMb TPaHCNopTa 31eKTPOHOB —
KOHEYHbIE MYTW B OKUCNEHUW NUTaTeNbHbIX BewecTs 4o C02u HA.

LIMkn TpnkapbOHOBbLIX KUCMOT-U fbIXaTe/bHaa Lenb TpaHcnopTa afek-
TPOHOB, COMNPSXEHHas C OKWUC/UTENbHbIM (HOCHOPUIMPOBAHWEM, ABNAIOTCA
06LLMMU, MArucCTPasbHbIMU MYTAMU MeTab0/1M3Ma, Yepes KOTOpble MPOXOAUT
mMeTabonu3M yrneBofoB, MMNMAOB 1 6enKoB. Ha TpeTbell cTaguun 0cBO6GOX-
faroTca octasibHble 70-75% 3Heprum nuTaTeNbHbIX BELLECTB.

Buonornyeckoe okucneHne (TKaHeBOe fibiIXaHWe). buonorunyeckoe
OKWCNEHWe, WY TKaHEeBOE [AblXaHWe, NPeAcTaBfifeT COBOKYMHOCTb OKUC/U-
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TeNIbHO-BOCCTAHOBUTE/IbHBLIX MPOLLECCOB, MPOTEKAILUX B >KMBbIX KNETKax,
OCHOBHOI (DYHKLMeW KOTOpPOro sBNseTcs 06ecrneveHne opraHn3Ma sHepruei
B JOCTYNHOM /11 UCNONb30BaHWA BUAE Y BOCCTAHOBUTE/NbHbLIX 3KBUBA/IEHTOB
AONA GUOCUHTETUYECKUX MPOLIECCOB.

B XVIII cTonetun A. JlaByasbe 06paTu/i BHUMaHWe Ha CXOACTBO Mpo-
LIeCCOB FOPEHNA OPraHNYecKmNX BeLEeCTB (TOPEHNS) M AblIXaHWUSA XMUBOTHbIX, B
CBfI3W C YeM B HAyKe [0/roe BpeMs rocnofcTsoBasio MHEHWe, 4TO 6MONoru-
UecKoe ApblxaHue npescTaBaseT coboii MeaneHHOe ropeHue.

MpUHUMNMANbHBIMU OT/IMYUTENBHBIMA OCOBEHHOCTAMMN TKAHEBOTO [bIXa-
HWA OT FOPeHN ABNAETCA TO, YTO OKUC/IUTENbHBIE NMPOLIECCHI B.OpraHnu3Me npote-
KatoT MpU H13KOW TemnepaType 6e3 pe3kunx ee nepenasos v 6e3 NoseneHna marT
MEHWU, T.K. 3HEPrus BbIAENSETCSH He O4HOMOMEHTHO, & MOPLIMOHHO (YacTamMu).

BTopas 0C06eHHOCTb COCTOUT B TOM, YTO MPK BUOOTMHYECKOM OKWC-
NeHUN BOJA ABNSETCH He TOMbKO KOHEYHbIM MPOAYKTOM; KakK Mpu ropeHuu,
HO HernocpeACTBEHHLIM YYAaCTHUKOM OKWUCIWUTENbHBIX. MPOLLeccoB, KOTOpble
60/1ee MHTEHCMBHO MPOTEKAOT B TKAHAX C BbICOKUM COLepXKaHUEM BOfbI.

TpeTbeii 0COBEHHOCTLIO 6ONOrMYECKORO OKUCEHUA ABASETCA TO, UTO
peakuueil, MOCTaBNAOLLEN SHEPTUIO B XXMBbIX OPraHn3max, 3a HesHauuTe/b-
HbIM WCK/OYEHMEM, ABNAETCA PeaKkL s OKWCIEHWA BOLOPOAA KWUCIOPOLOM,
KOTOpas B 06bIYHBIX YCIOBUAX NPOTEKAET C B3PbIBOM.

B uenax o6bsAcHeHUA 0CO6EHHOCTEN BMONOrMYecKoro OKMCNeHns 6bl-
N0 BbIABUHYTO HECKO/IbKO Teopuid. MepBoii N3 nmx bbina Teopus akTUBUPO-
BaHusA kucnopoga (A.H. bax; K. 3Hrnep n Bung), 3atem B.N. Mannaguun n
. Bunang paspabaTbiBany TeOPUIO aKTUBMPOBaHWS Bogopoga Takum obpa-
30M, B Hayane XX cToneTvs 6bin0 NpOTMBOCTOSHME ABYX 3TUX Teopuii 61o-
normyeckoro okucnenus. OTKpbiTHe LuTOXpomoB (4. KeinuH, 1925), cHu-
MaloLLMX 3N1eKTPOHBI C BOAOPOAa U (hepMeHTa uuToxpomokeungasel (O. Bap-
Oypr, 1928), Ha KOTOpYtO NMepeAaloTca 3NeKTPOHbI C BOLOPOAA, HECKONbKNMU
rojaMu no3xe Mo3Bo/nI0 Co34aTb COBPEMEHHYIO TeOpuIo BUOMOrNYECKOro
OKuCneHnsa (UM TKaHeBOro AbIXaHWs), NOMY4YMBLUYIO Ha3BaHWe AblXaTeflb-
HOIA Lienu TpaHCMopTa 31eKTPOHOB.

CTaann TKaHEBOro fbIXaHus. Y aspobHO AblLLaLnX KNeTOK KOHEYHbIM
aKL,enTopoM 371eKTPOHOB M MPOTOHOB ABNAETCS KNCNOPOA. B 3Tl CBA3M TKaHe-
BOe fibIXaHne B a3pO6HbIX KNETKaxX NPOTeKaeT No TpeM 0CHOBHbLIM CTaAuAM.

1. O6pasoBaHue aueTan-CoA. 3Ta cTagus COCTOMT U3 PasfIUUHbIX Ny-
Teli MeTabonn3ma YrneBofoB, NMNWAOB, aMWHOKMCNOT, OT/INYAIOLLMXCS
CBOMMMW MexaHu3Mamm OT cy6CcTpar a K cybcTpary.

2. OkucneHue auetnn-CoA B LUK/Ie TPUKApPH6OHOBBIX KMUCOT ¢ 06pa3oBa-
HMeM BOCCTaHOB/EHHbIX KopepmeHToB (NADH, FADH2) v BbigeneHrem C02
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3. OkucneHve BOAOPOAA BOCCTAHOB/IEHHbLIX KO(EPMEHTOB B fibIXa-
TENbHOIM Lenu TpPaHCMOpTa 371eKTPOHOB, COMPSXKEHHON C OKWUCAUTENbHbIM
thocgopunmpoBaHuem. B pesynbTaTe COMPSOKEHUS OKUCAEHUS U (ochopu-
NINPOBAHNA 3HAUYUTENbHAA YacTb SHEPTUM aKKyMYy/NMpyeTCs B Makpoapruue-
CKUNX (BbICOKO3IHEPTeTUYECKNX) COeAUHEHNAX.

JHepreTnYeckKne HOCUTENMN («BantoTa») XKMBOW KNeTKU. DHepretu-
yeckvie npespaLleHns, NPoTeKatoLMe B XXMNBOI KneTke, MOryT 6bITb nogpas-
JeneHbl Ha ABe rpynmbl N0 UX NOKanu3aLuu:

1) aHepreTuyeckne npespaLieHns B MembpaHax,
2) 3HepreTuMuyeckve npeBpalleHWs B HeMeMOpaHHbIX 0TAenax npoTo-
nnasmbl.

B kagoii rpynne aHepreTuyeckue 3aTpatbl 06€cne4mBaloTca CBOUMU
HOCUTENSMU («BasItOTON»),

B mem6paHax ucnonb3yercs:

1) pa3HOCTb 3NEKTPOXUMUYECKMX NOTEHLMAN0B MOHOB H+(AuH),

2) pa3HOCTb 31eKTPOXMMUYECKMX NoTeHUnanoB noHoB Na (A]iNa).

B HemeM6paHHbIX OTAenax nNpoTonaasmMbl ncrnonb3ytcs ATP n gpyrue
BbICOKO3HEPreTnyeckme (Makpo3apruyeckme) CoefiHeHns.

AHeprua AuH n A(iNa MoXkeT 06paTMMOo NpespaLlaTbCs B aHepruio ATP.
3T npouecchbl katanusumpytoTes |1' cuHTanoi (U* —ATP-a30i1) B NPOTOHHbIX
mMeMmbpaHax, cosgarowunx A(aH, v blat-crnHTaszoin (Na-ATP-a3oi), nam Na'/K4—
ATP-a3oii, B HaTpreBbIX MeMbpaHax, nogaepxmeatolmx A"Na. YposeHs AuH
(3abyhepuBaHue) NoAgepKMBAIOT rpaaueHTbl nonos Na' n K .

AliH moxeT. TpaHCchopMnpoBaTLHCH B:

— OCMOTUYECKYt0 pPaboTy, TpPaHCMOPT XMMUYECKUX COefMHEHW MNpOTUB
rpafgmeHTa KoHUeHTpauuu;

— MexaHuYeckyto paboTy, BpalleHue 6aKTepuanbHOro XryTuka u apyrue
[BWKEHUS;

— TennonpoeAykKuuo, obpasoBaHve TennoTbl MUTOXOHAPUAMU XKUBOTHLIX B
OTBET Ha NOHWXXEHVE OKPYXatoLLeli Temneparypbl.

B HemeMOpaHHbIX 4acTAX KMETKW BCE NepeyvuclieHHble TUMbl 3Hepre-
TUYECKMX MpeBpaLleHnili nogaepxueato! ca aHeprueii ATP n gpyrumm mak-
PO3PrUYecKUMU  (BbICOKO3IHEPTETUYECKUMU) COeMHEHNAMU. DHepreTuka
KNETKN XXUBOTHbIX HOCUT CMOXHbIA XapakTep, rae UCnofb3ylTca Tpu pas-
JINYHbIE 3HepreTUyeckne «BantoTbl»: AuUH - B mMutoxoHapusx, ApNa Ha

BHELLHel KneTo4Hol mMembpaHe, ATP 1 apyrue nykieosuatpugochats —s
MPOYMX YACTAX KNETKU.
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[AbixaTenbHble cyb6cdaTbi

, T~
(Pepokc-uenuj

(lcnnota ApH-oydepbl
(Na+K'thagmeHTsl

[Mexatueckas padota | AOcMoTHYeckas paboTa |

SreKTpumyccKas pa6oTa
[Saexrp P ) XumMmuyeckas pa6oTa

[MexaHnuyeckas pa6oTa j,
~ATP-6ydcp

LIJ \ (kpeaTuHpocdar)

(Tennorta ) [OcmoTnyeckas pabora j
(Cy6cTpaTHOe thocthopunmpoBaHme j

(FnukonuTUYecKue CyBCTpaThl, KETOKUCIOTbI )

Puc. 7.3. Cxema aHepreTuku knetku no B.M. Ckynayey (1989).

OkucnutenobHoe docdopuavposaHue. Mpouecc obpasosaHns ATP,
CONPSHKEHHBIW C TPAHCNOPTOM 3/IEKTPOHOB B [bIXaTe/IbHOM Lienw, HasbiBaloT
OKWCNIUTENbHBIM (hoChopunnpoBaHnemM. Y aspobHbIX OpraHn3MoB 3TOT Me-
XaHW3M SBNISETCA rNaBHbIM B 6uocuHTe3e ATP. Tak, okucnmTensHoe gocdo-
punuposaHne obecneymsaeT obpasosaHue 32 monekyn ATP (84-89%) w3
36-38 monekyn ATR, 06pasyoLnxcs npy NoSIHOM OKWC/IEHWM [THOKO3b.

OkucnutensHoe ocopumpoBaHme MOXHO NPeACTaBUTb B BUfe
CXeMBbl:

OHeprus

ATP-a3Hblit
KOMMJIEKC

ADP + Pi

[BvXyLei cnnoil okMcAnTenbHOro hocopunnpoBaHns SBNSETCS No-
TeHUMan nepeHoca 31eKTPOHOB BOCCTaHOBNEHHbIX KodepmeHToB (NADH,
FADH2). B pacyeTe OKUC/UTENIbHO-BOCCTAHOBUTENBHOrO noTteHumana (AEQ)
1 cBoboaHo aHeprun (AGO) NCXOAAT U3 HaCTUUHBIX peakuuid:
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a) NAD++ H++ 2e * NADH E-=- 0,32 B;

6) 'A02+2 H++2e *HX EO = +0,82 B.

NADH - cunbHbI BOCCTaHOBUTENb, 06M1aAaeT OTprLaTelbHbIM OKMUCU-
TeNbHO-BOCCTAHOBUTE/IbHLIM noTeHuuanom (E0O=- 0,32 B), Torga kak 0 2- cunb-
HbIil OKUCINTENb, UMEET NONOXKUTENbHLIA pefokc-noTeHuman (EG= + 0,82 B).

BennunHy OKWUCNWTENIbHO-BOCCTaMOBUTENIbHOTO MOTeHUMana Ablxa-
TENbHOM Lenu TpaHCMopTa 3/eKTPOHOB MO/My4YaeM MyTeM BblYATaHUA pe-
[OKC-MOTeHUMana n3 peakymm 6) pefokc-noTeHLmana peakunm:a);

AEC=+0,82B——0,32B) =+ 1,14 B

CBobogHasa 3Heprua okucneHns NADH B [AbixaTenbHOM Lenu
COCTaB/IAET:

AGO=n o +AE( = -2 96,49 m1,14 = - 220 k[px/monb (—52,6 kKkan/monb),
rge N —yuncno nepeHeceHHbIX aToMOB,

F uncno ®apages (96,49 kx mB"lmmonb1( 23,062 kkan -B"1-monb"),

JEC—OKMCANTENbHO-BOCCTAHOBMTE/BHBINA MOTEHL AN, BbIPaXXEHHbI B
Bo/ibTax (B).

ONeKTPOHbI OT BOCCTaHOB/IEHHbIX KodepmeHToB (NADH, FADH2) He
NepeHoCcATCA NPAMO Ha KUCNOPOJ, a OHU MPOXOAAT yepe3 Tpu komnnekca (I,
I, 1V), cogepxalmx He MeHee [eCATU OKUCUTENIbHO-BOCCTAHOBUTE/bHbIX
CUCTEM, B COCTaB KOTOPbIX BXOAAT PasAnYHble KOEpMEeHTbI UK NPOCTeTK-
yeckue rpynmnbl. Hannume npomMexKyToUHbIX [OMONHUTENIbHLIX CUCTEM MeX-
oy NADH u 02 He n3meHseT cBo6oaHoO sHeprun (AGO), T.K. OHa 3aBUCUT
TONbKO OT PasHOCTU OKUCAWUTE/IbHO-BOCCTAHOBUTENbHBLIX MOTEHLMAN0B [0-
HOpa W akLenTopa 3/1eKTPOHOB.

O6Las sHeprus‘cymmapHoi peakummn coctasnset 220 kx/Mofb, Bbl-
[lensetca 4acTaAMU, BeNUUYMHA KOTOPbIX ONpefensieTcs pPasHOCTbIo OKWUCK-
TEe/NIbHO-BOCCTAHOBUTENbHbLIX MOTEHLMANI0B COOTBETCTBYHOLLNX MPOMEXKYTOY-
HbIX CUCTEM. JTO, B.CBOIO OYepefb, 06eCneymBaeT BbICOKMIA BbIXOS 3HEPTUM
B AblXaTeNbHOW Lenu.

Tabnuua 7.1

OKNCNUTENIbHO-BOCCTAHOBUTE/IbHbIE NOTEHLMAbI
6NOXMMUNYECKNX CUCTEM

OKMUCNNTENIbHO-BOCCTAHOBUTENbHbIE NOTeHUManbl (E°Y) EOQ(V) n*
CykuuHar + C02+ 2H++ 2e~ 2-okcornytapart + H2 - 0,67 2

3-®ochornuuepar +2H+ + 2e rnvuuepanbgerng-3- -0,55 2
thocgat +H20

2-Okcoinytapat+ C02+ 2H++ 2e — wmsouuTpar -0,38 2

NAD + H’+2e NADH -0,32 2

1,3-bucocdornuuepar + 2H++ 2e ravuuepanbgerng- -0,29 2
3-thocgpar + Pi
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Nnnoesas kucnota + 2H* + 2e gurngponunoesas -0,29 2
Kucnora -0,22a 2
FMN + 2tf +2e — FMNH2 -0,22« 2
FAD + + 2H++2e — FADH2 -0,20 2
AueTanbaerna + 2H+ 1 2e aTaHon -0,19
Mupysat ( 2H++ 2e~ 2 1 naktaT -0,17
OkcanoaueraT + 2H1+ 2e  —— manar -0,03
dymapar + 2H++ 2e CyKUMHat -0,03
LiuToxpom bL (Fe3H) + e uMToxpom bL (Fe2) +0,05
Lintoxpom bH(Fe3+) + e uutoxpom bH(Fe2H O lle
YéuxuHoH (UQ) + 2H + 2e - YOUXMHOH
BOCCTaHOB/EHHbIA (UQH2) 1023 1
Lintoxpom g (Fe3) yutoxpom Ci(Fe2H) +0,24 1
Lintoxpom c (Fe3D umtoxpom c (Fe2y +0,28 1
Lintoxpom a (Fe3H uuToxpom a (Fezt +0,35 1
LUuToxpom a3(Fe3f) '=-= untoxpom a3(Fe2H +0,82 4
02+4"N+46" 2HD

N* - YNCNO 3/1EKTPOHOB.

[JbixaTenbHasi Uenb | paHcnopTa 3MEKTPOHOB W OKUC/UTENbHOE
thochopunnposaHue. [pixaTensHas Lenb TpaHcnopTa 3N1eKTPOHOB COCTOUT
13 YeTbIPEX KOMIJIEKCOB:

I —NADH-CoQ-okcugopenykrtasHblii. (1 FMN, 2 Fe2S2 4-5 FedS4, 25-30
cyb6befmHULL);

Il - cykuuHat-CoO>-okcugopeayKkrasHbiin (1 FAD, 1 Fe2S2, 1 FedS4, 1 Fe3S4,
2Q, liem b, 4-6 cyoveguHunL);

Il - CoOH2-unTOXpOM-C-OKCMA0PeayKTasHbliA (2 rema b,l rem cb 2 Fe2S2
1 cy6benmHunLy)

IV - unToxpom-c-okcugasHblii (1 rem a, 1rem a3 2 Cu, 1Zn, 8-13 cy6beau-
HUL).
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Puc. 7.4. CTpyKTypa BHYTPEHHEN MeM6paHbl MUTOXOHLPUIA.
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Mpouecc OKMCNEHUA HAYWMHAeTCA C MepeHoca 3/1EKTPOHOB OT BOCCTa-
HOBNeHHbIX cy6eTpatoB (RH2 Ha NAD wnu FAD B 3aBMCMMOCTM OT Tuna

fervpporeHas (puc. 7.4, 7.5%.
r,-h2

N NADh K2-H2
N |
032 VJ FMN FADB,

¢
NADH+HA022 V) 4o

ADP+Pi—A"ATP

fmnh2/ +0,11 v V 7
\ J bR« ADP+Pi—A ATP

a (Tv)

ADP+Pi — ATP

[oHopb! Bogopoza: G FcM(*0,24 V' aFc2-

Rj—nwmpysat

nsoumrpar c Fe

2-oKcornyTapar aFe7

manar 2H+

rnytamar +0,35V )

J-M 202

R2—cykuuHar

auun-CoA aFe3' 110,82V

ravuepon-3-jocgar o

H,0

Puc. 7.5. Cxema AblxaTeNlbHOM Llenn TpaHCMopTa 31eKTPOHOB.

MexaHn3m OKMCAMTEenbHOro doctopunuposanns. KOMMOHEHTbI
[bIXaTeNbHOW Lienn TpaHcnopTa 31eKTpoHoB (AL TI) pacnonoxeHbl No Bo3-
pacTaHuio pefioKC-MoTeHLana n opraHn3oBaHbl B TPU KOMMIEKca BO BHYT-
peHHeil.mem6paHe MWTOXOHAPWIA. KoMnnekcbl, UCNOMb3ys SHEPruio anek-
TPOHOB, 06ecreynBaloT MepeHoc NpPoToHOB Bogopoda (H) u3 martpukca B
MeXXMeMbpaHHOe NPOCTPaHCTBO, CO3L4AeTCA MPOTrOHHLIA 3M1eKTPOXMMunYe-
ckuii noteHuman AuH . Tpu JOCTVMXEHWW OnpefeNneHHoN BennunHbl JuH+
nponcxoauT aktusauus ATP-cuHTasbl (V komnnekc). B ATP-cuHTase oT-
KpblBaeTCA KaHas, Yepe3 KOTOpbIi NPOTOHbI BOAOPOAA BO3BPALLAOTCH B MaT-
pUKC 13 MeXMeMOBpaHHOro npocTpaHcTBa, a aHeprus JSIIH wcnonb3yercs
ans cuHTesa ATP.

B npouecce TpaHcmopTa 3M1eKTPOHOB Kaxablii komnieke ALUTS (1, 11,
1V) o6ecneunBaeT akTBauuo ATP-cHTa3bl U cUHTE3 1 Monekynbl ATP.
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S(heKTUBHOCTb OKUCUTENBHOTO (hOCHOPUINPOBAHUA BbIpaXKatOT KO-
thurumeHTom gocthopunupoBanus (PIO), T.e. konnyectsom Moneii ATP, obpaso-
BaHHbLIX NpW BOCCTaHOBNeHUWM 1.atoma kucnopoga fo HZ. Mpu okucneHum
NADH cuHTesupyetca 3 monekynsl ATP (P/O = 3), a FADH2- 2 (P/O = 2).
3Heprus aneKTPoHOB TPaHCHOPMUPYETCA B Makpouprunyeckume ceasm ATP.

CuHTesnpoBaHHas. ATP nopg pgeiictBuem ATP—ADP-TpaHCcn0Kasbl
TpaHcrnopTupyeTcs. B uutonnasmy B o6meH Ha ADP, T.e. ADP nocTynaet B
MUTOXOHAPWUabHbIA MaTPUKC Npu ycnoeum Bbixoga ATP, n Hao6opoT. MMo-
BblLLEHME CKopocTu notoka ADP, KoTopbllii sBnsetcs cybectpatom ATP-
CWHTa3sbl, YBeNNUYMBaeT CKOpoCcTb CUHTe3a ATP. 3To, B CBOK 04epefdpb, Co-
MPOBOX/AaeTCA. NOBbLILLIEHNEM CKOPOCTW MepeHoca NPOTOHOB M3 MaTpuKca B
MeXMeMOpaHHOe NPOCTPaHCTBO U CKOPOCTM [blXaHWA. Y CKOpPeHne OKWUCU-
TeNIbHOro-OoCHoPUNNPOBAHNSA U AbIXaHUA NPU MOBbILLEHUN KOHLIEHTpaLUK
ADP Ha3blBaeTCca [AblxaTenbHbIM KOHTpOnMem. bnarofaps 3ToMy CKOPOCTb
crHTe3a ATP TOYHO COOTBETCTBYeT NOTPE6HOCTAM KNETKU B 3HEPTUN.

Makpoapruyeckne (BbICOKO3HEPTETUYECKUNE) COeANHEHMNA. XKuBble
OopraHn3Mbl B NPOLLECCE XXMU3HEAEATENbHOCTU HYXKAAloTCA B MPUTOKE CBOBOS-
HOW 3Heprum, KoTopas WCMOMb3YeTC B TPeX OCHOBHbIX HanpaBieHnsX:
1) gna 6yuocuHTesa 6MOMONEKYN KNEeTKKW, 2) ANd aKTMBHOro TpaHcnopTa Mo-
NeKyn Y UOHOB M 3) ANA MexaHW4ecKoi paboTbl (MblLLeYyHOe COKpaLleHne u
Apyrve (opMmbl KNeTOUHbIX ABWXeHW). CBoBOAHAs aHeprus, KoTopas noj-
[ep>XnBaeT opraHnu3Mm B COCTOSHUW, AianeKkoM OT paBHOBECUA, NOCTYNaeT u3
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OKpy>XaroLLeld cpefibl. XeMOTpodbl MoMyyatoT 3Ty 3HEpPru NyTeM OKUCHe-
HUS BeLlecTB MWLM, a (POTOTPO(bI —Yy/aBaMBas CBETOBYH 3HEpru. 3Ta
CBOGOAHAA 3Heprus, mpex/ae yem 6biTb MCMO/Mb30BaHHOM B Mpoueccax 61o-
CVHTE3a, aKTUBHOTO TPaHCMopTa W [BWKEHUS, YaCTUYHO Mpeo6pasyeTcs
KNeTKO B cneunanbHyo opMy —3HEPruio BbICOKOIHEPTeTUUeCKUX (MaK-
PO3PrUYECKUX) COEANHEHNIA.

OfHUM M3 acreKToB GUO3HEPTETUKM SIBNSETCA Nepefadya XUMUYECKON
3HEpPruy BHYTPU KNETKM U TEPMOANHAMMYECKAS XapaKTepUCTUKA CrieunabHol
rpynMbl XMMUYECKUX COEAVHEHNIA, MPUHUMAIOLLMX YYacTLe B 3TUX NPOLEeccax.

CoefiUHeHUs! KNETKN B 3aBUCMMOCTU OT BENMUYMHBI CBOBOAHON 3HEpPTiH
rugponusa (AGQ [ensT Ha BbICOKO3HepreTuueckue (Makpospruyeckue) u
HU3KO3HepreTuueckne. BbICOKOIHEPreTUUecKre CoeanHEHUs CoepXKaT MaK-

PO3Pruyeckyto cBa3sb (~), 3Heprus rmgponnsa KoTopoi coctasaset ot -30 o

=35 kx/mMonb 1 60nee. Makpoapruyeckue CBA3M NpeacTaBneHbl gocgoaH-
rmapuaHeIiMu (HykneosugTpudgocdarbl), aumnhochoaHruapuaHsiMy (aums-
thocatbl), dochoapupHbiMmM (eHongochaTbl), hochoaMugHbIMu  (ryaHu-
AWHpochaTbl:  KpeaTUH(oCcHaT, apruHUH(ocHaT), —ayuaTMo3pupHsIMN
(aymnnpomnssogHble CoA).

Tabnuua 7.2

CTaHfapTHas cBOGOAHAs 3HEPT s TUAPOIM3a GUOMOrMYECcKU
BaXHbIX (POCHOPUINPOBAHHBIX COEAUHEHMIA

CoepnHeHus AG kOx/Monb AG kkan/monb *
dochoeHo MwpysaT -61,9 -14.,8
Kap6omoLu |hocthaT -51,4 -12,3
1.3-bucthocdornmuepar -49,3 - 118
KpeatuHdocgat -43,1 - 103
Auetundgocdar --42,3 - 101
ApruHuHgocdar --32,2 -7.,7
ATP -> ADP + Pi -30,5 -7,3
ADP -> AMP + Pi -27,6 —6,6
Mupodocdar -27.,6 - 6,6
"noko30-1 -thocthar -20,9 -5,0
PpykT030-6-hocar -15,9 -3,8
AMP - W,.2 -3,4
i NOK030-6-hocdaT 13,8 -3,3
I jinuepoji-3-thocat -92 - 22

* 1 kanopus = 4,1868 [x
MaKpo3prmyeckumy COeAVHEHUSMU ABASAIOTCS auMNTUO3(MPbl KO3H-

3uma A. Tak, Hanpumep, npu rugponuse auetnn-SCoA AG coctasnsert
30,8 kpx/monb (7,37 KKan/Monb).
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MprBefeHHbIe AaHHble MOKa3blBalOT, YTO HE CyLLeCcTBYET YeTKON rpa-
HULbI MEXJY BbICOKO3HEPTETUYECKUMU U HU3KOIHEPTeTUYECKUMU COeaUnHe-
HMAMK, &, HA060pOT, HabMOLAETCA NNAaBHbIA MEPexof, YTO UrpaeT BaXHYHO
posib B 3HEPreTuKe KIeTKu.

ApneHosnHTpudochaT (ATP, ATP) B TEPMOLMHAMUYECKON LiKane 3a-
HUMaeT LeHTpa/lbHOe MEeCTO U, B 3TOM OTHOLLEHWW, NPeAcTaBnseT co6oi yHu-
Ka/IbHOEe COefMHEHME, BbIMO/MHAOLLEE LeHTPaIbHYIO POSib B 06MEHe 3Heprum B
6ronorunyeckmx cuctemax. Cuctema ATP - ADP BbINOMHSAET (DYHKLMIO nepe-
HOCa 3HEPTUK OT BbICOKOSHEPTETUYECKNX COEAVMHEHWIA, 3aHMAIOLLMX B TEPMO-
OMHaMUYeCKOW LuKane MecTo Bbilwe ATP, K akLenTOpHbIM MOJieKyiam ¢ obpa-
30BaHNEM COeAMHEHWIA, CTOALWMX B 3TON Likane Hwke ATP, KoTopble mpes-
CTaBNAOT co60Vi AOBONLHO aKTVBHbIE MPOV3BOAHbIE C OTHOCUTENIbHO BbICOKON
3HEepruen 1 BbIMOHAOLLME BXKHYHO PO/lb B MeTaboU3Me.

MHorve rofbl LWAX JUCKYCCUM O TOYHOM 3HauyeHum AG ruaponusa
ATP. B cTaHAapTHbIX YCNOBUAX MOMYYEHbI BeIMUNHbLI B UHTepBane oT -30
fo -35 k[x/monb. HekoTopble aBTOpbl 3Ty BeMYMHY cuuTaloT -33,5
KOx/Monb (—8 Kkan/monb) npu rugponuse. ATP go ADP, ATP o AMP u
nupodoctata 4o HeoplaHuueckoro ocgarta. B KneTke feiicTBUTENbHOE U3-
MeHeHve CBO60AHON aHeprum npu rugponuse ATP go ADP un Pi cocTaBnsieT
npumepHo —50 k>/Monb.

O6pasoBaHnie MaKpO3prmyeckux COefUHEHWI NpefcTaBnseT coboi
MexaHW3M WCMO/b30BaHWUA IHEPIUN - aKKyMy/MpoBaHWe U nepeHoc B fAocC-
TYMHOM [NA KNeTku Buge. VX . cumtaloT akkymynstopamu, AoHopamu u
TpaHchopmaTopamy MeTaboANYECKO aHepruu.

ATP noctosHHO o6pa3syeTcs U NoTpebnseTca, ABNAACH rMaBHbIM AOHO-
poM CBOGOAHOW 3HEPFMM B GUONOTMYECKUX CUCTEMAX, HO He (hopmoii 3ana-
caHusa cBO6OLHOMN aHepruu. B knetke monekyna ATP pacxofyeTcs BTe4eHue
0fHOW MUHYTbI Nocne ee o6pa3oBaHWs M 06OPOT ee OuYeHb BbICOK. Tak, Ha-
npumep, B MNOKOe Yefl0BeK 3a CYTKM pacxoayeT 40 kr ATP, a BO BpeMs UH-
TEHCUBHbIX_YMPaXXHEHU CKOpOCTb MCMoNb30BaHUA ATP MOXeT foCTuraTb
0,5 Kr 3a MUHYTY.

Cso6oaHas aHeprus rugponusa ATP ucnonb3yetcs 4ns 3anycka peak-
LuMin, Tpebyowmnx NpuMToKa CBO6OAHON 3Heprun. HekoTopble peakumn 6mo-
cuHTe3a 3anyckatoTtca aHanoramm ATP —GTP, UTP, CTP.

JHepreTnyecknii 3apag KneTkn. XXueas KneTka cnocobHa pearmpo-
BaTb Ha M3MeHeHMe KoHueHTpauun ATP, ADP n AMP, n MHorue metabonu-
YecKmne MpoLecchbl PerynmpyroTcs aHepreTUYecKnM CTaTycom Knetku. Moka-
3aTeneM 3HepreTMYecKoro cTatyca KNeTKu CNyXWT aHepre TUYeCKnii 3apsg.

[ATP] + 1/2 [ADP]
OHeprerayecrowsapn - — — +—

rae [ATPJ v gp. - MonApHas KOHUeHTpauus.
3HepreTMuecknin 3apafg Kenky BblPaXXaeT OTHOCMTENbHYIO MOASPHYHO
KOHLEHTpaLuio afieHuncogepxatiux Hykneosmahocgparos (AMP, ADP, ATP).
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MakcrManbHas BenMyMHa IHEPreTUYecKoro 3apsfa MOXeT ObITb pas-
Ha 1,0. B atom cnyvae KoHueHTpauun AQP 1 AMP paBHbl HytO U B CUCTE-
Me NPUCYTCTBYET TO/IbKO ATP. 3T0 yKa3blBaeT, YTO KneTka HaxoamuTcs B Co-
CTOSIHUW HACbILLLEHWNS 3HEPTneid.

MuvHuUManbHOe 3HaYeHWe 3HEepreTMYeckoro 3apsffa KNetknm MOXKeT
6blTa paBHO HyNt0. Mpu 3TOM KOoHUeHTpauun ATP 1 ADP paBHbI HYNO 1 B
cucTeMe NPUCYTCTBYET TONIbKO AMP. B 3TOM COCTOSHWUM KNeTKa 3HepreTu-
YECKU UCTOLLEHA.

YKnBas kneTka n3beraeT aTUX IKCTPeMasbHbIX COCTOSAHWIA MyTem. pery-
nauum metabonusma, NoALepXMBas 3HaYeHUe IHEPreTUYECKOro 3apasa B y3-
KOM nHTepBasne, B npegenax 0,8-0,9.

CHWKeHne 3HepreTuyeckoro 3apsaga (< 0,8) aBnserca curHaiom nns
KNeTKN 0 HN3KOM YpoBHe ATP 13-3a BbICOKOI CKOPOCTY NOTPe6AEHNSA 3Heprum.

QHepreTMYecKuii 3apsg

Puc. 7.6. BHepreTnyeckuii 3apag KNeTku.

KneTka oTBeYaeT Ha 3aTo yckopeHunem ATP-CUHTe3unpytoLwmx metabo-
NNYECKMNX peakuuid. B COCTOAHMM, KOTfa IHEPreTUYeCKnii 3apag npesblLlaeT
0,9, coobLias 0 NMOBbILEHUN BHYTPUKNETOYHOro ypoBHS ATP Bcneactsue
YMeHbLLIEHNA CKOPOCTY MCMOJIb30BaHUA 3HEPTUN, KMIETKa pearnpyet CHUXKe-
HUEM CKOPOCTWN ATP-CUHTE3UPYIOLMX peaKLWii.

BbICOKMIN aHEpreTUYecKunii 3apsg MHrMbupyeT MeTabonmyeckue nytu
CUHTe3a ATP u cTumynunpyet metabonmyeckune nyTu Ucnonb3oBaHus ATP.

TennonpogykumMsa U cnocobbl MpeBpaLleHnss MeTabonnyecKoi
3Heprumn B Tenno. Bce meTabonmsupylowme CUCTEMbI MOPOXAAKOT TENno.
OKO0/M10 MOMOBUHbI NOMYYaeMON 3HEPTMM NPU OKWUC/IEHUN MUTATENbHbIX Be-
LLLeCTB BblAenseTcs B BUAe Tenna. MyckynaTypa, Xenesbl U 0CO6eHHO MeyeHb
y MO3BOHOYHbIX SBAAIOTCA OCHOBHbIMI OpraHamMmn MeTabonm3ma 1 Tenaonpo-
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Sykuny. TennoobMeH C OKpy>XKatolleli Cpefoil y 60MbLUIMHCTBA XUBOTHbIX
MPOUCXOANT 0YeHb BbICTPO.

CKOpOCTb (hepMeHTaTMBHbIX PeaKLuii 1 MHTEHCMBHOCTb MeTabonunue-
CKMX NPOLLECCOB CBA3aHbl C TeMnepaTypHbIM KoahpuumveHTom Q10 . 3Hauve-
Hue Qio , paBHoe (Ki/K2) x 10/ (T2—Ti), noka3blBaeT, BO CKONbKO pa3 yBe-
NNYNBAETCA CKOPOCTb peakuuy npu nosbieHun TemnepaTypbl Ha 10 °C
(K, 1 K2—KoHCTaHTbI CKopocTy npu Temnepatypax Tiun T2).

Y NOAKNMNOTEPMHBIX XXMBOTHBIX (C MepemMeHHOI TemnepaTypoid) Temnepa-
Typa Tefla MeHseTCcA B 3aBMCMMOCTW OT aKTMBHOCTM OPraHn3ma W Hapy>XHoi
TemnepaTypbl U ObICTPO AOCTUIaeTCA HYKHWUIA Npeden TeMnepaTtypbl.Cpeabl, 3a
KOTOpbIM OHW BMafaloT B XONOZOBOe OLeneHeHWe (aHabuo3), COMpPOBOXAat0-
LLieeca CUbHBIM 3amefieHieM 06MeHa BellecTB. Ha 9ToM paspaboTaHbl COBpe-
MEHHbIE METO/bl KPUOKOHCEPBALMM, UCMO/Nb3YeMble B MPAKTUHECKMX LIENAX.

Y HekoTOpbIX MEepe3MMOoBbIBAOLLNX HACEKOMbIX.TOYKa 3aMep3aHus
XXMAKOCTEN Tena 04YeHb HM3Ka, YTO CBA3aHO.C BbICOKOI KOHLEHTpaLuei B re-
mMonumge ravuepona (40 2,7 Monb/n). Y HEKOTOPbIX apKTUYECKUX U aHTapK-
TUYECKMX PbiB, 06MTAIOWMX B MOKPbLITOW bAOM MOPCKOI BOAe, TeMMNepary-
pa, Npy KOTOPOW B KNeTKax HauduMHaeTcs 00pa3oBaHue Nbaa, MOHWXKaeTca A0
-2 °C 3a cyeT 60nee BbICOKOIM KOHLUETPaLMU 6enkoB B LMTOMIa3Me 1 Takue
pbi6bl CNOCO6HBI BLDKMTbL B NEPeoxXfiaxaeHHON Boje.

Y XWBOTHbIX, AblLLALLNXKACIIOPOLOM, PACTBOPEHHOM B BOJE, NOTepu
Tenna B 10s pa3 60/bLUME, YEM' Y. HA3EMHbIX XXUBOTHBIX, AblLLANAWX KACI0PO-
oM Bo3gyxa. OfIHAKO Y HEKOTOPBIX 6bICTPONIaBAOLMX BUAOB PbIb (Hanpu-
Mep, TYHL,0B) TeNo MOXET 6biTb Ha 10 °C BbiLLe OKpYXXatoLLeii cpespl.

B npouecce pa3BuTUA FOMONOTepMUM TemnepaTypa Tefla U UHTEHCKB-
HOCTb MeTabonmM3Mary MAEKONUTAOWMX U NTUL, NPUOBPENN 3HAYNTENLHYIO
HEe3aBMCMMOCTb OT BHELUHMX TemnepaTypHbIX ycnosuid. Temnepatypa Tena
KonebneTcs y HUX B OYeHb Y3KMX MHTepBanax, Mpuyem pasHuLua Mexay Heil n
TemnepaTypoil OKpy»KatoLLeid cpeabl MOXeT cocTaBnaTe 70 80 °C. [JocTuxke-
HUe TakuX TemnepaTyp TpebyeT No CPaBHEHWIO C NONKWUIOTEPMHbBIMU XXWNBOT-
HbIMWU _60filee MHTEHCMBHOTO OOMeHa BeLecTB, CMeunabHbIX MexaHW3MOB
npeBpauleHns MeTabonyecKoli 3HePrmn B TENJIO U TePMOPErynaLmn.

B peakumax gpixaTefibHOW Lieny TpaHCNopTa 3N1eKTPOHOB YacTb 3HEp-
TUN aKKyMYy/nMpyeTca B Makpoaprnyeckux ceasax ATP, yacTb pacceunBaeTcs
B BMfe Tenna, KoTopoe MoAAepXuUBaeT TeMMepatypy Tena y TenjoKPOBHbIX
XXMBOTHbIX. B XU1BOW KNeTKe TeNn0Ta MOXEr BblAeNATHCH TPEMS OCHOBHbIMM
crnocobamu:

- npwu paccemsaHun AuH,

- npu rugponuse ATP (paboTaroLme MblLLbl, MbILLEYHas APOXKb);

- MpW OKUCNEeHUN cy6CTPaToB cncTEMaMu, He 06pasyrolMm Hu ATP,

HU AlaH (cBO60HOE OKUCNEHKE).
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CB060JHOE OKMCNEHNE MOXET ObITb NPeCTaBNeHO KaK NnepBoHavaslb-
HO He COMPSXXEHHbIMW, TakK W Pa3obLEeHHbIMU AblXaTeNbHbIMU CUCTEMAMU.
BeulecTBa, (DYHKLMOHANbHO pasfenatolime OKWUCMEHNE W OKUCIUTENbHOE
(hochopununposaHmne, HasblBaOT pasobuialoWwmnmMy areHTamu, uam pasob-
wuTensmu. PasoblmTeny cofeincTByOT NepeHocy NMPOTOHOB U3 MeMbpaH-
HOFO MPOCTPAHCTBA B MATPUKC MUTOXOHAPWIA 6e3 yuyacTus ATP-CuHTa3bl,
npv aToM P/O CHWXaeTca, TakK KakK 4acTb 3HEprum BblAeNseTCs B BUAe Tenna.

Pa3oblieHne MOXeT OblTb CBA3aHO C MNOBPEXAEHWEM BHYTPEHHEN
MeMOpaHbl MUTOXOHAPWIA U B pe3ynbTaTe AelCTBMA TaK Ha3biBaeMbIX Mepe-
HOCYMKOB MOHOB FMAPOKCOHMA Yepe3 MembpaHy. K pa3obuymuTtensam 0THOCAT-
CA XXVPHbIE KUCNOTbI, TUPOKCUH, 2,4-OAUHUTPO(EHON U HEKOTOpbIE Apyrue
KMCNOTHbIE apoOMaTUYeCKne COeAMHeHnA. 3TN COeAMHEHWS MEPEHOCAT Npo-
TOHbl Yepe3 BHYTPEHHIOK MemM6paHy MUTOXOHAPWIA, MUHYS KaHanbl ATP-
CUMHTa3bl, CHXXasA NPOTOHHbLIA rpagveHT (JluH), B pe3ynbTaTe yero obpaso-
BaHue ATP He npoucxogut. MoTepsa fbIXxaTenbHOro KOHTPOAS CONPOBOXAa-
eTca nosbiweHnem nornoweHus 0 2u okmucneHms NADH, ycuneHnem Tepmo-
reHesa 1 rnoBbILLEHWEM TEMMEPATYPbI B OPraHn3Me.

Pa3o6LieHne OKUCAUTENbHOTO (OCHOPUANPOBAHUA Y 3MMHECTALLMX
XVBOTHbIX, Y HEKOTOPbIX HOBOPOXAEHHbIX WY MNEKONUTaloWMX, afanTupo-
BaHHbIX K X004y, UrpaeT BaXXHYI0 GMOIOFMYECKYIO PO/b Kak Crocob reHe-
pupoBaHusa Tenia 3TOT NpoLecc TepMOreHesa NPOTEKaeT B BbICOKOCMELWa-
NIM3NPOBAHHON BYPOi1 XXMPOBOI TKaHW, 60raToin MUTOXOHAPUAMU. Mpupoa-
HbIM pa3obLuTeNneM ABAAETCA TEPMOrEHMH, KOTOpbIV NpefcTaBnseT coboi
NPOTOHHbIN KaHa/l B MUTOXOHAPUAX XMPOBbIX KNETOK.

MuTOXoHApMK BYpPOro. XXupa XopoLo npucnocobneHsl Ansa obpasosa-
HUA Tenna. KoHUEHTpauusa fbIXaTeflbHbIX PEPMEHTOB B HUX 3HAYUTENbHO
npe.biwaeT cogepxaHne H- ATP-cuHTasbl (komnnekca V). Ha BHyTpeHHei
MeMmbpaHe MUTOXOHAPUIA GYPOro Xwupa cogepxuntcs npumepHo 15% Tepmo-
reHnHa (npoToHodopa), MYHKLMA KOTOPOro - pa3obLueHne OKUCIUTENBHOTO
thocopunmpoBaHus.

Mpn oxnaxneHWn opraHuama nopafpeHanvH akTUBUPYeT ropMOH3a-
BUCUMYHO AnNa3y. VIHTEHCUBHbBIN NUMONN3 NPUBOAUT K 06pa3oBaHnio 60/b-
LLOro. KonmyecTsa CBOGOAHBIX XUPHBIX KUCMOT, KOTOPbIE OKUCNAKOTCA B pe-
3ynbTaTe PYHKLUNOHUPOBAHUSA P-OKUCNEHWS, LMKNa TPUKApOOHOBbLIX KUCIOT
N AblXaTebHOM Lenu TpaHCnopTa 3/1eKTPOHOB.

MWUKpPOMOSIAPHbIE KOHLEHTPALMMN XUPHBIX KUCNOT OTKPbIBAOT MPOTOH-
HbIl KaHan TePMOreHVHa, aKTMBMPYHOT ero NpPOTOHOMOPHYI0 (YHKLMIO, UTO
NPVBOANT K Pa3oObLLEeHNI0 OKUCIMTENBHOTO (hocthopunuposaHns. OKWcneHve
XMPHBIX KUCNOT, B CUY MOTEPU [bIXaTe/IbHOr0 KOHTPO/S, He 3aBucuT oT ADP,
MPOTEKaeT C MaKCMManbHO CKOPOCTbLIO 1 FeHepUpyeT 3Hepruio B hopme Tenna.
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YKupHble KUCNOTbI C OQHON CTOPOHbI ABNAKOTCA CybCTpaTamMmm OKuce-
HUA (gblXaHmWs), a C APYroii - BTOPUYHLIMW BHYTPUKIETOUHBIMW MeanaTopa-
MW TOPMOH&/IbHOrO CUrHana HopajapeHanuHa. Takum obpasom, bypast XKupo-
Bafd TKaHb UrpaeT ponb BMONOrMyeckoro «noforpesatens». Tenno, obpa-
3ytouleecs B 6Gypoii XXMPOBON TKaHW, 3((EeKTUBHO HampasBiseTcs K ABYM
BaXHbIM OpraHaM —cepauy 1 rofloBHOMY MO3ry.

HekoTopble Hacekomble (Hanpumep, 6paXKHWKN) NpU BHELLHel Temmne-
patype 20-30°C nepej MofeToM, 3a CYET PUTMUYHbIX COKPALLeHWi MbiLL,
(MbIWeYHaa ApoXKb) U BUOpaULUKM KpblIbeB, MOTYT MOAHATL TeMMepaTypy
rpyAHow yacTu Tena fo 40- 41(C, B To Bpems Kak Temnepartypa 6ptoLLKa Tena
0CTaeTCs TaKoM, Kak y OKpYXatoLLei cpespl.

Y nyen oxnaxfeHwe BbI3blBaeT MbllLEYHYIO APOXb W BMOpaLuio
KpblnbeB, 6rarogaps Yemy OHU NOALEPXMBAIOT 3MMOWA. B yNbe TeMnepatypy
20-30°C, 1 He BNafaloT B X0/100BOE OL,eNeHeHNe.

OpurnHanbHbIM MexaHn3MoM 06pa3oBaHuMa Tenna, Hapsay ¢ APOXbio,
ABNAETCA «KOPOTKO3aMKHYTbIA» MeTaboMMYECKUA MyTb B NeTaTe/bHbIX
MblLLax wmens (puc. 7.7).

ATP AOP

¢ocmo¢p)>- ;
KTOKMHa3a " \
®pykT030-6-Ghochat ®pykT030-1,6-6UCcthoctaT

\ « ®py'’KT030-6HC
Pi .ochata:la / 120

Puc. 7.7..MeTabonnueckuii LMKN 0CBOOOXAEHMSA iciuia.

CyMMapHas peakuusa aToro npowecca:
ATP + HD = ADP + Pi + Tenno.

M3 BbILWENpUBELEHHOTO YPaBHEHNUSA BUAHO, YTO TEN/0 BbIgeNAeTcs 3a
cueT rugponusa ATP, KOTOPbIA MPOMCXOAWT He NPAMbIM NyTeM, a yepes 06-
pasoBaHue PpyKT030-1,6-6Mcthochara.
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8. UMKJT TPUKAPBOHOBbLIX KUCJ/IOT

Linkn Tpukap6oHoBbIX KncnoT, unu umkn Kpebcea (naypeata Hobenes-
ckoii npemmun 1953 T.), - 3TO UMKINYECKUI MeTabonmMyecknii MyTb, KOTOPbIN
SIBNAETCA LEHTPaNbHbIM (MarncTpasibHbIM) NyTeM MOYTW BO BCEX a3POOHbIX
opraHusmax. Liukn Kpe6ca npegcrasiseT CTporo nocrefosartefibHyt0 COBO-
KYMHOCTb XMMWYECKMX peakLuii, obecneynsaroLnx 3N1eKTPOHaMK AbixaTeb-
HYIO LieMb TPAHCMNOPTa 3/1eKTPOHOB B BUfE BOCCTAHOB/IEHHLIX KOEPMEHTOB.
B fbixaTenbHON Leny NMpovCXoAnUT BOCCTAHOB/IEHWE KUCMOPOA], U COBMECTHO
C OKMCNNTESIbHBIM (hOCHOPUNNPOBAHNEM LIMKN TPUKAPOOHOBBLIX KUCIOT Mpea-
CTaB/IIET OCHOBHOM MexaHW3M OCBOOOX[EHUS 3Heprun nuTaTeNbHbIX Be-
LLLECTB 1 UCTOYHMK MeTabonmyeckoli aHeprun B hopme ATP (GTP).

KpaTkas ucropus oTKpbITHA. OTKpPbITUE LKA TPUKapOOHOBBIX KU-
CNOT CTOWT B PAJY KNACCUYECKMX UCCNeA0BaHUIA COBPEMEHHO BUOXMMUK, U B
HeM B/1ecTALLe coYeTanMCh TEOPETUYECKME U IKCNEPUMEHTaIbHbIE NOAXOLpbI.

«MeH$ yacTo crpalivBany, Kak BO3HUK/IO WU pa3BMBaNocb 1CCnefoBsa-
HVe LMKNa TPUKapboHOBbLIX KUCMOT. bbina N ata KOHUenuus pesynbTatoM
BHE3arnHoro BAOXHOBEHUS W NpeaBuaeHnA?» «Huyero nofobHoro —oTBeeya-
eT . Kpebc, —aT0 6bI1 04eHb MeANeHHbIi 3BOAIOLMOHHbBI NpoLiecc, passu-
BalOLLMIACA B TeYeHMe NSATK feT, HaumHas ¢ 1932 r. (korga s BKIOYMUACA B
aTy paboty ...)». CnefyeT OTMCTUTb, YTO B 3TO Bpema . Kpebc umen onbIT
paspaboTKM LMKNa 6UOCUHTE3A MOYEBHHBI.

TyH6epr 0AWH U3 NepBbIX U3yYan OKUCNEHWEe OPraHUYecKuX CoefuHe-
HWIA B XXMBOTHBIX TKaHAX 1 B nepuog ¢ 1910 Ho 1920-i rog 06Hapy»mn oKo-
no 40 opraHW4YecKknx coefuHeHWM, CHOCOBHbIX OKUCAATLCA. Bblno ycTaHOB-
NEeHo, YTO BbICTPee BCEro OKMCNANUCH CYKLUMHAT, (hyMapaT, ManaT U LumTpaT.

B 1935 r. CeHT-[bepan ycTaHOBUA, YTO (PymapaT, Manat v CyKuuHat
CTUMYNUPYIOT MPOLIECChl TKAHEBOTO AbIXaHWUSA NMPU OKUCNEHUWN 3HLOTEHHbIX
Cy6CTPaToB ¥ YTO 3TOT NPOLLECC HOCUT KaTaIMTUYECKUIA XapakTep.

. Kpebc BHavane n3yyan CKOPOCTb OKUCMEHWUSA Pa3NNYHbIX COefVHe-
HWIA, 1cnonb3ys Ccpesbl neyeHn M nouvek. OH WCMOMb30BAS COEAMHEHMS,
npesCcTaBNAOLL e BO3SMOXHbIE MPOMEXYTOUYHbIE MeTabonuTbl MpU OKWUCNe-
HUW NULEBbLIX BeLlecTs. bbino yCTaHOB/IEHO, YTO UUTPAT, CYKLMHAT, (hyma-
paT naueTaT 04YeHb BbICTPO OKUCAANUCH B PA3INYHBIX TKAHAX.

OuyepedHbiM LIAroM Brnepej Ha AaHHOM NyTu 6bina pacnipoBKa
6vonorunyeckoro okucnenms umtpata K. Maptuycom n &. Kvonom B 1937
rogy. OHM yCTaHOBWAW, YTO LMTPAT N30MEPU3Yercs B U3oLmTpaT Yepes uuc-
akoHuTar. [lanee usouunTpaT NoABEPraeTca OKUCINTENBHOMY AeKapboKcuiu-
poBaHMIO C 06pa3oBaHMeM 2-OKcornyTapata. B To Bpems 6Obiia M3BecTHa
BO3MOXHOCTb OKMCNEHWs 2-OKcornyTapata B CyKUMHAT. 3TO OTKPbITWE NO-
3BOJIN/IO YCTAHOBWUTL MYTb OT UMTpaTa A0 CyKuuHata. Ha OCHOBaHWUMW 3TUX
faHHbIX . Kpebc 06BbACHUN KaTanMTUYECKOe YCUNeHWe AbIXaHUs U3Menb-
YEHHOM rPyAHONA MblLLbl FONy6a LMTPaTOM.
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K 3ToMy BpemMeHM 6bin0 M3BECTHO KOHKYPEHTHOE WHIM6vpoBaHue
(hepMeHTa CyKUMHATAernaporeHasbl mMasnonaTtom WM 4YTo MajoHarr ABnseTcs
LblXxaTenbHbIM 840M. pu gob6aBneHnn LuTpaTa K MblLlLe, OTPaBIEHHOW Ma-
NoHaToM, Habnaanoch HakomneHWe CyKumMHaTa. AHanorMyHas KapTuHa Ha-
6noganace v npu fobasneHun ymapara. 370 yKasblBano 0 BOXHOCTU NyTw
0T umMTparta fio CyKLmHarta v 0 CyLLeCcTBOBaHUN MyTn OT (hymMaparta o CyKLUu-
Hata. . Kpe6c npuwien K BbIBOAY, YTO CYKLMHATA'ervaporeHasa MOXeT ur-
paTb K/H0YEBYHO PO/b B TKAHEBOM [ibIXaHUW.

3aknounTenbHbIM 3Tanom muccneposaHuin . Kpebca ssuncs dakt 06-
Hapy>XeHus 6bICTPOro 06pa3oBaHWs Ly rpaTa B MbILLEYHOW CYCNeH3nn npu
fobasneHun okcanoauertara. OTKpbITME CUHTE3a LUTpaTa-u3 OKcanoaleTara
no3sonmno . Kpebcy nocTpouTb NOHYIO CXeMY LMKANYECKOro MeTabonu-
yeckoro nyTu (B YeM U 3akntoyvaeTca reHnanbHocTb . Kpebea), u aToT umkn
HOCUT Ha3BaHMe Unkna Kpebca.

XUMU3M UMKna TPUKapb6oHOBbIX KWUCAOT. Linkn Tprkap6OHOBbLIX
KMCNOT COCTOMT U3 BOCbMW OCHOBHbIX 3TafMOB W HaYMHAeTCsA C albAoNbHOM
KOHfeHcaLmm okcanoaleTara u aLetnn-CoA ¢ obpasosaHuem LuTpun-CoA ¢
nocneaytowmm ero ruaponusom Ha ytTpaTt v CoA-SH. Mmgponus untpun-
COA cABuraert peakuuio B CTOPOHY CUHTE3a uuTpaTa.

roo -

CH2

HO— C— COO'

CoASH + CH?2
Coo”’ LintpatcmHTasa
Okcanoauerat coo’
Lintpar

[ns pganbHelilero npespalleHns umTpaTa (OKWCAUTENLHOTO fekap-
6OKCMNMPOBaHMA) MPOUCXOAWT €ro M3oMepusaums nmyTem Aervgparaumm c
nocnedytoLLei ruapaTtaunein B M3o4MTpaT Yepes NPOMeXYTOUHbIA NPOAYKT —
LiC-aKOHMTAT, MPKU yvacTun pepmeHTa akoHWTaT-rrgpaTassl (aKOHWUTa3bI).
NADZ1-3asvcumas “3oUnTpaThernaporeHasa CofepXXnTcs B MUTOXOHAPUAX,
aNADP4 3aBucumas —kak MUTOXOHAPUAX, Tak U B untTonnasme. B Tex cny-
yasx, Korga Ha usoumtpar gericteyeT NADP-3aBucumas nsoumTpatgerugpo-
reHasa obpasyercs NPOMEXYTOUYHbIA NPOAYKT - OKCANOCYKLMHAT, KOTOPbIN
npy CBS3blBaHUM C (hepMeHTOM O6bICTPO fekapbokcunupyercs fO  2-
oKcornyTapara.
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Ccoo © (e0]0)

(I‘,HZ CH2
HO o | +HD I NAD4NADP')Mg2

——  ¢— oo’ ‘00C-C— H+m W3ouuTpate-
AKOHUTa3a AKOHUTA3a LunTpaTh
H C— oH MMAporexasa

CH (nexkapbokcu-
éOO' CoQ- NNpyKALas)

Linc-akoHuTar M3oumntpat
(2R.3S)

0COO ThPP, LpS2, FAD,
NAD'.CoASII, Mg2'

- +NADH+H ~ ¢ P OkcotnyTaparaernppoleHasa °°2+NADH+ir

["paHccyKUMHMNasa
*
4(NADPH+H?) + < Awvrngponws onngerngporeHasa

c—-O

|
coo"
2-oKcornyTapar

Ha cnegytowem atane Ha 2-0KCOrnyTapar feiicTByeT OKCOrnyTapaTtje-
rMApPOreHasHbI KOMMEKC, KOTOPbLU 'COCTOMT U3 Tpex ()epMeHTOB U NATU
KOepMEHTOB 1 BKLLIOYAeT B KayecTBe koaktopa Mgz+ Kaxablii tepmeHT
[AHHOI0 MY/NbTU(EPMEHLLOr0o  KOMMNEeKCa NPUHUMAET yyactue B onpefe-
NEHHOM 3Tane CyMMapHOIA peakL . IHeprus OKUCNIEHN akKKyMynupyeTcs B
MaKpO3pryeckoi CBA3W. M COMPOBOXAaeTcA 06pasoBaHMeM CyKLUHUA-COA
(npeaLwecTBeHHKa GTP).

PacLienneHne. Makpoaprmyeckoin TMo3aMpHON cBA3N CyKUMHWUA-COA
conpskeHo ¢ goctopunmposaHmem GDP u obpasosaHuem GTP (cy6cTpat-
Hoe (octhopuanpoBaHne). B opraHn3me XXMBOTHbIX AaHHbIA (hepMeHT cre-
uncuyeH kK GDP 1 GTP, B TO BpeMsi Kak (DepMeHT pacTeHWii cneyuduyeH K
ADP u ATP. 3T0'eANHCTBEHHbI 3Tan B LMK/E, B XOL4e KOTOPOro npsimo Bbl-
LlenseTcs aHeprus.

©cm - © co°-
H2 + GDP + Pi CH, +FAD
° © ' GTP+CoASH + c _ F\VDID+
M CyKupHun- YKUMHAT
! TUOKMHA3a Cn, perugporeHasa
'LSCoA coo'
CykumHnn-CoA CyKuuHat
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OkucneHve (germapupoBaHve) CyKUMHaTa KaTanusvpyet (epMeHT
CyKUMHaTAcrugporeHasa. KoepmeHTOM (aKUenTopoM BOAOPOAA) CNYXWUT
FAD, T.K. U3MeHeHWe CBOOOAHOW 3HEpPrum B AaHHOW peakuuy HefoCTaTOuHO
ons BocctaHosneHns NAD+ Monekyna epmeHTa, Kpome FAD. cofepxut
aToMbl Xenesa, CBA3aHHbIE C HEOPraHWYecKUMU cynbugamm (Fe-S-6enkn —
Fe2S2 FedS4). Cykummatiu maporeHasa fBNSETCH WMHTErpasbHbIM 6e/KoM
BHYTPEHHe Mem6paHbl MUTOXOHAPWI U HEMOCPeACTBEHHO CBA3aHa C Lienbio
nepeHoca 3NeKTPOHOB (CyKUMHATAernaporeHasHblil Komnnekc). BocctaHos-
neHHbI KodepmeHT (FADH2) He oTaensieTcs OT (hepMeHTa; a [Ba 9/1IEKTPOHa
nepeHocaTca Ha atombl Fe3l CykuuHaTAernaporeHasHas peakums xapakTe-
pusyeTcs abCcoOMOTHON CrepeocneunyUHOCTbI0 U OTLLEMNASET aTOMbl BOAO-
pofa TONbKO B TPaHC-MoIoXeHn ¢ o6pa3oBaHneM gymapara.

© c°° Q coo-
CH.  + GDP +Pi CH, +FAD
GTP+COASH -+ c _ TnH s
CH CyKUunHun- YKLMHAT
1,\20 TUOKMHA3a CH, perngporeHasa
SCoA CoOo
CyKuuHun-CoA CyKuuHat
Ccoo’ cooO coo
I I
CH IHHI1 CH, iNAD 1 CH,
-NADH-H’ +
Mapasa -
He hymap HO—c—y Manataery c=o
| | AporeHasa
COO- [e{e]0) coo’
dymapar L-Manat Okcanoauerar

mapataumio ymaparta o Manata KatanusvpyeTt epmeHT ymapar-
rnapartasa (pymapasa), kotopas o6nafgaeT cTepeocneMnuyHOCTblO AeiicT-
BUs. MpoayKTOM peakuum sensetca L-manar.

ManaTgernaporeHasa KaTaim3mpyeT KOHEUYHYH peakuuto, OKUCeHNE
L-manata - c o6pasoBaHMeM okcanoaueTata. Okcanoauerar, BCTYNWB Ha
MepBOM 3Tane B peakLWio albAoNbHOW KOHAeHcauun ¢ aueTun-CoA, pereHe-
pupyeTcs Ha nocnegHem. [lanee okcanoaueTar CHOBa BCTynaeT B peakuuio ¢
auetun-CoA 1 MeTabonMUecKnii MyTb HOCUT LMKNUYECKUIA XapaKTep.

B xofe ofHOro 060poTa LMKa NPOMCXOaUT:

1) BK/KOYEHWEe [BYX aTOMOB yrnepofa B Buae auetun-CoA W BblaeneHue
[BYX aTOMOB Yrnepofa B Buae aByX monekyn C02B pe3ynbtate OKUCAU-
TeNbHOr0 AeKap6oKCUAMPOBAHMA N30LMTPaTa U 2-0KCOrnyTapaTa,;
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2) BoccTaHoBneHue Tpex Monekyn NAD 1u ogHoli monekynbl FAD ¢ o6paso-
BaHnem 3 NADH n 1FADIi2

Coo

Liukn TpMKap6OHOBbLIX KUCIOT

3) obpasoBaHue oaHoW Monekynbl GTP (ATP) 13 BbICOKO3HEPreTUYECKOIA
cBA3U CyKUMHNN-CoA (cybcTpaTHoe pocqopuinpoBaHue);
4) noTpebneHne AByX MOMeKyn BOAbl: OAHON Npu rugponuse uuTpun-CoA u

06pa3oBaHuM LMTpaTa, BTOPO —Npu ruapatauuy gymapaTa ¢ o6pasoBa-
HMeMm L-manarta.
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[ns TeyeHna LmkKna TpUKapboHOBbLIX KMCNOT, KPOMe pereHepauum ok-
canoauetata, HeobxoauMbl npoueccbl pereHepauun NAD+ FAD, GDP u
CoASH.

BoccTaHoBneHHble KodepmeHTsl NADH 1 FADH2nocTynaroT B fibIXa-
TeNbHYIO Lenb TpaHcnopTa 3/MEKTPOHOB, rAe MPOUCXOAWUT pereHepaums
okucneHHbIX hopm NAD* 1 FAD. TepMuHaNbHbIM akKLenTOPOM 3/IEKTPOHOB
CNY)XXWUT Kucnopod. XoTa MONeKYNAPHbIA KUCNOPO4 HenoCpefCcTBEHHOrO
yyacTus B uukne Kpebca He NpuHMMAeET, OAHAKO OH (YHKLWOHMPYeT B
a3po6HbIX ycnosusx, T.K. NAD1n FAD B MUTOXOHAPUSAX MOTYT ObITb pere-
HeprpoBaHbl MPW NepeHoCce 3/1EKTPOHOB Ha MOMIEKYNSPHBIA KUCNOPOS,.

PereHepauns GDP MOXeT NpoucxXoauTb Tpems Ny TAMU:

1) B Hykneo3uaaugochaTknHasHoli peakumn: GTP+ADP= GDP+ATP;

2) B peakuuu, Katanusumpyemoi (hocthoeHONNMPYBaTKap6OKCUKNHA3HON:
okcanoauetat K3TP = GDP + ¢ocoeHonnupysat+ C02

3) B peakumsx 6nocmHTe3a benka.

PereHepaumst COASH npoTekaeT B CyKLUUHWUNTUOKMHA3HON peakunm (5
aTan): cykumHun-CoA + GDP + H3rpo4 = CoASH + GTP + cykuyuHat (cy6-
CTpaTHOe hocopunnpoBaHue).

WHTEHCMBHOE MCMOMb30BaHWE OKcanoaueTaTa B OMOCUHTETUYECKMX
npoueccax MOXeT NPUBECTU K ero HeAoCTaTOYHOCTU U OFPaHUYEHUIO (PYHK-
LIMOHMPOBAHNSA LKA TPMKAPBOHOBLIX KMUCNOT. B 3TUX cnyvasx vMmeeTcs
aHannepoTmnyeckas (BOCMOMHAIOWAA) peakuns, BeAyLasn K 06pa3oBaHuio OK-
canoaueTata U3 nupysata Moj BO3AeACTBMEM nNupyBaTkapbokcunassl (CMm.
TTIIOKOHEOoreHes).

Buonornyeckas. posib U perynauma LMkaa TPMKapboHOBbIX KU-
cnot. Lukn Tpukap6oHOoBBIX kncnoT (L TK) B opraHn3Me >XMBOTHbIX BbINON-
HAeT aM(MBONYECKYHO POib.

KaTabonmueckasa ponb 3aknovaetca B ToM, 4yTo LUTK Ha 75% o6ec-
MeynBaeT fbIXaTe/bHYI0 Lenb BOCCTaHOBNEeHHbIMU KohepmeHTamm (NADH un
FADII2 v Hapsgy C OKMCAUTENbHBIM (hOCHOPUNNPOBaHMEM SABNSETCA OC-
HOBHbIM. BHYTPUKNETOYHBIM MEXaHW3MOM OCBOGOXIEHWUS IHEPTUU MPUPOS-
HbIX Cy6CTpaToB. JHepreTMka okucneHus auetun-CoA B uukne Kpeb6eca u
[bIXaTensHoW uenun coctaBnseT 12 ATP. B abixaTenbHONM uenu TpaHcnopTa
3MIEKTPOHOB Ha YPOBHE OKUCAUTENbHOIO hochopunnposarHms obpasyerca 11
monekyn ATP n 1 monekyna GTP(ATP) HenocpefCTBEHHO B LUWKNE B pe-
3ynbTarte cyb6cTpaTHOro goctopunmnpoBaHus.

3NADH —9 ATP (3x3)
1FADH2-2 ATP (1 x2)

AHabonnyeckas posb COCTOMT B TOM, Y4TO MeTabonuTbl LMKNa Tpu-
Kap6OHOBbIX KUCNOT BK/IHOYAIOTCA BO MHOrMe npoueccbl 6uocuHTesa. Tak,
oKcanoauetaT U manat NMpUHUMalOT yyacTue B F/IIOKOHEeorenese, CyKUMHU-
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CoA —B cuHTe3e NopthUpuHOB, 2-0KcanoaLeTaT U oKcanoaleTar - B GUMOCUH-
Te3e aMUHOKUCNOT, GTP —B 6uocnHTe3e 6enka. LinTpat MOXeT BbINOMHATb
po/ib MEpPeHOCUMKa aLeTUIbHbIX FPYNN 418 6UOCUHTE3a XUPHbLIX KUCNOT.

Perynaums umkna TPMKapbOHOBbIX KUCMOT OCYLLECTBASETCA Ha YPOB-
He LMrpaTCMHTa3HOM, N30LMTpaTAernaporeHasHoin 1 oKcornyTapaTgerngpo-
reHasHoi peakumin. CKOpocTb OYHKLMOHMPOBAHWS €ro TOYHO COOTBETCTBYET
NoOTPe6GHOCTAM KNeTKU B aHeprum (ATP).

1) BaxxHaa perynatopHas peakuus Lukna - cuHtes yutpara. ATP sB-
NAeTCA annocTepuyecKUM MHrMObMTOPOM LMTPaTCMHTa3bl, NoBbiwaeT KT 47
auetun-CoA 1 Tem CambiM CHWXKaeT CPOACTBO LMUTPaTCUHTa3bl K auetusi-
CoA. C yBenuueHnem cogepxaHus ATP CHmKaeTcs HacbllleHue hepMeHTa
auetun-CoA v B pesynbTaTe YMeHbLLIAB res CUHTE3 LuTpara.

2) ADP annioctepuyecku CTUMynupyer n3ouuTpaTaernaporeHasy, nosbl-
Luas CPOACTBO K CyOCTpaTy, KOepMeHTY 1 KodakTopy. CyLlecTByeT B3aMMHas
KOOMepaTuBnoCcTb MeXay cBa3biBaHMeM u3oumTpara, NAD' (NADPL), Mg un
ADP. NADH vHrnbupyet epmMeHT nyTem NpsaMoro BbiTecHeHss NAD+

3) OkcornyTapatiernporeHasa UHrMbypyeTca NPoAyKTamMmn peakumu -
cyKumHun-CoA n NADH.

BbICOKWIA 3HepreTnyeckuii 3apajg KNeTKN MOHMKaeT aKTUBHOCTb LUT-
paTCcuHTAa3sbl, M30UMTPaTAErngporeHasbl U OKCOryTapaTaerngporeHassl.

FAnokcunaTHblA LMKA. TNMOKCUNATHBIA LMK Briepsble Obin Mpea-
noxeH B 1957 r. KopH6eprom u Kpe6com ans 06BbACHEHMS pocTa HEKOTOPbIX
MWKpPOOPraHn3MoB (Apoxokeit, nnecewet, E. coli Pseudomonas) Ha cpege,
cofiepXxalleii efUHCTBEHHbI MCTOYHUK Yrnepoga — YKCYCHYH KUC/OTY.
B HeKkoTOpbIX 6aKkTepuax W pacTeHusAX, CNOCOBGHbIX CUHTE3MpOBaTb fBa A0-
NOSIHUTENbHBIX (DepMeHTa —M30LUTpaT-1Masy M ManaTcmoTasy, OHU, COBMe-
CTHO C HEKOTOPbIMY (DEPMEHTAMM LiMKAa TPUKAPOOHOBBLIX KMC/OT, y4acTBy-
10T B FIMOKCUNaTHOM wmkne. O6a umkna MoryT yHKLMOHMPOBATb OAHO-
BPEMEHHO W JONOMHATL APYF Apyra. B cemMeHaxX MacnnyHbIX pacTeHwii rau-
OKCUNaTHbI/ LKA OCYWeCTBNAETCA B OTAE/bHbIX OpraHennax, HasBaHHbIX
rNIMOKCOCOMaMU,. rfie. OTCYTCTBYeT 60/bluas 4acTb (DepMEHTOB LMKNa Tpu-
KapOOHOBbIX KMCMOT U LMTOXPOMHasA cucTeMa. B opraHu3Me >XUBOTHbLIX Iin-
OKCWNaTHBIN LMK HEe 0OHaPYXEH.

[lepBble aTanbl rAVOKCUNATHOTO LMKNa 40 06pa3oBaHus u3ouuTpaTa
NPOTEKatOT OANHAKOBO KakK U B LIMKNe TPUKAPOOHOBBIX KUC/OT:
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O0OJ o=c coo 11 W
+ i SCoA + HD CH:
CH2 CH3
AueTtun-CoA CoASH + j[q - q--—--- coo"
coo .
OkcanoaueTart LinTpatcnHTasa tH 2
CooO’
Lintpar
COO coo'
| |
CH, CH,
-H,0 | 4H.0 |
C— CO0 OO V30UMTpaTaMasa
AKoHWTa3a I AKOHWTa3a |
CH H— C— OH
| |
coo' COO
Linc-akoHuTat |/|30LI,VITpaT
(2R,3S)
COO-
|
CH2 V
CH,
I COO
COO
CyKumnHar
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© Coo

(0]
e "1 *HD CH2
(québA * |C ManaTtcuHTasa CoA-SH + HO----C H
CH3 COO'
(6£0]0)
L-Manat
nnokcunat

-©
CO0- co0'" geer
d : '
+ +HOH H,
Vm2 ------------ AL » FADHj+ l]]f—l - ?
| CykanHaTaernjporeHasa 1 | dymapasa e I
CH2 H\? liu ]1 1
' CoOo
coo' Coo
CyKunHar dymapar L-Manat
Ccoo COO-
|
|
CH2
+NAD+ CH2
NADH-H 42 j
Hn-C-H Manatpel'ngpcrernasa é:O
éOO (J;oo
L-Manat OkcanoaLeTar

[ MoKCUNaTHBIA LUK SIBSIETCS BUAOU3MEHEHHBIM LIMKIOM (hUKap6o-
HOBbIX KUC/OT, B KOTOPOM W30LMTPaT/INa3a 3aMeHseT n3ouurpaTaeruapore-
Hasy W OKCOrnyTapaTferuporeHasHblii KOMnaekc. 3a OfMH 060pOT B FINOK-
CWUMarHOM LUK/e UCMONb3YETCs [jBe MONeKybl aueTun-CoA: ofHa Npy KoH-
JEeHcaLum C OKCanoaLeTaToM, a BTopasi Npy KOHAEHCALMM C F/IMOKCU/IATOM.

WHTerpanbHas posb F/IMOKCMNIATHOTO LMKMA 3aK/YaeTcs B NpeBpa-
weHun auetan-CoA B ABYYrNepoAHblil akuentop. B xofe nepBbiX Tpex pe-
akuuit auetun-CoA npeBpallaeTcs B FAMOKCUNAT (4BYYTNepOAHbIA akuen-
TOp). ManaTcuHTasa KaTanusvpyeT peakuuio anbAo/ibHON KOHAEHCcALMK
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rAMoKcunara ¢ o4epefHoin monekynoi auetun-CoA ¢ obpasoBaHnem manara.
Takum 06pa3om, Npy HanMymMm epmMeHTOB M30LMTPaTANA3bl U ManaTCUHTa-
3bl iBE MOJIEKY bl aLeTun-CoA npespaLyaroTcsa B Masar.

CyKuuHaT, 06pa3oBaBLIMICA B U30LMTPAT/MA3HOW peakuuu, npespa
LaeTca MO aHa/0MMYHbIM 3Tanam, YT0 U B LMKNe TPUKabOHOBbLIX KMCNOT C
obpasoBaHuem manata. [lBe MONeKy/bl Manarta, 06pa3oBaBLUMECA PA3/INYHbI-
MW MeXaHu3MaMW, MojBepralTcA LelCTBMIO ManaTAermaporeHasbl ¢ obpa-
3oBaHnem 2NADH u fByX MOneKkys okcanoauerara, ofHa B pe3yabTaTe pe-
reHepauuu, a BTopas —8 6MOCUHTE3e U3 IBYX MONeKyn auetnn-CoA. Okca-
noaueTar MOXET MpeBpaLiaTbCad B aMUHOKUCNOTbI U YTIEBOfbI.

[nuokeunaTHbIl UMKN He TOMbKO MOCTaBNsAeT WHTepMeawatbl Ans
aHab0/MyYecKMX NpPOLeccoB, HO M MMeeT COBCTBEHHYIO aHamnnepoTUYecKyto
peakumio Ha Cyyail CHUXKEHWS YPOBHA OLHOr0 M3‘MeTabonuToB —npeaLue-
CTBEHHMKOB OKcasoaleTaTa.

BaXHYl0 ponb Urpaet rAMOKCUNATHBIN (WUKN B MeTabonn3me B Npo-
pacTaloLwmnx CeMeHax Mac/lMyHbIX pacTeHWid. popacTatoLiee cems NoTpe6-
nset auetun-CoA, 06pa3oBaBLLINCA B pe3y/ibTaTe OKWCMEHUA XUPHBIX Ku-
CNOT, A4N18 BMOCUHTE3a OPraHNYecKUX KOMMOHEHTOB KneTkn. Ocoboe mecTo
3aHMMaeT 6MOCUHTE3 YIIEBOAOB M3 XXMPOB. /ICN0b30BaHNe Xnpa NPOXOANT
napannenbHo 6MOCUHTE3y YrneBOA0B M K KOHLY MpopacTaHus u3pacxogyet-
CA MOYTN BECb XXMP, KOTOPbIA MepBOHaYalbHO COCTaBNA/ OCHOBHYH Maccy
CYXUX CEMSH.

BocctaHoBneHHble kotepmeHTbl (NADH, FADH2) B gbixaTenbHoM
Lenun obecneymsaloT cUHTE3 /ATP, nofaep>KuBas aHepreTuyeckme noTpedHo-
CTU KNeTKu.

9. METABONN3M ¥YTTEBOOB

YrneBogbl ¥ UX NPOU3BOAHbLIE BbIMOHAT UCKIOUYNTENLHO BaXHYH
ponib B MpoLieccax XuaHegesTensHocT. OHU SBASIOTCS NEPBUYHBIMK NPO-
AYKTaMu_(hOTOCKMHTE3A U NEPBLIMW OPraHUYECKUMU COEANHEHUSMU B KPYTO-
060poTe yrnepoga B MpUpofe, CAYXaT CBA3YIOWMWM 3BEHOM MeXZy MuHe-
panbHbIMU.BELIECTBAMA M MUPOM OPraHWUYeCKUX COefMHEHWiA. Yrnesogpl
ABNAKTCA NIErKO MeTaboM3yeMbiM 3HEPreTUYECKUM MaTepuasioM W BbIMoJ-
HSIOT CaMble Pa3HOOGPa3HbIE NIACTUYECKUNE (hYHKLUN.

B komnnekce ¢ 6en1KamMu, HyKNeMHOBLIMU KUCOTaMU, IMMUAAMN YT-
NeBOfbl 06pPasytoT BbICOKOMOJIEKYSIPHbIE COEANHEHUS, KOTOPble COCTaBAsl-
0T OCHOBY CYBKNETOUHbIX CTPYKTYpP U MpeAcTaBnsioT OCHOBY XWBOW MaTe-
pUu. YTNeBOAHbI KOMMOHEHT IMKONPOTEMHOB OMpejenseT BUAOBYHO, TKa-
HEBYIO CMELM(MUYHOCTb U TPYMMOBYH CNELUPUUYHOCTL KPOBH.

Monucaxapuibl MO QYHKLMOHANLHBIM CBOICT BaM MOAPAa3fensoTes Ha
apv Buaa. CTpPYKTYpHbIe Monucaxapuibl NpuaaloT KAeTkaM, opraHam u op-
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raHu3Mam B LIE/IOM MeXaHWYeCKYyt0 MPOYHOCTb. BbICOKO rmapatupoBaHHble
nonucaxapuabl NPeAoXpaHAoT KNeTKU U TKaHU OT NOTepu BOfbl. Pe3epBHble
nonucaxapuibl CNy»aT 3HepreTU4ecKUM pecypcom.

Pu6o3sa Bxoaut B coctaB PHK, HykneosnamoHogochaTos, HyKNeo3na-
aucochartoB, HykneosuaTpudochatos, KOPEPMEHTOB HYKIEOTUAHON Mpw-
pofabl, Ae3okcupmbosa —cocTaBHas YacTb JHK. B pacTeHMsiX COAepXuTcs
0K0/10 80% yrnesofo0B, a B OPraHM3mMe XXUBOTHbIX - 1-2%.

B opraHusm >XWBOTHBIX ¥ Ye/I0BEKA Yr/1eBOAbI NOCTYyNaloT B BUAE MO-
nucaxapugos (Kpaxmasi, rivkoreH), ancaxapuaos (caxaposa, N1aKkTosa, Mab-
TO3a) W 4aCTWYHO B BMUAE MOHOCaxapuios. [in19 XBauHbIX BaXKHYH POfb B
NUTaHUN UrpaeT Knetyatka (Lenntonosa). B XenyaouyHo-KULLEYHOM TpakTe
Kpaxman W TIMKOreH Noj BO3AeNCTBMEM FNMKO3KMAA3 TOHKOFO OTgena Ku-
LeYHNKa 1 NOMAXeNnyA04HON Xenesbl (a-amunasbl, aMuio-1,6-rnmko3naassl
1 0nuro-1,6-rnuko3vgassl) NoABePraroTCA rMaponnsy 40 ManbTosbl. napo-
N3 MabTO3bl 40 ABYX MONEKY/ TNOKO3bl KaTafM3npyeT (hepMEHT MWK, Ta-
3a. AHAIOTUYHYIO (DYHKLMIO BbIMOMHAT )epMeHTbl caxapo3a (MHBepTasa)
W naKTasa, Katanmsaumpya rugposini caxaposbl f0. rMOKO3bl U (PYKTO3bl U
NaKTO3bl A0 FIHOKO3bl U ranakKTo3bl.

HoBOpOX/eHHbIEe M/IEKONUTAIOWNX W _[ETU XOpOLLO repeBapuBaloT
NaKTo3y. Y B3pOC/bIX NHOAEN B HEKOTOPbIX NONYAALMOHHBIX TPYNnax nmeet
MecTo Ae(ULUMT NaKTo3bl, KOTOPbIA HaclefyeTCs Kak ayTOCOMHbIA peLiec-
CUBHbI MPW3HaK 1 NPOABAAETCA B ONPEAe/IEeHHOM BO3pacTe, YeM M 06yCnoB-
NeHa MHTO/NIePaHTHOCTL (HemepeHoCUMOCTb) K MOJOKY .

Csbllle 90% BcocaBLUMXCA® MOHOCaxapuios nonafatoT B KpOBEHOC-
HYI0 CUCTEMY M CTOKOM KPOBW Yepe3 BOPOTHYIO BEHY, Mpexfe BCEro B ne-
YyeHb. OcCTanbHOe KOMMYecTBO:MOHOCaxapuAoB NOCTynaeT no numdarnye-
CKAM NyTAM B BEHO3HYK CUCTeMy. [leyeHb BbINOMHAET OYEeHb BaXHYHO
(OYHKLMIO B MOAAEPXKAHUN NOCTOAHHON KOHLEHTpPaLuu r1oKo3bl B KPOBM.
B KpoBM MOHOracTpU4HbIX XXWBOTHbIX OHa Konebnetca B npegenax 3,5
5,5 MMOMb/N. Y XBaYHbIX XKMBOTHbLIX B CUNY OCOGEHHOCTEW MuLleBapeHus
KOHLEHTpaumMa raoKO3bl B KPOBU MPVMEPHO B [iBa pasa HWUXeE, a 'y MNTuLbl,
Hao60poT, BblLUe.

MpumepHo 60-70% noCTYyNMBLLUMX B OpPraHnU3M yrnesofoB, OKUCNAET-
ca 1 Ha 50 70% obecneunBaeT CyTO4HOE noTpebneHune sHeprum; 30-35% —
npespatiaetca B avnuAbl n 3—5% —uncnonb3yertca Ans 6MocuMHTE3a rnmnkore-
Ha. [NIMKOreH OTKNafblBaeTCA B OCHOBHOM B MeYeHV U MbIWLAX B KayecTse
pesepBHOr0 Monucaxapuja, KoTopblii MO Mepe MeTabonnyeckoil NoTpebHo-
CTW MpeBpaLLaeTcs B rN0K030-1-thocdaT 1 rnoKosy.

OCHOBHbIM NyTemM MeTabonn3ma rnrKo3bl, (PYKTO3bl U ranakTosbl AB-
nAeTca rAMKonus. MMKOANTUYECKNA NYTb 06HApYXeH B LIMTO30/1e BCEX Kile-
TOK, U OH YHWKaJIeH B TOM CMbIC/e, YTO MOXET (DYHKLMOHNPOBATL Kak npu
MO/IHOM OTCYTCTBMW KUCMOPOAA, TaK U B a3p0BHbIX ycnosusx. OH npeacTas-
nseT coboi yHMBepcabHbI MeXaHU3M WCMONb30BaHUA Yr1eBOA0B Kak aHa
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3pO6HBLIMU, TaK 1 a3po6HbIMY OpraHn3Mamu. Mo hammanaM OCHOBHbIX aBTo-
pOB, BHECLUMX 3HaUMTeNbHbIV BKNag B paspaboTKy 3TOro NyTu, OH MOAy4un
Ha3BaHMe —nyTb AmAcHa Melieproga-apHaca. nnkonns obecneynsaeT
npeBpaLLeHye yrnesoAoB B nupysaT. [anbHelillee npespalieHne nupysarta
3aBMCUT OT BUJA OPraH13MOB 1 06ecneveHHOCTH TKaHe KUCI0poAoM.
3HepreTnyecknii 0OMeH XXMBOW KNETKN OTHOCUTCS K FeTepoTPO(HOMY Ti-
ny, KOTOpbIA MPeAcTaBeH Kak aHaspo6HbIM
(naneonuTuyeckmm), Tak 1.a3pobHbIM Bapu-
aHTamu. Ecnv npespallieHne HauMHaeTcs ¢
r/IMKOreHa, TO 3TOT NPOLECC HasbIBatoT M-
KOrewTaoM, a ecin C FIHOKO3bl - [IMKO-
NM30M. Peakuun 3Toro-nyTW NPOTeKaloT B
LIMTO30/1e KIETKY.
CnukoreHonus.. ankonuns. Mo-
6unusauns FAUKOreHa B TKaHAX OCYLLe-
CTBNAETCA«MYTEM (hOCHOPONN3A C yHacTu
em Tpex pepmeHTOoB. MepBoii peakuueli B
KaTabosm3me. rnMKoreHa ABNAeTCA peak-

Lns, Katanusvpyemas rNUKOTeH-
thocthopunasoii. 'nukoreH-dochopunasa

113FO1 -J iloeaee KaTanusupyeT nocnefoBaTefbHbIA nepe-
Lmcpopunn® HOC T/IMKO3WU/bHBLIX OCTATKOB C HEBOCCTa-

r-1¢ «H
HaB/MBAIOLLEr0 KOHLA Ha opTogocar.

OpTodocat crneymgpmyeckn pacwennset

rAMKO3NAHYI0 CBA3b Mexay C-1 KoHue-

1%&?- Boro n C-4 cocefjHero octatka MOSieKynbl
FMKOTeHa C COXpaHeHWeM a-KoH(ury-

pauMnm 1 ob6pasoBaHMEM  T[KX030-1-

Kosa B » -ramkuaxarm thocgpata (M-1-P). 3Ta peakuus nosTops-
eTCs 40 Tex Mop, NoKa [0 TOYKM BeTB/e-

HMUA HE OCTaHEeTCA 4YeTblipe OCTaTKa I/to-
= [fIKKDieH-

I(tuccrhcpHna:;a Ko3bl. Ha 3TOM yuacTke AeiicTBME FNNKO-
reH-ocpopunasbl Ha a-1,4-rnukosung-
r-1-0 Hble CBA3W NpuocTaHaBnuBaeTcs. B aToT

MOMENT Apyroit )epMeHT onurocaxapui-TpaHcdepasa NepeHoCUT TPUMN-
KO3HbIii pparmMeHT Ha cocefHee OTBETB/EHMe, pa3pbiBas CTapble 1 06pasys
HOBble a-1,4-rnuKo3unfHble cBA3W. OCTAaTOK rNHOKO3bl B TOYKE BETBJ/IEHMWA
OTWennseTCa B pe3y/nbTaTe rMaponmsa a-1,6-rnnMko3ngHol cBasu nog fen-
CTBMEM TPETbEro hepmMeHTa  a-1,4~rnmko3ngassl B BULE M1HOKO3bl. Onuro-
caxapua-TpaHcgepasa u a-1,4-rnmkosnjasa npefcTaBnaloT O4HY nonuvnen-
TugHyto Uenb (160 ka). cogepxallyto ABa aKTUBHBIX LeHTpa (TpaHcdepas-
Hblli 1 a-1,4-rnMKo3naasHblin). 3T hepMeHTbI NPeBpaLLaloT PasBeTBNEHHYHO
CTPYKTYPY B NWHeliHyt0. 3aTemM CBOe AeiicTBME BO30OGHOBMSET FNKOreH-
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(hochopunasa, moka cCHoBa He NPUBIN3NTCA K HOBOI TOUKe BETB/IEHWS, NOC/E
4ero CHOBAa [eiiCTBYIOT onmMrocaxapua-TpaHcdepasa u a - L4-rnukosngasa. B
pesynbTaTe 3TUX PeakuMWil rIMKOreH B OCHOBHOM PacCLLenseTcs Ha roKo30-
1-doctpat (90%) v B MeHbLUER Mepe Ha raokosy (10%). KonnyectBo mone-
Ky F/1I10KO3bl COOTBETCTBYET KOMIMYECTBY TOUEK BETBIEHWS B MONEKYNe [n-
KoreHa.

[nuKonu3 (rKoreHonw3) pasfenstoT Ha e cTagun. Ha nogrotosu-
TeNbHOW CTaaumn rekcosbl ochopunnpyrotcs 3a cyeT ATP ¢ ganbHeinm
o6pasoBaHnemM Tpuosotocharos. BTopas cTagus BKNOYAeT OKUCANTENbHO-
BOCCTAHOBWTE/NbHbIE PeaKkLM U MeXaHU3Mbl BbICBOOOXAEHUA U aKKyMynu-
pOBaHus 3Heprum.

MpoayKT thocthopunasHoi peakuun rioKo30-1-pocdart BKAKOYAETCS B
rIMKOAMTUYECKWIA MyTb MOCAe NPeBpaLLeHns B FNOK030-6-doctar. Peakuuto
KaTanusupyet depmeHT hocorniokomyTasa, KoTopas NpoTeKaeT no cre-
AYIOLLEMY YPABHEHMIO:

Fnoko30-1-gocat FnokKo30-6-gochat

docdornokomyTasa Brnepeble 06HapyXeHa B 3KCTpaKTax TKaHeh Xu-
BOTHbIX ¥ APOXOKEN, OTHOCUTCH K (hocoTpancdepasam, KaTanmsmpyeTt peak-
LMI0 KaXYLLerocs BHYTPUMOEKYNAPHOro rnepeHoca. KodepmeHTOM ABNseTCA
rNKo30-1,6-6ucthoctar, KOTOpbIA 06pa3yeTca M3 rnOKo30-1-hocthaTa u
ATP B peakuun, katanusupyemoii octornioKoknHas3oin. PaBHoBecue oc-
(hOr/IIOKOMYTa3HOW. peakumMn HacTynaeT npu cogepxaHun 5% M-1-d un 95%
[-6-®. Anqa pocthorioKoMyTasbl XapakTepHO Cy6CcTpaTHOE TOPMOXKEHME.

I noko3a nocTynaeT B 60/bLLIMHCTBO K/IETOK B pesy/bTaTe aKTUBHOMO
TpaHcropTa (cumnopTa). B kneTke HeiTpanbHas MONeKyna rnoKo3bl akTu-
BUpYyeTca nyTeMm (ochopunnposaHns 3a cyeT ATP, B pesynbTaTe yero npe-
BpaLLaeTCA B OTPULATENBHO 3aPSHKEHHYIO YacTuLy - [/0K030-6-doctar. JTa
peakLus KaTannsmpyeTcs reKCOKMHa30i, KoTopas UCMoMb3yeTcs B 60/bLUMHCT-
Be K/IeTOK 1 CrocobHa KaTanu3mposaTb PochopuimpoBaHme pyrnx rekcos, n
TNIOKOKMHA30/i, KoTopas (octhopunmnpyeT TOMbKO FoKo3y. [IOKOKMHasa 06-
nafiaeT HU3KUM CPOACTBOM K rntoko3e (KT =2 m10 monb/n) no cpaBHeHUIo ¢
rekcoknHasoi (KT = 1 ¢ 105 monb/n), cofepXnTcs TOMbKO B MeYeHW U
BK/IIOYaeTCA B [eCTBME NPU OYEHb BbICOKMX KOHLEHTPALWAX [/HOKO3bl B
Kposu. MprHUMasa yyacTue B CHUXXEHUN YPE3MEPHO BbICOKOTO YPOBHSA [/1t0-
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KO3bl B KPOBMU, FMIIOKOKMHA3a NPejoTBPalLaeT HapyLLeHUs MHOTUX (uU3nono-
FMYECKMX MPOLIECCOB B OPraHM3Me. Y »KBauHbIX XXMBOTHbIX 3TOT (PEPMEHT
OTCYTCTBYET.

C/B0H cn2oroz”
1 o\
H °N
+*ATP - rekcokuHasa OH +ADP
HO 0(1 no | OH
H OH H H
"nokosza "ntoko)o-6-thocda r

C MOMeHTa 06pa3oBaHus MIKX030-6-hochaTa rMMKOreHoIns u ramko-
N3 MPOTEKAKT N0 OAHWMM W TeM e aTanam. MoKo30-6-(ocdat nog genct-
BMeM rKo3odoctaTuniomepasbl NpeBpaLlaeTcs Bo (pyKTo30-6-docdar.

ciijow v’ C11201032
OH
H — Q> H
H H ol
1 N
- 1 o " nko3odocaTmsomepa ia CH20H
H OH OH H
| NtoKo <o -hocdar P pyKTO30-6 -hocchat

Peakuns M3oMepm3auuy LWeCTUYNEHHOTO NMPAHO3HOTO LMKAA /KO-
30-6-thochata B MATUUMEHHBIA (PypaHO3HbIA LUKN (PpyKTO30-6-thocthaTa
NpoTeKaeT B 4Be CTYNeHU C paspbiBOM MOyaleTanbHOW CTPYKTYpbl 1 06pa-
30BaHMeM eHAuona. Iniokosogocdarmsomepasa npeacTaBnseT coboit oauH
n3-Havnbonee akTUBHbIX W LUMPOKO PAcrpoCTpaHeHHbIX EPMEHTOB B pas-
ANYHBIX OpraHax u TKaHaX. [luHamnyeckoe paBHOBECME peakuuu ycTaHaB-
NNBAETCH 0YeHb BbICTPO MpY COLEPXKaHWUUN B PeaKLMOHHON cpede NPUMepHO
70% [ -6-® 1 30% P-6-O.

Y niofeil HeAOCTaTOMHOCTb F/OKO30(hochaTn3oMepasbl Bbl3bIBAET
XPOHWMYECKYHO TEMOIMTUYECKYIO aHEMMWIO C MOBTOPSAOLMMUNCA reMonmTnye-
CKUMM Kpu3amu. [edeKTHbl hepMeHT MMeeT MOBbILEHHOE CPOACTBO K
rnoK030-6-ocgaty.

B o6wem MyTasHO-M30MepasHOM MpeBpaLleHny rnKo3o-1-pochara
NPaKTUYECKM BO BCEX TKAHAX MMUTUPYIOWMM 3Tanom ssnsetcs qocgor-
NIOKOMYTa3Has peakums.
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CnepytoLinii aTan ranMkKonmsa - peakums gochopunmposaHns GpykTo-
30-6-pochata 3a cyet ATP c o6pasoBaHueM ¢pyKT030-1,6-6Mcthocdara.
O6pasoBaHne (pyKT030-1,6-6MchoctaTa SBASETCS MYCKOBLIM 3TanoM /-
Konn3a. Peakuuio KatanmsupyeT docqodpyKMOKMHaLL, NUMUTUPYIOLLas
06LLYyI0 CKOPOCTb IIMKOMW3a, aKTMBHOCTb KOTOPOI PerynmpyeTcs MHOrMMU
crocobamu.

CH:0P032
OH
H OIT> + ADP
doctodpyKTOKMHANA
H CH20PO *
Ol H OH' H
®pyKkT030-6-hocdar ®pykT030-1.6 -6UChHOChHaT

CyuTaloT, 4TO BO BpeMs 06pa3oBaHUA (PPYKro3o-1,6-6uctoctara
MPONCXOANT ero AeLuKunsayms.

CH20PO3"
2. |
CH20P03 OH c—o0
.0 |
H OH> HO— C— H
|
H C1120PO, H—C—O0H
oH H " -OH
I 2
CH20PO3™
D pyKT030-1,6 -OUCHOCHAT dpyKT030-1,6 -6MCHOChHAT
(umknuyeckas ypanosHaH dhopma) (aumknnyeckas popma)
CH:0P 03z
|
c=0 °Y /H
dpykTosobucthochar- CH20H C
HO CI-—H anbfonasa _ |
— - c=0 H—-oOH
H—C—OH I .
I cH20po ¥ CH,0OPOj
IC—oH
(!HzOF’O,2
®pykTo3e-1,6 -6uchochar Ovrugpokcuaucrongocdar I nuuyepanbpcrug-
3-pochar
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PeTpoanbfonbHoe pacluenneHune hpykKToyo-1,6-6uchochara ¢ 06paso-
BaHWeEM AurupokcualeToHdocdara v ravuepanbierua-3-pochara katanu-
3npyeT hpyKkTO306UCOChaT-anbonasa.

Peakuwnsi npoTekaeT ¢ pa3pbiBoM C3 C4cBA3U 1 onpefenseT AanbHeli-
LLee TeYeHWe rnKonm3a. PaBHOBeCHE peakuuy CUNbHO CABUHYTO B CTOPOHY
o6pasoBaHus hpyroso-1,6-6ucgocdarta.

O6pasoBasLuvecs Tpro3odocdaTsl NErKO N30MEPU3YLOTCA NoA LeicT-
BYEM TpurosodochaTmrsomepassl, CaMOro akTMBHOro PepMeHTa rNKoIN3a.

H
CH,OH \
Tpuro3ogocgar-n3omepasa
HC—OH
CH20P0 32" CH{ROPO32
OvrngpokcnaveToH docdar- I nuucpanbacrug-3-gocdar

TpuosodocdaTrzoMepasa COCTOMT U3 ABYX CYOBEAVHWL, Kaxaas U3 Ko-
TOPbIX COAEPXKUT aKTUBHBINA LIEHTP. Peakumsa CUNbHO CMeLLeHa B CTOPOHY 06pa-
30BaHUA AWryapoKcualeToHgocdara u JOCTMraeT paBHOBECUS NPY COLEPXKaHNN
95% aurngpokcuaueToHpocdata n 5% ravuepanbaerng-3-gocgara.

TprosoocthaTnomepasHasi peakliMs 3aBepluaeT MOArOTOBUTENbHYHO
CTafuio rANKonn3a n obecneymBaeT ravuepanbaerng-3-gpochartom oKUCIu-
TeNlbHO-BOCCTAHOBUTENbHbIE PeaKLMN BTOPOI CTaAuW, rae NPOMCXOAWT Bbl-
cBOOOXAEHNE 3Heprun n: 06pa3oBaHNe MakKpo3PruyecKMX COeAWMHEHUH Ha
YPOBHE Cy6CTpaTHOro (hocthopUNMpPoBaHNS.

Peakuuio OKuCAeHUs rnuuepanbaerng-3-ochara KaTanusupyeT riu-
Lepanbaerng-3-gocthaTierngporeHasa. IT0  nepBas  OKUCIUTENbHO-
BOCCTaHOBMTENbHAA peakLins rMKoIn3a.

HC— OH HC— OH
nuuepanbgerng-3-gocdgar-
CH20P032 JerngporeHasa CH20PO32
ang(_eé))zg;%errm,q- 1,3-6Hcocornmuepat

Mo mepe okucneHws rauvuepanbgerng-3-gocgarta Tprosogocharmso-
MepasHas peakLums CABUraeTcA B CTOPOHY ero 06pa3oBaHuA M3 AUTMAPOKCU-
aueToHdocgaTa.
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Inuuepanbgerung-3-gochargerngporeHasa npefcraBnseT coboi TeT-
pamep, COCTOALLMA N3 MAEHTUYHbIX CyObeANHUL, COLEePXKALNX B aKTUBHOM
ueHTpe--SH rpynny u npucoegnHeHHyto Monekyny NAD' Ha kaxayto cybb-
efiHuLly. B MexaHM3Me peakuuu BaXHbIM 3Tarom sBAseTcA obpasoBaHue
BbICOKOIHEPTeTUYECKOI TMOIPUPHON CBA3N MEXAY 3H3MMOM W anbAerngHoi
rpynnoii cy6crpata. 310, B CBOKO OYepefdb, aKTUBMPYET auuibHyo rpynny,
pacnosioXeHHyt0 Ha MOBEPXHOCTW (epmeHTa. Ob6nagas BbICOKON peakLiMoH-
HOI CNOCOBHOCTbLIO, ALy pearnpyet ¢ HEOpraHMYeckum gocdaTom v 0bpa-
3yeT BbICOKO3HepreTmyeckunii aymndochar —1,3-6uctoctornnyepat.

3HaueHve 3TON peakuun COCTOUT B TOM, YTO B XOA€ peaKLun sHeprus
He pacceuBaeTCs, a aKKymynupyeTtcsi ¢ 06pa3oBaHVWEM BbICOKO3HEpPreTumye-
CKOro aumndocgara.

1,3-buchocornuuepat SBASETCH NpefLIecTBeHHUKOM ATP. Peakuuto
nepeHoca (pocopunbHoro octatka ¢ 1,3-6ucgocdornmuepata Ha ADP ¢ o6pa-
3o0BaHuem ATP u 3-docornmuepata Katanmsmpyet dpocgornmuepaTKuHaL.

n O-
HC— OH +ADP HC— OH +ATP
. , dochornvuepaTknHasa 2
CH20POV CH20POj
1,3-6uccocornnucpat 3-thocchornwigcpat

[anee nponcxoauT _BHYTPMUMONEKYNApHas nepecTpoiika 3-thocho-
ravuepata B 2-gocgornuuepar. MNepeHoc doctopunbHoi ipynnbi ¢ 3-ro
aToma yrniepoja Ha BTOPOI kaTanusupyeT dhoccornmuepomyTasa, Kogep-
MEHT KOTOpoOIi ABnsaeTca 2,3-6ucdochoramuepat.

C 6]
HC— OH HC— OPO3"
dochornvuepomyxasa
CH20po32- CH20H
3-thocpornuucpat 2-hochorHLcpar

O6pasoBasniica 2-tochornuuepaT Noj AecTBMEM (epMeHTa eHo-
nasbl (choconnpysaTrugpaTasbl) NOABEPraeTCs peakuum gerugparaumu, B
pesynbTaTe KOTOPOi 06pa3yeTcs (ochoeHoONNMpPyBaT.

194



\ /e

C C
I I
HC— OPO32 C—o-~po3R- +tHD
EHonasa
CH2CH CH2
2-thocchornuuepaTt docthoeHonNMpysar

Peakuusa perngpataumv 2-gocdornvuepara npescTaBnset coboli BHyT-
PUMONEKYNAPHYIO OKWUC/IbleNbHO-BOCCTAHOBUTE/bMYHO peakLiuio, 0cBo60AMB-
LIAACH 3HEPrus KOTOPON akKyMy/impyeTcs Coobpa3oBaHeM Makpoapruieckoro
COeAMHEHUS C BbICOKOW aHeprueii nepeHoca hocthopunsHON rpynnbi.

MepeHoc thoctopuabHOI Tpynnbl OT ¢octhoeHonnupyBaTa Ha ALP ¢
obpasoBaHnem ATP 1 nupyBaTa KaTanm3mpyer HEPMEHT NUpyBaTKNHA3a.

(0] O
C— O-P0O3" 4 ADP + H+ C==0 +ATP
I MupysaTknHasa
CH2 CH3
doctoeHoNNMpysaT Mupysal

MpeBpaLleHne rAKO3bI [0 ABYX MOMeKy/N nupysaTa BefleT K 06paso-
BaHWO 4 Monekyn -ATP B pesynbTate cy6CcTpaTHOro (ocgopuimpoBaHus
(2 monekynbl ATP B hocthornnuepaTknHasHoid u 2 monekynsl ATP B nnpy-
BaTKMHa3HOI peakuusx). [se monekynbl ATP 3aTpaunBaloTcs Ha gocgopu-
NMpOBaHMe [NHKO3bl N (DPYKTO30-6-hocdaTta. SHepreTnyeckunii 6anaHc pa-
BEH 2 monekynam ATP.

CymMmMapHas peakuus rIVKONM3a MOXeT ObITb 3anmucana crefyroLwum
06pazom:

rnokosa+ 2 ATP +4 ADP + 3Pi + 2 NAD = 2 nupysat+ 2 ADP +
+ 4 ATP+2NADH +H' + 2 HD,

nnn B COKpalleHHOM Buae:

nokosa + 2 Pi + 2 ADP + 2 NAD+= 2 nupysat + 2 ATP + 2 NADH+H +
+ 2 HX.
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B cnyyae mncnonb3osaHns rankoreHa ATP Mcnofib3yeTca TOMbKO Ans
thocthopunmpoBaHus (pyKroso-6-gocgata n cymmapHblii Boixog ATP co-
cTaBnseT 3 Mosiekynbl ATP.

3HayeHne ramkonmsa (rAMKOreHoNM3a) 3aknlo4yaeTcsd B TOM, YTO OH
reHepupyeT ATP B pe3ynbTaTe Cy6CcTpaTHOro ocopmanposaHms, T.e. Bbl-
MOSIHAET 3HEPreTUYecKyto ponb. C APYroi CTOPOHbI, METaboNNTbI FINKOIN3A
1 TNINKOTEHO/N3a NCMOMb3YTCA B GMOCUHTETUYECKMX NpoLieccax.

BONMbLWWHCTBO TKaHeli XWBOTHbIX 3aBUCMMO OT MOTPebneHus. [10KO-
3bl. OCO6EHHO BbICOKA 3aBMCMMOCTb MO3ra 1 3puTpoLuTOoB. OCHOBHLIM My-
TeM MeTabonm3ma roKOo3bl, MPYKTO3bl U ranakTo3sbl ABASETCHA [INKOMN3.
[ IMKOANTUYECKNIA NyTb 06HAPYXXEH B LMTO30/1€ BCEX K/IETOK; M OH:YHWKa-
JleH B TOM CMbIC/IEe, YTO MOXEeT (PYHKLMOHMPOBATb Kak NPy MONHOM: OTCYTCT-
BMW KMCNOPOAA, TaK U B a3pO6HbBIX YCN0BUAX.

PelwatoLiee 3HayeHMe rNMKoNM3a B MeTabonmM3Me 3aK/04aeTca B ero
CrocobHocTH noctasnATb ATP B OTCYTCTBME KMUC/IOPOAA NyTeM Cy6CTpaTHO-
ro hocthopunnpoBaHusa. bnarogaps aTOMy CKefeTHble MbiLLILbl MOTYT (DYHK-
LIOHMPOBaTb Ha JOCTATOYHO BbICOKOM YPOBHe, KOrga aspobHoe OKuC/eHue
3aTOPMOXEHO, YTO AaeT BO3MOXHOCTb TKaHAM C'BbICOKOW TMIMKONUTUYECKON
aKTWBHOCTbIO BbDKMBATb B YCI0BUAX KNCNOPOAHON HEAOCTATOHHOCTH.

Perynauua rnmkonusa ocyLLecTBNsAeTca TakuM o6pa3om, YTobbl obec-
neynTb 3T NOTPEBHOCTM KNETKM. IeKCOKMHa3Has, hochodhpyKTOKMHA3HAA 1
nupyBaTKNHa3Hasa peakuun ABNAOTCA HeobpaTUMbIMU. PepMeHThI, Katanu-
3UpytoLL e 3TU pPeakLun, BbINONHAIOT W PEFYIATOPHYIO POJb.

dochodpyKTOKMHA3a NpeacTaBAseT coboil Hambonee BaXHbI pery-
NATOPHbIA (hEPMEHT MKONN3a, KOTOPbIA MHIMGKUPYeTCA BbICOKMM 3Hepre-
TUYECKUM 3apsAAOM KIETKU U CTUMY/IMPYETCA HU3KUM 3HEPTeTUYECKUM 3a-
psaom Knetkn. ATP ABNgeTCs. annocTepuyecknum adhekTopom. Bbicokue
KOHLEHTpauuu ATP CHUXaT CPOACTBO (hochOPYKTOKMHAZLI K (PYKTO30-
6-hocthaty. ekt UHrMbuposaHms cHumaetcss AMP. AkTuBaTopoM ¢oc-
(hOPYKTOKMHa3bI ABNSETCSA (hPYKTO30-2,6-6uchocdar.

LinTpar yrHeTaeT akTMBHOCTL POCPOPPYKTOKUHA3LI U YCUNNBAET WH-
rméutopHoe aeiicteue ATP.

"eKkeoKMHa3a annocrepuyeckn MHrMbupyercs rioKo30-6-gochatom. NHrm-
6upoBaH1e ochoPPYKTOKMHA3bI BbICOKUM 3HEPTETUHECKUM 3apSA0M KNETKW W
LMTPaToOM MPUBOAMNT K MOBLILLEHUNIO (DPYKTO30-6-hochata, YTO COMPSHKEHO C Mo-
BbILLIEHVEM KOHLIEHTPALWK T/1H0K030-6-(hocthara n MHrMB1poBaHeM reKCOKUHO3bI.

MupyBaTKMHa3Haa peakuus 610KMPYETCA BbICOKUM 3HEPTeTUYECKUM 3apsi-
[OM K/eTKu, T.K. ATP ABniseTcs annocTepuyecknm MHrMB1TOpoM NpyBaTKMHa3bI.

2,3-buctoctornunuepat obpasyetcs us 1,3-6ucthochornuuepara n AB-
NAeTCA PerynaTopoM TpaHCropTa KMCNopofa apuTpouuTamu. Ecnm KneTku
pasnuyHbIX TKaHe coAepaT CnefoBble KOMYECTBa, TO B 3puTpoumUTax

KOHLeHTpauus 2,3-6uchocornuuepara pasHa 4 MM. OH CHUXXaeT CpoACTBO
remornobuHa K Kkuciopogy.
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CuHTes  2,3-6ucthocornmuepata npoucxogut u3  1,3-6ucgoc-
thornuuepata ¥ 3-hocdornmuepata npu yyactum 6GuctocqornLepomyTassl.
depMeHT 0HOBPeMeHHO cBsi3biBaeT 1,3-6uctoctornmuepart n 3-ocornuuepart.

O O-PO/- 1 0
NC Cc

I 2
HC OH Bucocgornmuyepatmytaza 0~P03

cn2opod2 CH20po3-
1,3-6ucthoccormuepat 2,3-6uctoctornnnepat
B TpoiiHOM hepMeHT-Cy6CTpaTHOM KOMMAeKce NPOMNCXOAMT MepeHoC

tochopunbHoi rpynnsl o1 C-1  1,3-6ucocthornmuepata Ha C-2 3-
thocornuuepara.

\ e \/°

XC
HC—opoZ& +HAD ==z-==--—--—-- ~ HG—OH +H
D 2,3-6ucthocornu- ]
CH20PO32 uepaToepataza CH20PO32
2,3-6ucthocpornuiepat 3-thochornunuepat

'mgponns 2,3-6ucdochornmuepata KaTanusvpyet crneynduyeckas
thocgarasa.

nuuepansgerns-3-gpocar

1,3-6ucdocornuuepat P&~
2,3-6uctocornmuepat
3-thocchornuucpat

2-thocpornmucpat

Puc. 9.1. Cxema meTabonmama 2,3-6uccocdorivuepan a.
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A3po6HOe OKMCNEHME TNIOKO3bl. B a3pobHbIX YCNOBMAX pereHepa-
una NAD' npomcxoauT B AbIXaTeNbHON Lenu TpaHCcnopTa 3aneKTPoHoB. Mu-
pyBaT B MUTOXOHAPWaNbHOM MaTPUKCe NOABEPraeTcsi OKUCIUTENbHOMY [e-
Kapb6okcunupoBaHuio ¢ o6paszoBaHuem aueTun-CoA nof AeiAcTBMeM nupy-
BaTAerniporeHasHoro KOMMEKca, COCTOALLLEr0 U3 TpexX (DEPMEHTOB U BK/IO-
YaloLLEero NATL KOepMeHTOB.

PeakLns OKMCIUTENbHOTO AekapboKCUNNPOBaHWA NpysaTta ABAJETCS
CBA3YIOLLVIM 3BEHOM MEXAY TNIMKOAN30M U LIMKIOM TPUKapOOHOBbLIX KUCMOT,
TakK kak obpasoBaBlumiics aueTun-CoA fanee OKUCNAETCA B LUK/Ie TpuKap-
60HOBbIX KWCIIOT.

ThPP, Lp2, NAD+, FAD,

CoASH, Mg2+
| —  MupyBataernaporeHasa
COO-  AMrnapoONMNONATPaHcaLeTUNa3a SCoA
AUTVAPONMMNOUNAEr MAPOreHasa AueTnn-CoA

Mupysat

O6pasosaHue aueTun-CoA 13 nupysara NPOMCXOANT B YeTbIpe aTana.

Ha nepBom aTane nupyBaTAerngporeHasa, KohepmMeHTOM KOTOPOii AB-
naetca ThPP, kaTanusupyeTt gekap6okcuiuposaHve nupysata. bnarogaps
Hannuunio B ThPP 0YeHb CUNLHOTO KUCAOTHOIO LieHTpa MeXay aTomaMu aso-
Ta W Cepbl TMA3010BOr0 KOJbLAMPOUCXOANT MOHM3ALNSA C 06pa3oBaHUEM
Kapb6aHMOHa, KOTOpbIA Nerko MpUcoefuHAeT NUPyBaT MO KapbOHWALHON
rpynne. MonoXnTenbHO 3apsAsKeHHbIA a3oT B LMK/e NPUHUMAET 31EKTPOHBI U
cTabnnnsnpyeT hopMMpoBaHKe OTpMLaTENbHOTO 3apAaga, Heo6Xxo4MMOro s
oTwennexms CO02. Mocae fekapboKCUANPOBaHUA NPOUCXOANUT MPOTOHUPO-
BaHWe ¢ 06pa3oBaHyeM rMApPoOKCMITUATHOAMUHNIMPOdOChaTa.

Ha BTOpoM  aTame  AUTrMAPONMMNOUNTPaHCaLeTUNa3a Kataansnpyer
OKWCNeHne rnapokcnatun-ThPP ¢ obpa3oBaHveM aletuna ¢ OAHOBPEMEH-
HbIM MEPEHOCOM Ha NIMMOEBYIO KWUCMOTY, CBA3aHHYIO C ()epMeHTOM, ¢ 0bpa-
30BaHVEM: aueTuaImnoammnga (aLeTuimpoBaHHas AUruaponmnonnTpaHcade-
Tunasa). AucynbuaHas rpynna nMnoesoi KucnoTbl (LpS2) aBnseTcs okuc-
NUTeNEM, KoTopas BOcCTaHaBnnBaeTca B -SH rpynny.

Ha TpeTbem atane COASH artakyeT aleTUAnMpoBaHHYO AUTMAPOSINMO-
UnTpaHcaleTnnaly ¢ 06pa3oBaHNEM BOCCTAHOB/IEHHOW (HOPMbl AWUTMAPONN-
nounTpaHcaueTunasbl 1 auetun-CoA.

Ha ueTBepTOM 3Tane NPOWCXOAMT pereHepaLMs OKUCIEHHON (hopMbl
NNNOEBOV KWNCMOTbI, COCTABHOr0 KOMMOHEHTA AVLIAPOMNONITPaHCaLeTUa3bI.
Peakuunio Katanusupyet aurugponunovngerngporeHasa - FAD-cogepxa-
Wuii hnaBonpoTemH. BHavane npovcxoanT OKMUCEHWe BOCCTaHOBEHHOM Nu-
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MOeBOW KUCNOTbl AUFMAPOLLIOLINPAHCALCTILTa3bl. YTO COMPOBOXAAeTcs
obpasoBaHnem FADH2 gurngponunonngerugporeHasbl. OKucauTenem B no-
cnepHeii peakuun BoictynaeT NAD4, koTopblii okucnset FADH2, a cam Boc-
CTaHaB/MBaeTcH.

MupyBaTAernaporeHasHblin KOMMNIEKC HaxOAMTCA NOf CTPOrvMM peryns-
TOPHbIM KOHrponeM. OH uHrnbupyetcd ATP n NADH v aktusupyetca ADP.

O6pasoBaHue NupyBaTa B r1Konu3e, aLuetun-CoA B pesynbraTe Aei-
CTBUSA NUPYBATAErMAPOreHasHoOro KoMmMekca, okucneHue auetmn-CoA B
LMKNe TPMKapbOHOBBLIX KMCNOT (BCero 19 peakuwmit) ocyLLecTBAAIOT NOSHOe
pasnoxeHune rnoko3bl 40 C02 OKMceHe BOCCTAHOB/IEHHbLIX KO(hepMeHTOB
NADH 1 FADH2nponcxoanT B fblXxaTebHO Lenu TpaHCnopTa 3/1eKTPOHOB
¢ obpasosaHmem H2D u ATP B pe3ynbTate OKUCAUTENILHOIO (hocthopunmnpo-
BaHMs. Bbixog meTabonuueckoi saHepruv B Buae ATP (Ui ero aKBMBaeHT-
HbIX aHaA/I0r0B) NPOUCXOAUT Ha YPOBHE OKUCAUTENLHOTO POCHopUIMpoBaHus
34 ATP, B pesynbTate cy6cTpaTHOro octhopunnpoBaHns B LKKe Tpukapbo-
HOBbIX KucnoT 2 GTP u B npouecce rnnkonusa 2 ATP.

CepgeyHas MbiliLa, B NPOTUBOMNOI0XKHOCTL APYTMM TKaHAM, Npucro-
cobneHa K aspo6bHOMY (DYHKLMOHMPOBAHUIO, MMEeT CPaBHWUTENIbHO HU3KYHO
TMVKOIMTUYECKYIO CMOCOBHOCTb #M HU3KYIO BbIXWBAEMOCTb B YCNOBUAX
NLEeMUN.

AHa3po6bHOe OKMCNEeHWE TNHKO3bl. MeTabonn3M rOKO3bl B aHa-
3pPO6HBIX M a3POBHBIX YCAOBUAX-NPOMCXOANT OLMHAKOBO A0 06pa3oBaHus
nupysara. Peluatolee 3Ha4eHue rnnKonmsa B MeTabonnsme 3aknoyaeTcs B
ero cnocobHocTV noctasnsTe ATP B OTCyTCTBME Kuciopoda nyTem cy6-
CTpaTHOro gocgopunpoBaHns brarogaps aToMy CKefleTHble MbILLbl MO-
ryT (yHKLMOHNPOBATL: HA [OCTATOYHO BbICOKOM YPOBHE, KOrga aspobHoe
OKMC/EeHVEe 3aTOPMOXKEHO.

besible BONOKHA CKeNeTHbIX MbILWL, rafkas MyCcKynaTypa, Xenygou-
HO-KMLLEeYHbIV TPaKT, ceTyaTka rfasa M Koxa B HOpMe obecrneumBaroTcs
3Hepruein. rnaBHbIM 06pasoM FNKONNTUYECKUM NyTeM, NPOAYLMPYS NaKTar.
B spuTtpouuTax, rge oTCyTCTBYHOT UMK Kpebca 1 gbixatenbHas Lenb, aHa-
3pO6HbIE MeXaHM3Mbl ABMAOTCA OCHOBHBIMW MCTOYHMKAMU MeTaboMuecKol
3Heprun. Kpome TOro, rnnkonn3 noctasnseT MetabonnTbl Ha GUOCUHTETUYE-
CKMe MpoLiecchl.

OTcyTcTBUE MY JeMLUT KUCNIOPOLa B aHa3POOHbIX YCNOBUAX HE Mo-
3gonseT okucneHnto NADH, obpasoBaBLuerocs B rnvuepanbaerniuernapo-
reHasHoi peakuun, a A8 Ja/bHeLero OKWUCMeHUs Travuepanbaerng-3-
thocgaTa Heo6xoaum NAD4. OkucneHme NADH obecneunBaeT nakTaTe-
rmgporeHasa. Peakuusa NpoTeKaeT Mo ypaBHEHUIO:
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CH3 CH3

I + NADH+H' |
OI =0 niikTatgerugporeq¥3a HC—IH +NAD
Co0 Coo-

Mupysat NakTtat

CyMMmapHas peakuus MpeBpalLeHns FNKO3bl B NlakTaT UMEET cne-
Jyownii Bu:

noko3a+ 2 ATP + 4 ADP + 3 Pi + 2 NAD+= 2 naktat + 2 ADP +
+4 ATP + 2 NAD++ 2 HQ,

WY B COKPALLEHHOM Bufe:
noko3a+ 2 ADP + 2 Pi = 2 naktaT + 2ATP + 2 HXD.

OKUCANTC/bIKO-BOCC FAaHOBUTE/NbHBINA MPOLLECC B CYMMapHOW peakuuu
oTCcyTCTBYeT, Tak Kak NADH, 06pa3oBaBLUMIiCA PU OKUCNEHUN FAMLEepasb-
ferng-3-ocdara, UCNoMb3yeTcs B BOCCTAHOBAEH™ nupyBsaTta U 3TW peak-
LinY ABAKOTCA COMPSKEHHBIMU.

3HaueHve nakTaTherugporeHasHom peakLnn COCTOUT B PereHepmpo-
BaHUM NAD1ans ravuepansaervaneruaporeHasHol peakummn. PereHepupo-
BaHne NADHnyTem BOCCTaHOBNEHUA NMpyBaTa B nakTaT o6ecneynBaeT LnK-
NNYECKOe OKWCNEeHWe rnuuepanbaerma-3-ocdara B aHa3apoObHbIX YCNOBUAX
nan npu geduuute KMCNopoga. B cuny obpatumocTu felicTBMS nakTatge-
rMaporeHasa Haxo4MTCS-Ha NEPEKPeCTKe aHaspo6bHOro v asapobHOro okwucne-
HWA YTNEeBOJ0B B 3a8BMCMMOCTM OT 06eCneyeHHOCTM KNeTOK KUCIOPOAOM.

B KkneTkax BbICLIVMX OpPraHn3mMoB, 0CO6EHHO B MHTEHCWMBHO paboTaro-
el Mbllue, nakTaT HaKanaMBaeTcsa MpW HeJOCTaTOYHOCTM KMCNOpoAa, rae
OH ABNAETCA TYNUKOBbIM MeTabonmToM. CepfiedHas MbllLa, NeYeHb 1 NOYKN
MCMOMb3YIOT IAKTAT, OKUCNASA ero, ¥ NpoAyLMpyIoT lakTaTt TObKO Mnpu ru-
MOKCMYECKNX COCTOAHUAX.

CMeHa aHaspobHbIX YCOBWIA a3pO6HLIMU YCIOBMAMMW COMPOBOXAAET-
CA OKMC/IEHMEM flaKTaTa B NUMpyBarT Npu y4acTUN NaktaTaerngporeHasbl:

Naktat + NAD+= nupysat + NADH + H+

B a3po6HbIX YCNOBMSX NUPYBAT Nof fedcTBMEM NupyBaTAeruapore-
Ha3HOro KOMMeKca npeBpalyaeTcs B auetun-CoA, KOTopblii OKMCNseTcs B
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LMK/Ee TPUKAPBOHOBLIX KUCMOT, @ BOCCTAHOB/EHHbIE KO(EPMEHTbI NMOCTYMa-
10T B AblXaTeNbHYO LieMb TPaHCNOopPTa 3/1EKTPOHOB.

JlakTaT 06pasyeTcs y MHOTMX MWUKPOOPraHM3MOB B MpPOLLECCE MOJIOY-
HOKWCNOTO 6POXeHUs B aHAa3PO6HbIX YC/IOBUSX, Fe OH ABNSETCA OAHUM M3
KOHEYHbIX NPOAYKTOB MeTabonmn3ma.

CnunpToBoe 6poxeHne. CnMpToBOE GPOXKEHME NMPOTEKAET B aHa3pob-
HbIX YCNIOBMSAX MO TEM e 3Tanam, 4TO U FNKON3 O MOMEHTA 06pasoBaHus
nupyBaTa. [anee Ha NnpyBaT AeNCTBYET APOXOKeBas NMpyBaTaeKapbokcuna-
3a, KODEPMEHTOM KOTOPOI1 fBNseTCA TnaMmHnupodoctat. B pesynbrate pe-
akumm obpasyetcs CO? 1 3TaHasb, KOTOPbIA Nof AeACTBUEM anKoronbaerng-
poreHasbl BOCCTaHaB/IMBAETCA B 3TaHON. [poxoKeBas KieTka BblGpacbiBaeT
3TaHO/ B OKPY)XAIOLLYH Cpesy.

CH3
oy — Ty coz+ §HB FRARHIHA +NAD
| _ nupysaTaekap- c=0 ‘ankoronbge- CH2-OH
COO 6okcnnasa N rnaporeHasa
Mupysart dTaHalb 3TaHon

B xofe ankoronbAernaporeHasHoii peakLy i NpoMcxXoanT pereHepawns
NAD+, KOTOpbIi NCNONL3YETCS A1 OKMCNEHUs FAnLepanbierng-3-gocdara.
3TV [Be peakuun COMNPSKEHbl YEpe3 KodepMeHT, U MpeBpaLleHune rauue-
panbgerna-3-(ocaTa B ITAHOM HOCUT LIMKINYECKUIA XapaKTep.

MeTabonm3m HaHOMa. B opraHu3m 4YenoBeka B HeGOMbLUNX KONUYe-
CTBaX 3TAHOM MOXET.NOCTYNaTh C Arofamu 1 OpyKTamu, a B 3Ha4MTENbHbIX —
B BMJE CMMPTHbIX HANUTKOB. B oaHoi 6yThinke nuBa (0,5 11, 4% 3TaHona) co-
nepxutca 20 mavau 16T ataHona. B opraHn3me aTaHoN 6bICTPO BCaCbIBAETCA
3a CYeT Anddysuy 1 NocTynaeT NPevMyLLECTBEHHO B MbILLILbI U MO3F, KOTO-
pble cocTaBnAT 70% o6Lieil macchl Tena. MakcrManbHas KOHLEeHTpauus B
KpoByY gocTturaet yepes 60-90 muHyT. MNpy noctynneHnn 16 r staHona B op-
raHM3M maccoi Tena 70 Kr 3TaHON pacTBOPWUTCA B TKaHW, Maccoi 49 kr
(70 + 0,7). M B KpOBW KOHUeHTpauusa coctaBut 16 r/49 kr=0,33 npomwunne
(7,2 MM). JleTanbHad KOHLEHTpaLus COCTaBiseT npumepHo 3,5 npomunne
(76 MM).

MeTabonn3m aTaHoNa NPOUCXOAMT rNaBHbIM 06Pa30M B MEYEHU U yac-
TUYHO B 3NUTENUM Xenyfka. TaHON B pe3ynbTaTe AeACTBUA epmeHTa an-
KOro/nbAernaporeHasbl OKUCASeTCA B 3TaHanb (peakums, obpaTHas cnvpTo-
BOMY 6poXKeHuto). [lanbHelilee OKUCNeHWe 3TaHans BeAeT K 06pa3oBaHuio
aueTaTa, KOTOpbIil, B CBOKO Ouepedpb, aKTMBMPYeETCS 3a CYeT aHeprum ATP ¢
o6pazoBaHuem aueTun-CoA. Auetun-CoA okucnseTcs B UMKne Tpukapbo-
HOBbIX KWUC/IOT U AbIXaTeNbHOM Lienu TpaHCNopTa 31eKTPOHOB.
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NADH+ft+ NADH+It+ fH _

Cl1-011 anKoronbae- Of_O anBeruc- co6

reaporeHasa ] LaporeHasa
OT1aHon draHarsnb Auetat

CH3 CoASH + ATP Ccus3

. -T----- ">Se + i+
COO~ au,emn-@g) -ninrasa AMP + PRI +1 r
SCoA
Auerar Auetnn-CoA

Kpome BbillenpvBefeHHOro NyTu B MeTabonnsme aTaHona npuHMMa-
0T yyacThe MWKpPOCOMaslbHasd CUCTEMA OKWUC/IEHUSA aTaHosa (CucTema LuT.
P450 nnu «ankorosibokcmasa») no ypasHeHuo:

3T1aHon +H20+ NADPH +H+= ataHanbs + NADP++ 2 HD.

[anee okucneHune ataHans NpoTeKaeT aHa/0MMYHO, Kak 1 nocne fei-
CTBMSA aNKOrofbAernaporeHassl.

OnpefiefileHHY0 posib B METa00/M3Me 3TaHOMa MOXET BbIMOMHATh
(DepPMEHT KaTasiasa.

OHepreTnyeckas LEHHOCTb 3TaHona coctasnseT 29,4 kAX/r (7 kkan/r)
nnn 17 ATP/mone.

MeHTo300hoCthaTHbIA. NYTb MeTabonmama yrnesogos. MNeHTo3odoc-
(haTHbIA NyTb MeTabonuama yrnesogos (M®I1) nmeeT WMPOKoOe pacnpocTpa-
HEHWe B OpraHu3Me XXWUBOTHbIX, PACTEHWI 1 6aKTepWii, BbINOMHAET BaXXHble
meTabonmueckme MyHKUMU. Kak OKUCAUTENbHbIA, TaK U HEOKUCIUTENbHBIN
MyTX NOCTaBAAT NeHTo30docdatbl 415 BMOCUHTE3A 6MONOTNYECKN BAXKHBIX
KOMTMOHEHTOB KNeTKu. Tak, pn6030-5-hocdhart 1 ero npon3BofHbIE BXOAAT B
coctaB AMP, ADP, ATP 1 ux aHanoros; KOPepMeHTOB HYK/IeOTUAHOrO
ctpoeHuns: NAD+ NADP+ FMN, FAD, CoA v HyKenHoBbIX Kncnot: PHK u
[OHK. HeokucnurensHblin MO sBseTcs MCTOYHUMKOM 3pnTp0o30-4-thocthaTa,
KOTOpbIA MCNONMb3yeTcs AN 6MOCMHTE3a aMUHOKWUCAOT TpunTodaHa, deHn-
nanaHuHa u TuposnHa. OkucanTenbHbli MAI, Kpome neHTo30¢0oCHaTOoB,
noctasnset NADPH a4 BOCCTaHOBUTESIbHbIX BUOCUHTETUYECKMX BOMPOCOB.

MepBoHaYa/ibHblE MPEANOCbIKN O cyulecTBoBaHUM P MeTabonmsma
YrneBofoB BO3HUKAM B 30-X rofax npowunioro cronetus, korga O. Bapbypr u
XpuctuaH B 1931 r. Bnepsble 06HAPYXXUN B 3pUTPOLIMTAX U APOXOKAX hepmeH-
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TaTVBHYIO CMCTeMYy, YCTOMUMBYIO K LMaHugam. Bbino ycTaHOBMeHO, YTO ANS
37Ol (hepMeHTaTMBHOI peakumn Heobxoaum NADP', KOTOpbIA BOCCTaHaBW-
Ba/ICA B XOfe peakuuu. ccnefoBaHna B 3TOM HanpasneHun Benucs Ao 40-x ro-
[0B. 3yueHo gekap6oKcunmposaHue 6-thocthortokoHata ¢ 06pasoBaHMeM MeH-
To3ooca.-a (Bapbypr, JiunmaH, AukkeHc, 1935-1939).

B Cosetckom Coto3e B 310 Bpems 1Pl n3yyan B.A. SHrensrapar c
COTPYZHWKAaMKN, KOTOpPbIE MPeSioKnIn runoTesy anoToMUyeckoro, T.e. ro-
CefloBaTe/IbHOr0, OKUC/IEHNUS U feKapboKcuimpoBaHusa ¢ 06pa3oBaHNeEM U3
rekco3 MeHTo3, TETPO3, TPNO3. BnocneacTsmmn ata runoTesa He MOATBEPAM-
nacb, MEXaHW3M 3TWX NPOLLECCOB OKasancs 60see CHOXHbLIM.

YcnewHoe n3yyeHne metabonmueckoro nytn ImbaeHa-Meieproda
MapHaca OTBNEKNO BHUMaHWe uccnegosateneid oT F1PTl-n BO306HOBMIOCH
ToNbKO B 50-e rogbl. B koHue 50-x 1 Havane 60-X FOAOB UHTEHCUBHbIE UC-
cnefoBaHus BepyTcA BO JlbBoBe npodg. W.A. Fonosaukum, B FpofHO -
akag. KO.M. OcTpoBckum, a B 70-x rofax usyyeHuem 3Toro Bonpoca 3aHs-
nuce B NleHuHrpage npod. A.U. Konotunosa, B Mockse akafg. C.E. CeBepuH.

WN.[. Tonosaukunii yCTaHOBUA B3aIMOCBA3b MeXJy COAepXaHWeM MeH-
TO3 1 (PPYKTO3bl N yKa3an Ha Hannume B TKaHAX XUBOTHLIX HEOKUCIUTE Tb-
HOro nyTn o6pa3oBaHWs NeHTo30(hocthaToB Yepe3 TPAHCKETONAa3HYH peak-
unio mexay F'A-3-® n ®-6-0.

B 1962 r. Xopekkep Npeaioxuni cxemy, 06befuHAOWY 0be rpynnbl
peakumii, KoTopas Bbirnsgena B BUAE LMKNA, BeAYyLLEro K 3aMblKaHWIO Ha
[-6-@. B TakoM cnyuae Tepanca.cmbic/l 06pasoBaHUs NeHTo3o¢ocdaTos ye-
pes gernaporeHasHble peakumm, a Bce cBoamnock K o6pasosaHuio NADPH.

B 1965 r. .[. IonoBauKuii NpeanoxXua CXeMy MCNOMb30BaHNSA FeKco-
3opoccpaToB no MEOM 1 npven K 3akntoyeHuto, 4to 20% rekcos (ogHa mMo-
nekyna -6-®) BkMKYaOTCA OKUCAUTENbHLIM nyTeM, a 80% - uneokucnu-
TeNbHbIM MyTem. AGCOMOTHO OAUHAKOBbIE pe3ynbTatbl nonyuun M. Hofer B
1971 r. npu M3yyeHNN MeTabonn3ma MeYeHO rIOKO3bl POXOKaMU.

B 1965 r. A. Bonsignore, E. Grasi, ncnonb3ys BblCOKOOUYULLEHHbIE
npenaparbl TPaHCKeToNasbl W TpaHCaNnbAonasbl, YCTaHOBUW, YTO U3 ABYX
mMonekyn (hpykTo30-6-thocthaTa, B pe3ynbtaTe OAHOBPEMEHHON aTaku 3TWX
thepmeHTOB, 06pasyeTca Kcunynosa-5-ocar M ceforeTynoso-7-ocgart.
B naHHOM cnydae M@ HaunHaeTcs ¢ npespaLleHns rnioKo30-6-ocgara Bo
(hpyKT030-6-hocthaT nog AeicTBMEM FIHOKO30(ochaTmzomepassl —obLLero
thepmeHTa rnukonmsa n Neri.

M3yuas MM n obobwas gaHHble nutepaTypsbl J.F. Williams (1971)
MPUXOAMT K BbIBOAY, YTO peakuum MO He ABNAOTCA LMKINYECKUMMN U 06-
pa3oBaHue NeHTo30(ocdaToB UAET ABYMSA MapaniefibHeIMU NyTAMU.
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Peakumun neHTo30(ocaTHOro NyTU MNOAPasfeNaloT Ha fiBe rpynnbl
(unn BeTBW): OKUCAUTENbHbIE U TpaHChepasHble (HEOKUCNUTENbHbIE). B rno-
cnefiHee BPeMS 3TV BETBW CUMTAIOT CaMOCTOATE/bHbIMU MeTaboMyecKuMm
nyTamu.

OKMCAUTENbHbIN NeHTo30qochaTHbIA NYTb. OKUCANTENbHBbIN MeH-
To30(octhaTHbIA NyTb NpefcTaBnseT CO60M OKWUCNUTEeNbHO-AeKapbokeunm-
PYIOLLYIO CUCTEMY, COCTOSLLYIO U3 TNOK030-6-thocthaTAernaporeHassl, rio-
KOHONaKTOHa3bl U (hochornoKoHaTAernaporeHassl, obecneyv saro!ayto-nps-
MO€ OKWC/IEHUE TK030-6-(octaTa. MeHTo30(hochaTHbIA NyTh MOXET Ha-
YMHATLCA C INOKO3bl MW C TNKOreHa No COOTBETCTBYIOLWMM 3Tanam ramKko-
nn3a 1 rKoreHonmsa fo obpasosaHus rnoKo30-6-gocgara. 3a r110Kk030-6-
(hocthaT KOHKYpUpYOT TrtoKo3odocdaTmsomepasa U THOK0O30-6-gocdar-
ferngporeHasa.

Ha nepsom 3Tame rniKo30-6-ochaT OKUCASETCH MOf AelCTBUEM
rN0K030-6-(hocdataerniporeHasbl,  KohepMeHTOM . KOTOpOi  sBnseTcs
NADP'. MNpogyKkTamu peakuun sBAsHOTCA 6-hocOr/IFOKOHONAKTOH (BHYT-
PUMONEKYNAPHBIV CROXHbIA 3thup 6-hocdorntokoHara) ¥ NADPH.

6-PoCdOroKOHONAKTOH COeLMHEHNE HEYCTONYMBOE M MOXET CrMOH-
TaHHO MoABepraTbCa rUaponusy. B opraHn3me 3Ty peakuuio Katanusupyet
(hepMeHT rNIOKOHOMaKTOHa3a ¢ 06pa3oBaHnemM 6-qochoriokoHara.

Ha TpeTbem 3aTane 6-thocornrokoHaTAerngporeHasa (Aekapbokennm-
pytoulasn) Katanusmpyet gekapbokeunuposaHue 6-hochorntoKoHaTa ¢ 0gHo-
BPEMEHHbIM OKWC/IEHWeM TMAPOKCWUIBHON Tpynnbl Npu C-2 NATUYTNEePOAHO-
ro parmMeHTa 40 KETOHOBOW FPYMMbl, 4TO COMPOBOXAaeTCs 06pasoBaHVieM
pubynoso-5-thoctara.

+NADP*
» NADPH+H
" NoK030-6 -thocgart-

aernaporeHasa

1 ntoKo30-6-thochar 6-thocdhor IFOKOHO-3-11aKTon
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© CH20p0oZ” @ coo*

|
0. H—C—OH

H +HOH "o Cl |
OH H JlakTonasa |
H—C—OH
H OH |
H—C—OH
6-thochor NOKOHO-M-NaKTOH I
CH20poO 3
6-<(bocpornokoHaT
COO ©
©  H——oH HZ—OH
| |
HO— C—H +NADP c=0
| . FC02+ NADPH+H* + |
H—C—OH 6-thocehorroKoHaT- H—C—oOH
[JervaporeHasa I
H—é—OH H—C- OH
¢HopoR tH2oP0
6-pochornokonat Puéynoso-5-gpochar
o ©
HL—OH H cl— OH I-E:\
— H
c"=0 C—OH >—OH
H—C—OH I—d—on H—C—oH
MeHrosodgoctar
H—é—OH niomepasa ﬂ—(!—OH H_(I;_OH
¢hHooro 2 ¢HooPo 2 &rooroy?
Pnbynoso-5-thoctar EHguon P16030-5-thocdar

MpeBpaleHne pubynosa-5-pocgata B prb030-5-hoctar npomcxoamt
npu ydyactum QepmeHTa neHTo3ogochaT-n3omepassl (prbosodocgar-
n30mMepasbl).
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CymmapHo: -6-®+ 2NADP++ HXD -* P-5-® + 2NADPH + H++ C02

B pesynbTate LENCTBNS OKUCMTENbHO-4eKapboKcManpytoLweid cncTe-
Mbl M3 OLHOW MOMEKY/bl FNI0K030-6-thocthata obpasyetcs 1 monekyna neH-
To3othocarta, 2 monekynol NADPH u Bbigensetca 1 monekyna C02 OpHa
moniekyna NADP+ BocCTaHaB/IMBaeTCA 3a CUET rN0K030-6-(ocdara, a BTO-
pas—3a cyeT BOfbl.

HeokncnuTenbHblii nebiTo3odocdaTHbIi NyTb. TeopeTnyeckme pac-
YeTbl U IKCMEPUMEHTa/bHbIE UCCNES0BAHNSA C NPUMEHEHNEM MeYeHbIX aTOMOB
nokKasasun, YTo B PasNMUHbIX OpraHax u TKaHAaX Tonbko 20% neHTo30docda-
TOB 06pa3yeTcs OKUCUTENbHBIM U 80% —HEOKUCIUTENBHLIM MYTEM.

Cy6cTpatamMmy HEOKMCNMTENBHOTO MeHTO30(pochaTHOrO MyTu ABASIOT-
ca  MeTabonuTbl rMKONM3a, (PYKTO30-6-hocdar M ravuepansierna-3-
thochat, KOTOPbIE MPU YHacTUM (DEPMEHTOB TPAHCKeTO/a3bl U TpaHcanboNa-
3bl MpeBpawalnTca B neHTo3odocdartbl. B cocTaB . TpaHCKeTONa3bl BXOAAT
MPOYHO CBA3AHHbIA TMaMUHAKMPOgOCHAaT N MarHuWii:

TpaHckeToOnasa Katanusmpyet paspble C—€ ¢BA3W psgoM ¢ Kapbo-
HUNbHOM rpynnoii n nepeHoc C-2-dparMeHTa B BUAE «aKTUBHOTO FIMKONb-
anbAernga» ¢ Ketosbl Ha anbfo3y. TpaHcanbjonasa Katanusvpyet paspbls
C—€ cBa3M 4epe3 OfMH aTOM OT Kapb6OHWMbLHOM rpynnbl U nepeHoc C-3-
(hparmMeHTa B BUJe «aKTUBHOIO AUTNAPOKCUALLETOHA» C KeTO3bl Ha abAo3y.

Ha nepsom aTane ¢pykT030-6-thocdar B3aMMOAENCTBYET C r/uLe-
panbgerna-3-ocdarom ¢ 06pa3oBaHMEM KCUyno3o-5-gocgaTa n 3puTpo3o-
4-thocchata. Peakumio KatanmsnpyeT GepMeHT TpaHCKeTonasa.

c=0
CIn20H
HO_<| H g\ e c=o0
H=C—OH uC TheP
HO— C— H + ) oH
n—C-on + H--oH TpaHcKeToNasa | I
H— C— OH n9—011
Illb0p0,2- clibOFO,QZ
®pyKroso- ranyepanbaerss- Kcunynoso- dpTposo-
6-octar 3-thochar 5-thocat 4-pochat

[Janee BTOpas monekyna gpykro3o-6-gocdara BCTynaeT B peakLuuto ¢
3pUTPO30-4-thochaTom, KOTOPYHO KaTannsnpyeTt hepMeHT TpaHcanbaonasa.
MpofyKTamMmn peakuuu SBAAIOTCA CeAorenTynos3o-7-octar v rauuepanbie-
rug-3-tocear.
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CHjOH

© I°

c=0 0 H HO-C-H
HO—C—H Y H—C-OH % H
| C
Il—c— OH + HC— OH .="H—C—OH + |
| TpaHcanbfonasa | HC OH
H— c— OH HC— OH * il H— c— OH
CH20P032
CH20PO32- CH2P052 CH20PO32
®pyKroso- 3puTpo3o- CeporeTynoso- Fnuuepansaerva-
6-hoctar 4-thocdpar 7-chocchar 3-thocdpar

MpofyKTbl TpaHCaNbA0Ma3HOW peakuyn BCTyNaloT BO BTOPYH TpaHc-
KeTonasHylo peakLmio, pesynbTaToM KOTOPOM: ABAAUCA 06pa3oBaHMe [BYX
MOneKyn neHTo3ohochaToB —prnbyno3o-5-hochara n pub030-5-hochara.

CH20H

¢=o
HO— C— H rae CLLH
H—¢—O0H @ ym M—0H éZo
H-CI-OH + ¢ ThPP --b,,, +110-C—H

H— c— OH Lj. OH  TpaHcketonasa H_ J>_ QH H— C— OH

| CH:0PO.. | |
CHjOPO,2 CH.OPO/ CH20PO3
Ccporentyno3o-. | nuucpanbaati- Pun6o3o- Kcunynoso-
7-thoccpar 3-thoccpat S-thocdhat 5-chocpar
CH2H HX—O0H X)
| i
c=o0 c=0 H
HEe—OH
HO—C—H =H—C—0H=
| MeHTO300h0CHaT- | MeHTo30¢poccpar- ~ 9
N <J~OH oanumepasa H— C—OH  u30mMepasa QH
CHiOP0% C1HOPO. ,
CHZ20po,2-
Pm6}{n030-5-(pocmaT Pr6030-
5-pocchat 5-thocchaT
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B3avmonpeBpalleHne Tpex neHTo3ogochaTtoB obecneynBatoT hep-
MeHTbl pubosodoctaTt-usomepasa (neHTo3oocdar-n3omepasa) U pubyno-
3o0pocart-3-anumepasa (neHTo3ogochar-anumepasa).

CymmapHo: 2 ®-6-® + FTA-3-® ~ 3 P-5-@

Takum o6pa3om, B pesynbTate TpauchepasHbiX (HEOKUCAUTESIbHbIX)
peakuuii HeHTo30(ocdaTHOro NyTU M3 AByX Monekyn pykTo3o-6-hocthaTta
1 0fHOI MONeKynbl ravuepanbaerni-3-gocgara obpasyercs Tpu- MoneKy/bl
neHTO30(hoCcaTos, a B KOHEYHOM UTOrE TPU MOMEKY bl pnb6030-5-thoctaTa.

3HauyeHue NeHTo30(octhaTHbIX NyTen MeTabonnsma yrneBoaoB. IMeH-
To30hoctarHble NyTh, Kak OKUCINTENbHBIWA, TaK Y HEOKUCUTENbHDINA; NOCTaB-
NAT NeHTo3odockartsl, rnasHbIM 06pa3oM, pub0o30-5-docdar, Ansa GrnocnHTesa
psiga 61UoNornyYecKy BaXKHbIX KOMMOHEHTOB KeTkn. Tak, pnbo30-5-dochat un
€ro npousBogHble BXoaaT B coctaB AMP, ADP, ATP 1 nx aHanoros; kogep-
MeHTOB HyKneoTugHoro ctpoeHus: NADL NADP', FMN, FAD, CoA; Hykneu-
HoBbIX kuncnoT: PHK n AHK. HeokucnutensHblii NeHTO30hoCcthaTHbIN MyTb SB-
NAETCA WCTOYHWKOM 3pUTPO030-4-thocaTa, KOTOPbIA ucnonb3yetcs Ans 6mo-
CMHTEe3a aMMHOKUCNOT TpUNTO(aHa, (heHnnanaH1Ha u TMpo3unHa.

OKMCANTENbHBIA MeHTO30(hoCchaTHbIA NyTb, KPOMe TOro, nocTaBnseT
BOCCTAHOBUTENbHbIE 3KBUBaNeHTbl B Buge NADPH ans 6MOCMHTETUYECKUX
npoueccoB. KNeTku XnpoBoi TKaHW, NeYeH, MOOYHON Xenesbl, KOpbl Haj-
MOYEYHWNKOB XapaKTepu3ytoTcs BbICOKOW - aKTUBHOCTbIO OKWUCAUTENLHOTO
HEeHT030(poChaTHOro NyTW, OHWU UCNOML3YIOT 6onblune konmyecTtBa NADPH
B BOCCTaHOBUTE/bHbIX NPOLECCaX OUOCUHTE3A XKMPHBIX KUCNOT U CTEPOUAOB.
B MbILEYHON TKaHW M 3HAOKPUHHbLIX XKefe3ax, CUHTE3NPYHOLNX NPOAYKTHI
6enKoBOV NpupofAbl, Npeo6/agaeT HeOKUCAUTENbHBIA MNeHTO30(hoCchaTHBbINA
nyTb, @ OCHOBHbIM MUcTOYHUKOM NADPH sasnsetca NADP-3aBucumasa 13o-
LuMTpaTaernapor eHasa.

MeHTO30(hoChaTHbIA NYTh U FIMKOAN3 —CBA3aHHbIE MeXay co6oli me-
Tabonuyeckve nyTu. FAHOK030-6-AernaporeHasa OpueHTUpyeT mMerabonusm
rNK030-6-thochata Nno OKMCAUTENbHOMY MeHTo30gocthaTHoOMy nyTu. -
Ko3ohocaT-n3omepasa, Katanusmpys npespatieHune rnokKo3o-6-ocgara Bo
(hpyKT030-6-hocthaT, ABnNseTca 06LWMM GepMEHTOM FIMKON3a U HEOKUCNU-
TeNbHOr0 HEHTO30(hocHaTHOro NyTH.

B cuny obpaTMMoCTW AeiiCTBMS TpaHCKETOMasbl M TpaHcabAonasbl
OCYLLLECTB/ACTCA B3aMMOCBA3b MEXAY [/IMKONU30M U HEOKUCIUTENbHBIM
neHTo3oocdaTHbIM NyTEM Ha YpoBHe (pYyKT030-6-thochaTta M ravuepasb-
nerng-3-docgata. Pubosodocthar-nsomepasa, pnbynosotochar-3-anumepa-
3a W rnkKosomocdar-n3omepasa 06ecneynBaroT B3aMOCBA3b MeX/Y OKMUC-
NUTENbHBLIM U HEOKUCNIUTENIbHBIM NEeHTO30(hoCHhaTHbIMU NYTAMU.

VHTEHCMBHOCTb W HanpaBieHHOCTb MeTab0M3Ma no TOMY WU MHOMY
nyTn onpegensieTcs NMOTPe6HOCTLIO KNeTKK B pn6030-5-toctate n NADPH.
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B cnyuae n3bbiTKa NneHTo30(hocthaToB OHY MOTYT NpPeBpaLLaTbCa B reKco3o-
thocatbl no cxeme: 6 C? 5 C*.

CKOpPOCTb OKWC/IMTE/ILHOrO MEHTO30(hoc(aTHOro NyTu perynupyertcs
KOHUeHTpaumneid NADP:. ObpasoBaHne NADPH TecHO B3aMMOCBSI3aHO C €ro
ucnonb3osaHneMm. OTHoweHne NADP'/NADPH cocTtaBnser npuMepHo
0,015, B 70 Bpems kak oTHowweHne NAD'/NADH pasHo 700.

MN36bITok NADPH MoXeT nocTynatb B AbIXaTenbHyl0 Lenb 4Yepes
NADH. Peakuuto nepeHoca atomos Bogopoga oT NADPH HaNAD* katanu-
3UpyeT (hepMeHT TpaHcaerngporeHasa:

NADPH + H*+ NAD+= NADP4 +NADH + H+

Hapywenune dyHkynoHuposauma MO merabonmsma yrnesoios
MOXeT NPUBOAMTL K MATONOTUYECKUM ABMIEHUAM. TaK, NpUMeHeHne npoTu-
BOMaNApUiiHOro npenapaTa namaxuHa Y HEKOTOPbIX  60/bHbIX BbI3blBaN0
pa3BMTUE OCTPbLIX NATONOrMYECKUX CUMMTOMOB (YepHAs MOYa, XKeNTyxa, pes-
Koe nageHue remornobuHa B KpoBM). Y OTAENbHbIX 60MbHbIX Habnogancs
06LWMPHBIA remonuns (paspyLleHne apuTpoLMTOB), MPUBOAUBLUMIA K NneTanb-
HoMy wucxogy. MpuynHON NekapcTBEHHOW FEMOANTUYECKOM aHeMUW OKasa-
nacb HMU3Kas aKTMBHOCTb T/IKX030-6-(hochaTaernaporeHassl B apuTpoLuUTax.
MeHTO30(hoCKhaTHLIA NyTb ABNAETCA €AMHCTBEHHLIM NCTOUHNKOM NADPH B
apuTpoumTax. Hu3kas akTUBHOCTL (hepPMEHTa He MOXET 06ecneynTs 3puTpo-
LUUT goctatoyHbiM KonmyectsoM NADPH, rnaBHas ponb KOTOPOro B 3puT-
pouuTax COCTOWUT B BOCCTAHOB/IEHUW OKWMCNEHHOrO ryTaTuoHa. Peakuuio
KaTanusupyeT rnyTaTMoHpeayKTasa, epmMeHT, COgepXKaLLnii CeneH:

G-S -S-G +NADPH +H++ FAD - 2 G-SH + NADP1+ FAD.
B rnyTtaTnoHpeayKTasHoi peakumn FAD BbINOMHAET PO/ib MPOMEXYTOUYHOMO
nepeHocyunka anekTpoHoB o1 NADPH Kk okucneHHomy rnytatuoHy. OTHO-
weHne G-SH / G-S-S-G B HopMe pasHo 500.

BocCTaHOBMIEHHBIA  TYyTarmoH BbIMOAHAET PO/b CyAb(ruApPUILHOIO
6ydhepa, moaaepxmBasd B BOCCTAHOB/IEHHOW (hOPMe LIMCTEMHOBbIE OCTATKM
(-SH rpynnb!) remorno6uHa n apyrux 6enKoB 3puTPOLUTOB, 0becrneynBaeT
COXpaHeHMe B (peppoopme reMornobuHa u HopManbHyr CTPYKTYpY 3puT-
pouunToB. MprUHMMaET yyacTe B AeTOKCMKaLMKn nepokcuia Bofopoga 1 op-
raHUYecKNx rMepoKCcuaoB.

MpeanonaratoT, YTO NPU OTCYTCTBUM WAN HEAOCTATOYHOCTU BOCCTa-
HOBJ/IEHHOI O FNYyTaTMOHA NIEKaPCTBEHHbIE Mpenapatbl Bbi3blBaOT U3MEHEHUA
MOBEPXHOCTN 3PUTPOLMTOB, MOBLILWAA UX CMOCOBHOCTb K reMonnsy. 370 3a-
60neBaHNe HacneayeTcs Kak Npu3HaK, CBA3aHHbIV C MONOM. Y reTepo3uroT-
HbIX CaMOK BCTpevatoTCs ABe nonynauuu aputpouutos. OfgHa nonynaums c
HOpPMa/bHOM aKTMBHOCTbIO (hepMeHTa, a Apyras —C HU3KOW [KX030-6-
thocthaTaernaporeHasHoin akTMBHOCTbIO. Hanbonee pacnpocTpaHeHHas gop-
Ma HefoCTaTOYHOCTU [/II0K030-6-hocdaTaerngporeHassl (y 11% amepukaH-
LIeB HErPUTSAHCKOTO MPOMCXOXAEHMS), NP KOTOPOI Habnogaetcs 10-kpart-
HOe CHVKeHWe aKTMBHOCTM hepMeHTa B 3puTpoLMTax, CBA3aHa C yCTON4YnBO-
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CTbIO K TPOMMYECKOW Manapuu, T.K. 4ns passuTus Bo3byautens (Plasmodium
falciparum) Heo6xoaMM HOpMasbHO (DYHKLMOHUPYIOLWKI neHTo3ogocdaT-
HbIl NyTb W BOCCTAHOB/EHHbIV FNyTaTWOH. HefocTaToOuHOCTb [/1H0K030-6-
thocaTAernaporeHasbl M CEPNOBUAHOKNETOYHOCTb 3PUTPOLIUTOB ABNAIOTCA
MexaHM3MamMu 3auTbl OT Masispyun B PErMOHaX ee pacnpoCTpaHeHus.

HapylueHne cnocobHOCTM TpaHCKeToNasbl CBA3bIBaTb TUAMWHOUPO-
thochaT npy HU3KOM /151 HACbILLEHUA (hepMeHTa ero CoAep>KaHUn MOXET Bbl-
3BaTb HEPBHO-MCMXNYECKOE PacCTPOCTBO - CMHAPOM BepHuke Kopcakosa.
[ns aToro 3abonesaHnA XapakTEPHO HapyLUeHWe NMCUXWKK, CUIbHOe ocnao-
NeHve NamaTy, fe30puveHTauma, napes rnasofBuraTeslbHOro Hepea, Hapylue-
HVe 0CaHKW ¥ NMOXOLKMN.

InoKoHeoreHes. [IOKOHEOreHe3 npeAcTasnset cob60i merabonmye-
CKMIA NyTb 6MOCMHTE3a FNIOKO3bl U3 NPeSLeCcTBEHHUKOB HEeYTeBOAHOIO Xa-
pakTepa, Takvx, Kak naktaT, nupyBaT, aMUHOKWUC/OTHI, TIMLEPOS, U MpoMe-
XKYTOUHBbIX MeTaboNnTOB LMKAa TPUKAPOOHOBLIX “KMUCIOT B OpraHusme Xu-
BOTHbIX M FNIMOKCUNATHOTO LMKNA B HEKOTOPLIX MUKPOOPFaHW3Max u B ce-
MeHax Mac/MYHbIX pacTeHWI, cCNoCO6HbIX NpeBpawarb MeTabonuTbl B Ma-
nat. BOCKHTE3 rKO3bl UFPaeT Ype3BblYaiHO BAXKHYIO PO/b B OpraHn3Me
XWBOTHbIX W YenoBeka, Tak Kak 60MbLIMHCTBO TKaHeli 3aBMCMMO OT no-
TpebneHns rnkosbl. OCO6EHHO BbICOKA 3aBMCUMOCTb MO3ra WU 3pUTPOLIM-
TOB, Ifie T0KO3a ABNSETCA OCHOBHbIM 3HEpreTnyeckmm cyberpaTom. to-
KOHeoreHe3 WMHTEHCMBHO MPOTEKAeT B OpraHuW3Me NOAeiA, NUTAIOLLMXCS
MPenMyLLecTBEHHO MACOM U pbi60iA, NPV TON0AGHUW U B OPraHn3Me XBau-
HbIX XXMBOTHbIX. 3TOT MeTab0/MYeCKuiA NyTb BbINOMHAET BaXHY pO/b B
nepnogbl BbICOKON (DM3NYECKON Harpysku. BMOCMHTE3 rnioKo3bl de novo
MPOMCXOANUT B OCHOBHOM _B.MEYEHW W MOYKax, OAHAKO M3-3a HeBOMbLUMX
pa3MepoB NOYeK UX BKNaf, B CUHTE3 [/IOKO3bl coCTaBnsfeT npuMepHo 1/10
M0 CPaBHEHWIO C NeYeHbH.

B neyeHn rnaBHbIMW cy6CcTpaTamy F/HOKOMeoreHesa ABNAKOTCA /aKTar,
NOCTYNAIOLWMIA N3 MBILLIEYHOW TKaHN 1 3PUTPOLIMTOB, FNIMKOTEHHbIE aMUHOKNC-
NOTbl W TNNLEPON.. B NoYkax, Hapsagy € NakTaToM v rnLeponom, cyberparamm
ABNAKOTCSA, rN1aBHBIM 06pa30M, aMUHOKUC/IOThI, 8 U3 aMUHOKUCNOT—T Ny TaMVH.

PaHee 66110 OTMEYEHO, YTO PAfL TKaHei, Takue, KaK 6e/ble BOMOKHA
CKeNeTHbIX MbILL, Fnagkas MyCKynatypa, >KenyAouYHO-KWLLEeYHbI TpakT,
ceTyaTka rnasa, Koxa v apuTpouuTbl, B HOPME 06eCrneunBatoTCs 3Hepruei B
NepByto 0Yepefb IMUKONUTUYECKUM NYTeM, NPOAYLMPYA NaKTaT.

B vHTeHCMBHO paboTaroLleli MblllLe, NpyU HefOCTaTO4HOM obecrneye-
HUWM KUCNOPOAOM, CKOPOCTb 06pa3oBaHMs mupyBaTa B X04e rnKonusa npe-
BOCXO/IT CKOPOCTb €ro OKWUC/IEHUA B LWKNE TPUKAPOOHOBBLIX KUCNOT U fibl-
XaTenbHol uenu. MocKonbKy fAbixaTe/lbHas Lenb TPaHCNopTa 31eKTPOHOB He
MOXeT obecneuntb pereHepupoBaHme NADJ T0O 3TOT npouecc OCyLLecTBs-
eT faKTatgerngporeHasa, BocCTaHaBnvMBas nupysaT B nakrat. OfHako npu
3Tom Habnopaetca npeobnagaHne NADH no oTHoweHnio K NADL
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NakTtat fBnseTcad TYNUKOM B MeTabonnsame U ero ganbHeillee npe-
BpalLeHNe CBA3aHO C OKWCNEeHMeM B nupysart. J1aktaT 1 NupyBaT 13 aKTUBHO
(hYHKLVOHUPYIOLWWel MbIlWLbl NOCTYNalT B KPOBb U KPOBbLIO MepeHocsATcs B
neyeHb. JlakTata nocTynaeT 3HauyMTeNbHO BO/bLUe, YeM NUPyBaTa B CBA3N C
BbiICOKMM OTHoweHveM NADH/NAD1 B WHTEHCMBHO COKpaLLaroLleiics
MbiwLe. B uuto3one neveHu, HaobopoT, HM3Koe oTHoweHNne NADH/NAD'
CMoCcoBCTBYeT OKUCNEHWIO NakTaTa B MMPYBaT W fanbHeliwemy 6GMOCHHTE3y
rNOKO3bl. V13 meyeHn rnioko3a nocTynaet B KPOBb W C KPOBLIO B MbILLILbI,
rfie CHOBa BKJTHOYAETCA B IMIMKO/N3.

B pesynbTaTe 3TOro neyeHb CHabXaeT r/IHOKO30/ CcoKpaljatoLimecs
MbILWLbI, KOTOPble Mony4arT ATP B pe3ynbTarte aHaspoBHOro rInKon3a,
T.e. MpeBpaLleHns rNoKo3bl B NaKTaT, a 3aTeM B MEYEHWN APOVICXOANT CUHTES
7IFOKO3bl U3 laKTaTa no MyTu KXKOHEeoreHesa. [IlOKOHeoreHe3 NHTEHCKBHO
MPOTEKaeT B BOCCTAHOBUTE/bHbIN Nepnog, KOrAa TKaHW CHabXatoTcs Kucho-
pogoM. Linknnyeckoe npespaLleHune roKo3bl B NaKTaT B MblLLaX, a fnakra-
Ta B rNIOKO3Y B MeyeHu HOCUT Ha3BaHue yukna Kopn.

Takum o6pasom, 06pa3oBaHMe NakTata B paboTalolieil MbiliLe Bpe-
MEHHO 3aMeHseT aspo6HbIA MeTabonM3M [/II0KO3bl M YaCTUYHO MepeKnagbl-
BaeT MeTaboIMUeCKyo Harpysky 13 mblul, Ha neyeHb. MpumepHo 85% nak-
TaTa npespaliaetcs B rnokosy, a 25% okucnserca go H20 n C02 obecne-
umBas aHepreTMYecKme 3aTpaTtbl GUOCUHTESA.

K

P
Mupysat o L pysBaT

B

b
NakTtar © JakTaTr
rMMKoNm3 FMMIOKOHEOINEHE3
B MbILWILLE B NMEYEHW

Puc. 9.2. Llukn Kopwu.
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B npouecce raMkonusa rnioKo3a NpespaliaeTcs B NMPyBaT, a npu ro-
KOHeoreHese, Ha060pOT, N3 NMMpyBaTa NPONCXOAUT 06Pa30BaHMe rHOKO3bI.

OfHako TNIOKOHeOreHe3 He npsamoe obpalyeHve rnkonunsa. 7o CBA-
3aHO C Tem, 4TO rekcokumasHas, hocthopyKTOKMHA3HAA U NUPyBaTKK-
HasHas peakuumn rMNKONN3a NPOTEKAKT C BbICOKAM U3MEHEHWEeM CBOGOLHOW
3HEpPruu, Nx paBHOBECUE CUIbHO CMELLEHO B CTOPOHY 06pa3oBaHMA KOHeu-
HbIX MPOAYKTOB ¥ OHW NPaKTUYeCKN HeobpaTuMbl. OCTalbHbIE peakLun rnu-
K0/M3a N1Ierko 06paTvMbl 1 NPy 6GMOCUHTE3E FNIOKO3bl OHU MOTYT UATU C y4a-
CTWeM TeX e (DepMeHTOB B MPOTWUBOMO/IOXKHOM Hanpas/eHUN.

O6x0[ rekcokuHasbl U (ochoPYKTOKMHA3bI OCYLLECTBNAIOT BbICO-
KocreuunguuHble ¢ocdoacTepasbl - [HOK030-6-ocharasa. U pPyKT0O30-
6uctocdarasa. O6xof NMpyBaTKMHA3HON peakuuy (NpeBpalLeHue Nupysarta
B (DOoCthoeHONNMPYBaT) B 3aBUCMMOCTW OT BMAA KINETOK MOXEeT OCYLUeCTB-
NATbCSA HECKOMbKUMU MYTAMU.

BknoyeHne mMeTabonuToB B TIHOKOHEOreHe3. MPOUCXOANUT Ha YpOBHE
nupyeaTa, okcanoaleTaTa v gUrnapokcualeToHgochaTa.

MpeBpalleHne nakTarta B r1OKO3Yy MPOTeKaeT B a9PO6HbIX YCNOBUAX U
HauyMHaeTCa C OKNCNEHWS nakKTarta B NMpy.ar:

COO0-
NAD4
—- n NADH+H + c=o0
Nakrar-
CH-j ferngporedasa CHs3
L-Nakrar Mupysar

B HekoTopbix 6aKTepusX NpespallieHue nupyBaTta B hocthoeHonnupy-
BaT KaTanunaupyeT hepMeHT hochoenomMnnupyBaTCUHTETaLL:

COOH COOH
C=0 ‘A TP —rmmmmemeeee C-0-P0O32 +ADP
| I
CH3 CH2
Mupysar docgoeHonnupysat

B KneTKax BbICLUMX PacCTEHUIA U XMBOTHbLIX 06pa3oBaHue (ochoeHoN-
nupyBeaTta 13 nupyBaTa NpPOTEKaeT B MUTOXOHAPUAX Yepe3 OKcanoaueTart
yyacTneM [ABYX (PepMeHTOB: nupyBaTkapbokunassl 1 ¢ochoeHonnmpysar-
Kap6oKCMKMMasbl. B faHHOM cfiyvae B pas/iMyHbIX KAeTKaxX BO3MOXHbl fBa
BapuaHTa. MNepBblii —3TO KOrAa 06a pepmMeHTa HaXoAATCH B MUTOXOHAPUSX.
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BTopoit - Korga nupyBaTkap6oKCcKMnasa HaxoauTca B MUTOXOHAPMAX, a (oc-
(hoeHonnupyBarkapboKCHKMHa3a - B LMTONIa3Me.

MuToxoHapuansHas MembpaHa Nerko npoHuuaema Ansa nupysata u
nupyBsaTtkapbokcunasa katanusmpyet ATP-3aBUCHMOe U GUOTUH3aBUCUMOE
Kap6oKCUNMpoBaHue NupysaTa ¢ 06pa3oBaHMeM OKcanoalerara:

2) COO' roo
| KJO, +ATP
cC— o0 | » ADP+Pi + C—0
I HwvpyBsaT-
CH3 Kap6oKcunasa qj.
FIOO
Mupysat Okcanoaverar

lnpyBaTkap6oKcunasa CoaepXUT YeTbIpe KatanmTuyeckune cybbeanHu-
Ubl, cofepXalime ocTaTKu OMOTWHaE, CBSI3aHHbIE MENTUAHLIMK CBA3SMU C
E-aMUMOKMCNOTHbIMKM OCTaTKaMW JI3UHA, HaXOAAWMUMUCA B aKTUBHbLIX LEH-
Tpax. BMOTUH B cocTaBe nupyBaTkap6okcmnnasbl PYHKLMOHUPYET Kak nepeHoc-
YUK aKTuBMposaHHOro COr- AueTtnn-CoA g9BSETCA NOMOXUTE/NbHbLIM aniocTe-
pUYeCKUM MOAYNATOPOM NupyBaTKapOokcunasbl. briotun ceasbiBaetca ¢ COr
TO/IbKO B NpUCYTCTBUM aueTun-CoA, cBA3aHHOro ¢ (PepMeHTOM, a 3arrem rpo-
MCXoANT KapboKcuMpoBaHue NUpysaTa c 06pa3oBaHMeM OKcanoaleTarta.

Ha cnepytoulem atane mog geiictevem tochoeHonnmnpyBaTKapbokcu-
KMHa3bl MPOUCXOANUT OLHOBPEMEHHOE feKapboKcunupoBaune okcanoaterara
1 (hocthopunuposaHue 3a cHeT GTP ¢ o6pa3oBaHveM docthoeHonnupysara-

3) COO' Coo"
| GTP I 2
9 ~ ° ®ocpoeHon,wP;sar-COP+P' + 9, °~P°3
CH? KapbOoKCUKMHa3a a |
Ccoo’
Okcanoauetar ®octoeHonnmpysar

Ha faHHoOR cTagnm npomcxoauT oTuwenneHne CO2, KOTOpbIA npucoe-
OVHWUACA K NMpYBaTy B MMPYyBaTKapbOoKCWUa3HON peakuun v peakuus gekap-
60KCMNNPOBaHNS ABNAETCA MYCKOBbIM MOMEHTOM (hoctopuamposaHus. bna-
rogaps AekapboKCUNMPOBaHWIO CTAHOBUTCS 3HEPreTUYeCKN BO3MOXHOW pe-
akuua octopunnpoBaHms. O6pasoBaBLLMiicA (HOCPOEHONNMPYBAT /Erko

AN YHOMPYET B LUTONNA3MY.
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Mo BTOpOMY BapuaHTy (ochoeHonnNUpyBaTKapboKCUKMHa3a 06Hapy-
XMBaeTca B uutonnasme. MembpaHa MUTOXOHAPWUIA HEMpOHWLaema 41 OK-
canoauertata. Mo3aTomy okcanoaueTaT mof AeiiCTBMEM MWUTOXOHLPWANbHON
ManaThernporeHasbl BOCCTaHaBAMBaeTca 40 manata. ManaT nerko npoxo-
[OUT Yepe3 MembpaHy B LMTONNa3My 1 NOJ AeliCTBMEM LMTONNa3MaTUYeCKOi
ManaTgernaporeHasbl OKMCsAeTCA 40 OKcanoaleTara.

Mpouecc TpaHcnopTa oOKcanoaterara:

B MUTOXOHAOPWUN:

Coo’ COO

CO +NADH+H* CH-OH 'NAD1

COO COO
Okcanoauerar Manar

B UMTOnnasme:

coo coo'
HO— CI— H +NAD -C-O  +NADH+H+
dn2 CH,
éoo' CO0
Manat OkcanoaueTtaT

OkcanoaueTar. Nog. AeincTenemM LuUTOnNa3MaTnyeckoin pocdoeHonnm-
pyBaT-Kapb6oKCUKMHa3bI MpeBpaLLiaeTcs B hochoeHoNNMpyBaTt.

MocnepytoLine peakuuy rlOKOHeoreHesa KaTanvmsnpyoT epMeHTbl,
4TO Y MPU FNKOAMN3e.

Mog  fgeiicTBMeM eHonMasbl hocthoeHONNMpyBaT MpeBpallaeTcs B
2-thochoranuepart:

4 CcpO' o)
N 120
— O POi - HC=— 0-PO,

EHonasa
i I
CH2 CH20H

PocdoeHonnmpysat 2-®ochornuuepar



2-dochornuuepar noasepraetca AeiicTBUIO hochornmuepomyTasbl ¢
obpasoBaHuem 3-thocornuuepara:

5) COOo* COO
H(l,— O-PO32 m ~ Hel— OH
dochornuuepo-
CH20H MYTasa CK20-P0O3"
2-docgornmuepar 3-dochoramuepar

O6pasoBaHue 1.3-6ucthocornuuepara NpoTekaeT Npu yyactuu gep-
MeHTa (hocornmuepaTkmHasbl 3a cHeT aHeprum ATP:

6) COO' COO-PO32
+ATP
H?--OH - A =m ADP | HC— OH
dochornmuepat-
CHr O-PO32 K™ 333 CH2-0-P032
3-®ochornunuepar ", 3-buctocpornuuepar

Ha cnegytowem atane ravuepanbgernghocdarierniporeHasa katanm-
3MpyeT peakuuto BoccTaHoBneHus 1,3-6uctochornnuepata 4o ravuepanb-
nernga-3-tpocara;

T
> coo~po¥ 9"-H
- OH + NADHj_H__ NAD++ |[c— OH
) Inuuepanbaerng- |
CH2-0-P032~" docdaraernaporeHasa CH2-0-PO3
1,3-buctocho- nuuepansgerng-
rnuuepar 3-thocdat

BbICOKOaKTMBHbIW hepMeHT TpuosogocthaTn3omepasa KaTanusmpyeT
peakuuMio M30MepHOro npespalleHns ranuepanvaerng-3-octara B gurna-
poKcuaLeToHpochar:

B /I
<pH HY ~°H
H>—oH mE c=0
j Tpwrosoocdar- |
CHr O-PO,2 n3omepasa CH2-0-P0O
Fnuucpansgerng-3-ocat [vrngpokcnaueToHpochar
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MpofyKTbl Tpro3odocdarn3omepasHoi peakuuu ravuepanbaerng-3-
thochat M gurngpokcuaLeToHpochar ABAAOTCH cybcTpaTtamy perpoasib-
[JONbHOW KOHAeHcauuu ¢ obpasoBaHneM (pykT030-1,6-6ucthoctara, KoTo-
pyto KaTanusupyet (ppykrosobuchocgar-anbgonasa:

9) CH2-0-POR Cli2-0-PO%~
0 0 <po
HZ—OH [-H DpyKTO30 T €
Ourngpoken-  H(L— oH i
6ucgocdar- H—C—
aueToHgocgaT amioncgsa C; OH
CH2-0-po32 H—C—OH
I nuuepanbaer na- I
3 ocgat CH2-0-p03
dpyKT030-1,6-
6ucdocdar

®octhohpyKTOKMHA3HAA peakLus ABNseTes HeobpaTumoli 1 B 06xog ee
nCnonb3yetTcs (epmMeHT QpyKTo30-6ucdocdarasa, Kotopas OCYLLECTBNAET
HeobpaTUMbIli TMApPonn3 ocdaTHo rpynnbly NEPBOro aToMa yriaepoga:

10) cH20-po¥

C=0
Ho—C—H  tHO .
PpyKT030-
H Ci OH.“6ucthocearasa CH20H
H—C—O0H OH H
(‘!HZ—O- P032- Ppyk! 030-6-hocar

®pykKT030-1,6-6Mcthoctar

®pyKT030-6KCthochaTaza COCTOUT U3 YeTbIPeX CyObeANHUL, 1 NpeLCcTaB-
nseT coboil perynaTopHblii hepMeHT. AKTMBHOCTbL (PPYKTO30-6rcoctaTasbl
CUIbHO NOAABMsSETCA OTpULUaTeNbHbIM MOAYNATOpoM —AMP, depMeHT xe
Han6o/ee aKTVBEH NP BbICOKOM 3HEPreTUYECKOM 3apsje KIeTKu.

Ha cnegytouiem atane pyKT030-6-thocdat npeBpaLLaeTcs B r/IHOK030-
6-thochat nog AelicTBueM roko3ogochaTn3omepasbl, epMeHTa, Katanm-
3MpyloLLEero 06paTyMyto peakuuio 1 NPUHUMALOLLEr0 y4acThe Kak B [/II0KO-
HeoreHese, Tak 1 B rAnkonuse. Inoko30-6-gocdat, obpasyrowmiics B npo-
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Liecce FNIIOKOHeoreHe3a B 60/bLIMHCTBE KNETOK MOXET UCMO0/b30BaThCs Pas-
NINYHBIMU NYTAMU, HanNpUMep, Kak NPeALlecTBEHHUK AWcaxapuioB W Mosu-
caxapufos.

} CH2-0-PO3
4) CH20-POZ

OH n -0 H

OH / H \

nokovoocgat- \A 011 Hy

n3omepara

H CH20H ]10) f on

Ol H H OH
PpyKT030-6-hocthar [Fnoko30-6-docdar

B kneTkax neyeHu, NOYEK M KWLLEYHOFO 3MUTENNA NMO3BOHOUHbIX 06-
pasyeTcs cB060AHas rN110K03a B pesy/bTare 4eochopnanpoBaHns riKo30-
6-hocthaTa. Peakumio KatanmsmpyeT hepMeHT FAOK030-6-octhaTasa:

I Il0K030-6-hochaTasa CBA3aAHA C IHLOMNA3MATUUECKUM PETUKYNY-
MOM W [eiicTByeT Ha T/IOK030-6-ocdar, NOKann3oBaHHbI B LMUTO30/e.
' NI0K030-6-(hocdhaTasy NeyeHn cymMTaroT MEMOPAHHLIM (DEPMEHTOM, NOKa-
NU30BaHHbIM  BHYTPWU TNAafKoro 3HAONNa3MATUYECKOTO PETUKYNyMa.
TpaHcnopT rnKo30-6-ocdata B 3IHLOMNA3MATUYECKUIA PETUKYNYM U
BO3BpaT 06pa3oBaBLUeiCs rNIOKO3bl B LMTONNA3MYy OCYLLECTBAIOT Chewyu-
(hmueckme nepeHocUnkn. M3 umTonnasmbl FIKOKO3a NOCTYNaeT B KPOBb U
pasHOCUTCA MO PasfIMYHbIM OpraHam v TKaHaM. 3Ty PYHKLWIO BbIMOMHAET,
rnaBHbIM 06pasoM, neyeHb.
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nokoao-6-(ociit In0Ko30-6-thocthat

— Fnoko3ooctaTuomepara j—

P pyKT030-6-hocar
Py toctp ®pykTOs0-6-hoctat

N OATP » Pi
docthodpykTo-\
kuHaza 1 \yMozobuctocdar 3
ADP H2

®pyKT030-1,6- Achocdar ®pykTo3e-1,6-6uchochar

Tpwuo3sotocear-
130MepasH 1
-thocchar
— NAD*4Pi
Fnmuepansaernghochargernapereqasa
mNADH+H* LiepanbAernapochaTaernap
1,3-6uedpocnriunepar 1,3-6ucteedornmuepat
IS- ADP__ ®ocornuuepaTKiuHasa " NAD++Pi
- ATP NADHHI+
*a-docornnuepar 3-doZ;dhotuucpar
docheranuepomyTasa
2-dochornuuepar 2-dochornuuepar
- YEHonasa}-
HD N | H,0-
®octhoeHonnupysar
dochceHon-
ADP ‘L
rr " GDP+Pi *A\T nupysar-
J G 1P Y\ KapbokcukmHasa
ATM Okcanoaterat
ADP+Pi 4 Mupysatkap-1
MupyBar -4 aTp+co2 J]16okcunasa J
j NakTtatgcrugporcHasa  j— Mupysar
*NADHHH
Nakrtat nadf
HZ> - o6 mne hepMeHTbl TMKONN3A U TNIOKOHEOreHe3a
( ) - (hepMeHTbl He06PaTUMbIX 3TanoB rANKONMU3a

—hepMeHTbl 06X0AHbIX NyTell HEOGPaTUMbIX peakLmnii rankonusa

Puc. 9.3. Cxema rnmkonusa v r/iarnKoHeoreHesa.
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B neyeHn yenoseka MOXeT CUHTe3MpoBaTbCA A0 250 I r1oKo3bl B Cy-
TKW. Bknag, noyek B GUMOCWMHTE3 FNHOKO3bI, M3-3a HEGOMBLINX pa3mMepos, CO-
cTaBfifeT npumepHo 10% nO cpaBHEHMID C NeuyeHblo. C He3HaunTeNbHOM
CKOPOCTbIO FNIOKOHEOTreHe3 NpoTeKaeT B MO3rY, B CEPAEYHON W CKeNneTHOW
MbILILAX, YTO MOXET UrpaTb pofib B 06eCreyeHnn 3TUX OpraHoB r/10K030/ B
KPUTUYECKME MOMEHTbI. B MO3ry # MblWwLax OTCYTCTBYET [/1H0K030-6-
thochatasza, NOITOMY [/IHOK0O30-6-(hochaT He MOXET BbIXOAWUTb U3 K/IETOK
3TWX TKaHeli B BUje CBOOGOAHON IIHOKO3bl, 8 METa60NN3NPYETCS:

CymmapHo: 2 MupysaTt + 4 ATP + 2GTP + 2 NADH + H 1+ 2H2 =
=Tnwoko3a + 4 ADP + 2 GDP + 6 Pi + 2 INAI)

Ha cuHTe3s rnoKos3bl M3 NupyBaTa 3aTpaunmBaeTCs LeCTb Makpoapruye-
ckmx hocatHbIx cBazeil n 2 NADH B KayeCTBe BOCCTaHOBUTENA. JHepre-
TUYECKUA GanaHc rankonmsa coctasnseT 2 ATP. [Ins npeBpalleHns rnMKo-
Nn3a B INIOKOHeoreHe3 TpebyoTca YeTbipe GOoNoAHUTENbHbIE MaKpoapruye-
ckue ocaTtHble cBA3N. A3POOHOE OKUCNEHME [/TIOKO3bl B HECKONbKO pa3
MepeKpbIBaET JHEPreTUYECKMe 3aTpaTbl-Ha €€ CUHTE3 B IMIIOKOHeoreHese, no-
3TOMy NpeBpaLleHne nupysaTta (NakTaTa) B rMHOKO3Y ABAETCA TepMOAUHa-
MWYECKY BbIFOHBIM.

["IOKOHeOreHe3 1 IIMKO/N3 ABMIAKOTCA B3aVMOCBA3aHHLIMU U CTPOro
KOOPAMHMpPYeMbIMK MpoLieccaMmn mMeTabonuama. Perynaums ocyLlecTBnseTcs
Takmm 06pa3oM, YTO KOrAa akTUBHOCTb OAHOrO M3 MyTei NoBbILLAeTCA, TO Me-
TabomyecKas akTUBHOCTb APYroro nyTu MOHWXKAETCA, T.e. MeXay 3TUMmn ny-
TAMU CyLLeCTBYeT 06paTHad 3aBMCUMOCTb. bnarogaps perynaummn oTaeNbHbIX
(hepPMEHTOB KaXk0ro npouecca akTMBHOCTb 3TUX [IBYX NPOTUBOMONOXHbLIX Me-
TaboMyecKnX NyTeid HUKOTAa He [OCTUraeT BbICOKOTO YPOBHS O4HOBPEMEHHO.

Tak, HarpumMep, AMP fBNseTCA NOMOXUTENbHLIM MOAYNATOPOM (hoc-
(hO(hPYKTOKMHA3I M OTpULaTe/IbHBIM — pYyKTO30-6UcthocdaTasbl. Lintpar oka-
3bIBaeT Ha 9TV (hepMeHTbI NPOTMBOMONIOXHOE felACTBYE, aKTUBMPYS (PYKTO30-
6uctocdarasy m nHrmbrnpys gochopykToknHasy. CnegosartenbHo, gocdod-
PYKTOKUHa3Has peakums, TMMUTUPYIOLLAA CKOPOCTb TMKO/N3a, akTUBMpYyeTCs
MPU HW3KOM 3HEPreTUYECKOM 3apsde KeTKu. HanpoTuB, BbICOKWIA aHepretu-
YECKUIA 3apsL, KNETKM 1 U36bITOK MeTaboNMNTOB LKA TPMKap6bOHOBbIX KNCIOT
CTUMYNUPYIOT PPYKTO30-6McdocdaTasy 1 rMIOKOHEOreHes.

ADP uHrmnéupyet, a auetun-CoA akTuBupyeT nupyBaTkapboKcunasy,
Torga kak ATP uHrnbupyet, a ppykTo30-1,6-6uctocdar crumynmpyet nu-
pyBaTKuHa3y. B perynauuu rioKoHeoreHesa NnpuHUMAalOT y4acThe rOPMOHbI.
KopTun3on, rnoKoroH n agpeHanvH CTUMYNUPYKN T/IIOKOHEOreHes, a MHCY-
NH OKa3blBaeT NPOTMBOMNOMOXKHOE AeCTBYE.
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BuocnHTes rnmkoreHa (rnmkoreHes). MMUKOreH XXMBOTHbIX ABMSETCA
rOMOMOSIMMEPOM FNHOKO3bl, B KOTOPOM OCTATKM T/IIOKO3bl B OCHOBHbIX MOMW-
rNIMKO3WAHBIX Lensax coefuHeHbl a(l -*4)-rnuko3ngHbIMK CBA3SAMU, a B TOUKaX
BeTBMeHUss —a(1->6)-rnnKo3nHboiMu cBa3aMu. CTereHb BETBEHUA Y [/IMKO-
reHa 3Ha4MTenbHO Bblllie MO CPaBHEWO C aMUIONEKTUHOM. TOYKM BETBMIEHNA
y TAuKoreHa pacroniaralotcs 4epe3 8-10 ocTaTkos rntokosbl. Mornekyna
npeAcTaB/ieHa BETBUCTOI APEBOBUAHON CTPYKTYPOiA, cogepxauleid ot 2000 go
50000 ocTaTKOB F/1HOKO3bl, B KOTOPOW WMMEETCA TOMbKO OAUH BOCCTaHaB/M-
BalOLLUIi KOHeL,. Bbicokas CTeneHb BETB/EHWS TNIMKOTEHA NTPaeT BaXKHYO Me-
Tabonmnyeckyto (yHKLMI0, 0becrneunBas BbICOKYIO CKOPOCTb ero-6nocnHTesa
W pacLLensieHuns.

'nuKoreH aBnseTca Hambonee BaXKHbIM [ONTOCPOYHbIM SHEPTETUYECKUM
pe3epsoM 1 NpeACTaBsET Nerko Mobuansyemyto opmy raKo3bl, JOCTYNHYIO
[N19 UCNONb30BaHNA OPraHNM3MOM B MHTEpBaax Mexay npueMamu nuim u Bo
BPEMS BbICOKVX (IM3MYeCKUX Harpy3ok. CofepxkaHue aHeprum B opraHmusme Ye-
NnoBeKa CO cpefHeil maccoil 70 Kr B BuAe F/MKOreHa.coctaenseT 2500-
6700 K[, TOrga Kak B r/110K03€ XWAKOCTEN Tena ToNbKo 0kono 170 KX.

B opraHusme rnnKoreH JenoHUpyeTcsa rnasHbIM 06pasaM B NeyeHn u
MbllLaX. Y 60/bWNHCTBA BULOB XXMBOTHLIX COAEPXAaHWE T/IMKOreHa B ne-
YeHUW cocTaB/ifgeT 0KoMo 5%, a B Mbiwuax 0Kono. 1,5%. Y XBayHbIX XXWUBOT-
HbIX KOHLEHTpauus rnvKoreHa B neyeHn He nmpeBblluaeT 3%. Y nabopaTop-
HbIX >XUBOTHbIX, COAEPXALLNXCSH Ha YrNeBOAHON AueTe, ero cofepXxaHue B
neyeHn Moxet focTudb 10%. XOTA KOHLEHTpauua rnmnKoreHa B nevyeHu Bbl-
LLe, YeM B MbILLLLAX, HO B LIE/IOM €0 3anachbl B CKENETHbIX MbILWLAX, C y4ETOM
nx 60NbLUEA Macchl, NPeBbILIAOT 3anackl FMKOreHa B neyeHn. B opraHusme
yenoseka Umeetcs BCero okono 350 .r ramkoreHa, u3 kotoporo 250 r Haxo-
anTca B mMblwyax u 100 r B.meveHn.

[nuKoreH OTKNafblBaeTCH B LMTO301e B (hOPMe rpaHyn guaMeTpom
10-40 Hm. Takve KonebaHus B pasmepax rpaHy/ CBA3aHbl C HEOLUHAKOBbLIM
pasmepoM MOMEKY/ FUKOreHa. paHy/bl Hapsady C FIMKOTeHOM Cofepxar
(hePMEeHTBI, KaTann3npyoLLe ero 6MOCUHTES 1 pacLLenieHue.

BUOCKHTE3 FIMKOTEHa MOXET HaYMHATLCA C FHOKO3bl UM TNKXK030-6-
thocchata. IOKO3a MOXET NOCTynaTb M3 KMLWeYHKKa B (base pesopbuum (3a
CYeT MepeBapuBaHna NuLLM) UM o6pa3oBaBLLAACA B NPOLIECCe TNIOKOHeore-
He3a: BcacbiBaHue rnoKo3bl, GUOCUHTE3 FIMKOTeHa 1 ero AenoHpoBaHune B
KNneTkax TKaHeil ABNAOTCA B3aMMO3aBMCHMMbIMK Npoleccamu. Ha nytu npe-
BpaLLEeHWA FI0KO3bl B IIMKOreH CYLLEeCTBYET HeobpaTMasn peakLus:

rMNKOreH —> rnoKo3o-1-hocgar

MoaToMy rnioKo3a MpeBpaLlaeTcsa B IMMKOreH MpW yyacTum Tpex [o-
NONMHUTENbHBIX (hepMeHToB: UDP-rnoko3o-nupodocdopunasbl, rIMKOreH-
CUHTa3bl 1 1,4-*1,6-TpaHCrNNKo3naasbl (BETBALWMIA (hepmeHT). BkatoueHue
OCTaTKOB [/1I0KO3bl B NMOMUMEP (I/INKOTeH) ABNAETCA 3HA03PTMYECKUM Npo-
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LieccoMm. AKTUBMPOBaHWE TNHOKO3bl NPOTEKaeT B TpW 3Tana ¢ 06pasoBaHuEM
UDP-rnt0K03bl - aKTUBMPOBaHHOM (DOPMbI F/IHOKO3bI.

MepBbIM 3TANOM r/IMKOreHe3a ABnseTca HocHopuInpoBaHue roKo3bl
3a cyeT ATP. Peakumnio KaTanusvpyroT PepMeHTbl FeKCOKMHa3a 1 rIoKOKu-
Hasa. [Mpy BbICOKON KOHLEHTpauuW FOKO3bl B MEpWof nepeBapuBaHus u
BCaCblBaHWA YrNeBof0B Hanbosnee BaXKHYK PO/b BbINOMHAET [IOKOKNHA3a,
KOTOpas cnoco6CTBYeT ObICTPOV MOOUIN3ALMM TTHOKO3bI.

Ha BTOpom 3Tane 06pa3oBaBLUMIiCA THOK030-6-ocdart B pesynbraTe
(hochopnnnpoBaHMa rNIOKO3bl MU B MPOLIECCe FNIOKOHeOoreHesa nog fencT-
BMeM (DocdornoKoMyTasbl NPeBpaLLaeTcs B roKo30-1-tochar.

' noko3o-1-thocat BcTynaet Bo B3ammogelictene UTP ¢ o6pa3oBaHu-
em ypuaunHgugocdatriokossl (UDP-rniokosbl). Peakumio Katanusupyet
UDP-rntoko3o-nupocgoctoprnasa. Peakums nerko obpatMma, HO BTOpOiA
NPOAYKT peakuun  nupodocgat, obpasosasuniica n3 UTP, nogsepraercs
[eliCTBMIO HeopraHuyeckoi nupodocdarassl Y rMApPON3YeTCs B HEOPraHu-
yeckuii optTodoctart. HeobpaTumeblit rugponus. nupodocdara sBaseTca nyc-
KOBbIM MeXaHn3mMoMm 6uocuHTesa UDP-rnoko3sbl. UDP-rnatokosa npefcras-
nseT cob0i aKTUBMPOBaHHYIO TPAHCMOPTHYH (OpMY roKo3bl. OHa BbINOA-
HAET PYHKLMIO JOHOPA FMIOKO3W/IbHBIX OCTATKOB B GMOCUHTE3E [NIMKOreHa.

Ha cnepgytoLem atane (hepMeHT INMMKOFEHCUHTA3a KaTannsupyeT nepeHoc
TIOKO3UIbHOTO ocTaTka 0T UDP-INi0K03bl K pacTyLUeid Lenu Ha rmgpoKcusib-
HYI0 Fpynny y 4-ro atoma yriepofa HepeLyLmpyroLLero KoHua rImKoreHa, 06-
pasys a(1~*4)-inmkosugHyto €BsA3b. B aToii peakumm anoHraumm UDP B
UDP-rntoKo3e 3aMeLLiaeTcsi KOHLEBOW HesocCTaHaBNMBAtOLEN rMapOKCUAbHOM
rpynnoii pacTyLueid Monekyfbl rankoreHa. Ans 6GUocMHTesa ramkoreHa Heobxo-
Avma 3aTpaska - a(1l-*4)-nofnTIOKO3NAHAaA Lenb, CoAepXKallas He MeHee Ye-
TbIPEX OCTATKOB F/OKO3bl. OfHAKO INIMKOreHCKUHTa3a 6osee akTUBHA Mpu uc-
MoMb30BaHU 3aTPaBOK C 60/1ee A/IMHHOW iFONNTIIOKO3MAHON Lienbio.

B TKaHAX BbICWIMNX XWBOTHbIX MMTMKOreHCUHTa3a NposiBNsAeT Hanbonee
BbICOKYIO aKTWBHOCTb, KOrfa [OHOPOM [IOKO3WUNbHBLIX TPYynn ABAsAeTcA
UDP-rnoke3sa. AKTUBHOCTb (bepMeHTa nagaet o 50% npu “cnonb308aHUmn
UDP-rntoK03bl, B TO BPEMA KaK Y HU3LIWUX OPraHU3MOB NPeAnoYTUTE/IbHbIM
cybcTpaTom f/15 rMMKOreHcuHTasbl cny>kut UDP-rntokosa.

B Toukax BeTBNneHus xapaktepHa a(l-*6)-rnMko3ufHas cBa3b, KOTO-
pasi.06ecneynBaeT BETBMCTOE CTPOEHME MOMEKY bl FAnKoreHa. C 3Toi Lenbto
MMeeTca cneunanbHblil lepMeHT BeTBneHWs - 1,4-*1,6-TpaHCrAMKo3ngasa,
obnagatoLmnii BbICOKOM cneunuyHocTblo. Korga pactyuias uenb 4OCTUraeT
6onee 11 rnOKO3HbIX OCTATKOB, (hepMeHT 1,4-4 ,6-TpaHCrnnkKo3ngasa kara-
NN3NPYeT NepeHoc KOHLEBOro onurocaxapupa, CoCTOALWEro U3 7—8 roKos-
HbrX OCTaTKOB Ha FMAPOKCWAbHYIO rpynny y 6-ro atoma yrnepoga Toi e
WAW 4pyroi uenu Monekysbl FAnKoreHa 61mxe K BHYTPEHHER yacTu mone-
Kynbl ¢ o6pasoBaHuneM a( 1-*6)-rnnko3mgHoli CBA3WM B TOUKe BETBMEHWA. 3a-
TEM CHOBa BK/HOYaETCA MIMKOreHCUHTA3a M MPoL,ecc nosTopseTcs.
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PereHepauma UTP npoucxoguT B pesynbTate (ochopunimpoBaHus 3a
cueT ATP. Peakuuio KaTanusmpyeT HyK1eo3BA-AudochoKmnHasa:
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UDP+ ATP - UTP + ADP.

HoBas Touka BeTB/IEHMA 00bIYHO OTAaNeHa OT Npeablaylleil He MeHee
YeM Ha YeTblpe oCTaTKa rMoKo3bl. BeTBneHWe rMKoreHa noBbILWAET ero pac-
TBOPMMOCTb U CKOPOCTb BMOCUHTE3A U PaCLLEnIEHNS.

NKOreH ABNAeTCA BbICOKO3M(EKTMBHON (HOPMOIA 3amacaHus FIKOKO3bI.
dochopunmposBaHre MONeKYbI FIHOKO3bl M 06pa3oBaHmMe rMKO3WUAHONW CBA3N B
MOfIeKy e rankoreHa Tpebyet 3atpat 2 ATP. A3po6Hoe OKucieHne 9 Monekyn
rNoKo30- 1-hochata 1 OAHOWM MONMEKy bl FOKO3bl faeT okofo 370 ATP, a Ha
BK/tOYeHne 10 MOnekyn rtOKO3bl B MOJSIEKYNY [/IMKOFEHa 3aTpavmsaeTcs
20 ATP. 3ddeKTUBHOCTbL 3anacaHna rMMKOreHa cocTasseT 0Kono 95%.

Perynaumm 6uocmHTe3a U pacliensieHun [IMKOreHa. buocuHTes u
MOBMIM3aLMA TIMKOTeHa MPOTEKAOT MO Pa3nuyHbIM NyTaMm. PasgeneHue
3TWX MPOLECCOB B K/eTKe obecrneumBaeT MX CTPOryk. perynsuuo u rub-
KOCTb, KaK B 3HEpPreTUYeCKOM, TaK U B PeryaatopHoM nnaHe. Metabonuye-
CKasf aKTMBHOCTb OMOCMHTE3a U pacLLensieHne rnkoreHa UMET 06paTHyHo
3aBUCMMOCTb.

B perynauum 6uocuHTE3a rMUKOreHa rMaBHY0 Pob UrpaeT epMeHT
rNMKOreHCMHTasa, a B paclyenneHnn —pocdopunasa. Mpu BbICOKON aKTWB-
HOCTW T/INKOTEHCWMHTAa3bl OKa3blBAeTCA MPaKTUYECKN MHIMO6MPOBaHHOW oc-
thopunasa, 1 Hao60poT.

MeTabonn3m raMKoreHa HaxoAuTes noj ropMoHasbHO-MeTabonu-
YECKMM KOHTPOJIEM, Te K/oUeBas posib NPUHALIEXUT rOpMOHaM UHCYNNHY,
rNOKaroHy, agpeHannHy uHopagpeHanuHy.

WHCYyNnuH —TOpMOH 6€1KOBOW Npupofbl, CEKPeTUpYeMblid P-kneTkamu
NOJKeNyA04HOW Xenesbl, [AoKaroH ABNsSeTcA MOAUNENTUAHBLIM FOPMOHOM,
CeKpeTMpYyeMbIil a<KneTkamy MompkenyAoqHON >kenesbl. OCHOBHON oOpraH-
MULLEHb FNlOKaroHa - neyeHb. KatexonamuHbl afpeHanuH v HopaapeHasnuH
CEeKPeTUPYHOTCA MO3rOBbIM CNOEM HAfMOYEYHWKOB M OKOHYAHUAMWU CUMMa-
TWYECKUX HEpPBOB.

VIHCYNMH TOBBILAET CKOPOCTb CUHTE3a U UHTMOMPYeT pacLuensieHmne
rAMKOreHa B NeyeHu v Mbiwyax. ekt AelACTBUA HOKaroHa, agpeHanu-
Ha W HOpajpeHasVHa ABNAOTCA MPOTUBOMOMNOXKHBLIMU 3NDEKTY WHCYNUHA,
OHUW CTUMYNUPYIOT MOBGUANU3ALMIO TIMKOTEHa.

[JeiicTBue rnoKaroHa W agpeHainHa ONocpefyeTcs LUKANYeCKUM
AMP (cAMP). OTkpbITe CAMP 3pnom CasepnsHAOM CbIrpasio UCKNKUN-
Te/IbHYI0 PO/ib B PACLUN(POBKE PETYNATOPHLIX MEXaHU3MOB MeTabonn3ma.

[NoKaroH v agpeHannH CBA3bIBAKOTCA C peLenTopamu Ha LuTonnas-
MaTUYeCcKnx membpaHax v akTUBMPYIOT (DEPMEHT L eHUNaTumnKnasy. ALeHu-
naTumknasa kKatanusmpyet obpasosaHue cAMP n3 ATP. ToBbllIeHE KOH-
LeHTpaumn cAMP B K/IETKE COMPOBOXAAETCA an/ioCTEPUYECKUM aKTUBUPO-
BaHWEM MPOTENHKUHA3bI.
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CAMP-3aBMCHMMas NPOTeNHKMHAa3a (Gocopunmnpyet KnHasy rImKoreH-
CUHTa3bl ¥ thocopunassl, YTO EXUT B OCHOBE KOOPAMHALMKN B BUOCKMHTE3E
1 Mobunusaumn rnvkoreHa. KnHasa katanmsmpyeT ocqopuimpoBaHue aTnux
thepmeHTOB. B pesynbTaTe (hocopunnpoBaHMs akTUBHAsA FAMIOreHCUHTasa,
(hopma a npeBspaLlaeTcs B HEaKTUBHYK (opmy b. dochopunmpoBaHme xe
HeakTMBHOI hocthopunasbl hopmbl b conpoBoXaaeTcs ee nNpeBpaLleHVeM B
aKTUBHYIO (hopmy a.

3MeHeHUe akTUBHOCTU POCHOPUNINPOBAHHBIX (POPM (DEPMEHTOB MO-
XeT ObITb OCYLLECTBAEHO MyTeM AethocdopunupoBaHus NOA AeicTBMEM
thoctaTasbl. [AedochopunnpoBaHne HeaKTUBHOW TMKOreHCUHTasbl b npe-
BpallaeT B akTUBHYO (popMy a. AKTMBHas hopmMa poctopumnasbl a B. NpoLec-
ce geocthopunnpoBaHns NepexoiuT B HeakTUBHYO hopMmy b. Takvum 06pa-
30M, hochopunmpoBaHune 1 fedocopuImpoBaHe 0KasbiBaOT NPOTMBOMO-
NOXHO HanpasfieHHOE AeliCTBME Ha aKTUBHOCTb IMKOTEHCUHTA3bl U [/IMKO-
reHgocgopunasbl.

10. METABON3M NN AOB

MeTa6011M3M MNNA0B O4eHb BaXHbIA MPOLLECC AN BbICLUMX PaCTEHWUIA
N OXKUBOTHbIX, KOTOPble CMOCO6HbLI 3amacaTb 3HauMTeSlbHble KO/MYecTBa
TPUALUATANLEPONOB (HEATPaNbHbIX XXMPOB) B KaUeCTBE JHEPreTUYECKNX pe-
3epPBOB. Y XMBOTHbIX, HAXOAAWMXCSA B COCTOSAHMM NOKOS, MONOBMHA HEO6XO-
[LMMOI 3HEPTUM NOCTaBASETCA 3@ CUET OKMCMEHUS XUPHBbIX KUCNOT, COCTaB-
HOW YacTu NUMNMAOB.

B opraHu3me 4yenoBeka:mMaccoii B 70 Kr aHepreTnyeckmne pecypcbl B HOp-
Me NpubAn3nTeNbHO cocTaBnstoT 565200 k[k B BuAe TpraLMnrinLeposos,
105000 k[ B BBAE Mobunuayemoro 6enka, 2500-6700 K[ B BUAE rNmMKoreHa
n 170 k[ B BUAe FNHOKO3bl. Ha (uaymnranueposnsl u3 obuieii maccbl Tena
npuxoamTca 11 Kr. OKBMBASIEHTHasA 3aMeHa Mo 3HEPruM Xupa Ha rIUKoreH
yBenmumna 6bl 00LLYH0 Maccy Tena Ha 55 kr. CyTouHas noTpe6HOCTb 3Heprum
coctasnfet oT 6700 K[>k B cocToaHUM nokos Ao 25000 KX B 3aBUCUMOCTM OT
CTeneHW akTMBHOCTU. CrefoBaTeNbHO, SHEPreTMYecKoro 3anaca [0CTaTo4HO
LN obecreyeHns NoTpe6GHOCTE opraHn3Ma npu rofogaHny B TedeHne 30 -
90 cyTOK. 3anac yrneBo0B UCTOLLAETCA 3a MEPBble CYTKU.

XKMBOTHbIE MHOTUX Pa3INYHbIX (DUNOFEHETUYECKNX YPOBHEN (0neHU
Kapunby, aHTapKTUYeCKMe W apKTUYECKME KWTbl) HaKanjuBalT XUp nNepes
LAVTENbHBIMY MUTPaLMAMU, a BO BPEMSt MUTPaLNiA OKUCASAOT ero. Y XUBOT-
HbIX, Mpe6blBalOWMX B CNAYKE, rOMOAAIOLUNX XMUBOTHLIX U Y MEepeneTHbIX
NTUL, XXMP ABNSAETCA NPaKTUYECKU €4UHCTBEHHbIM UCTOYHUKOM 3HEPTUN.

BbICOKOW CMOCOBHOCTbIO B MCMOMb30BaHUM NUMUAOB MblLILLAMW 06-
nagatoT MTULbI, XOPOLLO afanTUPOBaHHbIE K BLICTPOMY U ANUTENLHOMY MO-
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neTy. HekoTopble HebONbLUME NTUYKK AenatoT nepenetbl ¢ HOBON AHIMK B
BecT-MHanto, nponetas Hag Bogoi 6e3 octaHoBKM 2400 KM CO CKOPOCTbIO
40 KM/4 Ha npoTsxkeHUn 60 4. 3010TUCTaA pPXKaHKa fenaet nepenetbl ¢ Ane-
YTCKUX OCTPOBOB Ha l"aBalickue paccTosiHeM okosio 4000 KM Haj OKeaHOM
6e3 KOPMEXKN B MyTW. YTKW MOTYT MHOIO 4acoB NOAPAL NeTeTb CO CKOpO-
CTbto 0KONO 70 KM/4. HeobbluaitHO BbiCOKast paboTOCMOCOBHOCTL neTaTe lb-
HOW MyCKynaTypbl Hab/1I04aeTCA Y KPOLLEYHOro KoMbpK, Kpblibi KOTOPOro
fenatoT 80-100 B3MaxoB B CeKyH/y, OH COoBepLUaeT nepenetbl.yepes Mekcu-
KaHcKwuit 3anuB - 60nee 800 KM 6e30CTaHOBOYHONO NONeTa.

MepeneTHble NTULBI NEPes BbINETOM CTAHOBATCA TYYHbIMU. OTNOXEHWE
Xvpa npourcxofm! B OrPOMHbLIX KOMM4ecTBax, focturas 50% obuiero seca Te-
na. Y KpacH03060ro Konnoépu 3a CyTKW 0TK nafblBaetcs okono 0,15 rxupa Ha 1
I Macchbl Tena. Y 4enoBeka cO CpedHeli Maccoii 70 Kr 3T0. COOTBETCTBOBA/O Obl
yBeNMYeHno Macchbl Ha 10,5 Kr B CYTKU. Y MepeneTHbIX NTUL, XUp AenoHUpy-
€TCA NOJ, KOXel, B OPIOLLHOI NONOCTM, B MbILLLAX U B.MEYEHN.

MpuBedeHHble fJaHHbIE YKa3bIBAKOT, YTO XUP ABNAETCA BbICOKOIMdEK-
TUBHbLIM 3aMacHbIM WCTOYHWKOM 3Hepruu. Biokupax 3anacaetca B 6 pa3s
60/bLLEe 3HEPrUK, YeM B FNIMKOTEHE, TaK Kak OHW He COAepXXaT BOAbl U yrne-
pog HaxoguTcs B 60nee BOCCTaHOBNEHHOM COCTOSIHUN.

XKup ABAgeTCA XOPOLUMM UCTOUYHUKOM He TONbKO 3Hepruu, HO U me-
Tabonuyeckoin Bogbl. Mpn okucneHnn 1 okupa noTpebnserca 2,019 n ku-
cnopofa, ocsoboxaaerca 38 K[k 3Heprun v obpasyetca 1,071 r Bogsl, a
npu okucneHnn 1r yrneBofoB notpe6nsetca 0,828 n kucnopoga, 0cBO6OX-
paetca 17 k> sHeprum n obpasyetca 0,556 r Boabl. Obutarenu nycrbiHb
CMOCO6HbI BbDKMBaTb CPaBHWUTENLHO LONTOe BPeMS 3a CHET IHLOreHHON BO-
Abl 6e3 noTpebneHns sk30reHHOI BoAbl. Bepbntog 3anacaeT B CBOEM ropby
3HaUMTeNbHbIe KONMYECTBA XMpa U XOTA OKWUCNEHME 3TOr0 Xupa He MOXeT
MONHOCTbIO 06ecneynTb OpraHM3M BOLON, HO faeT 60/bluUe LIAHCOB Ha Bbl-
XXUBaHWe B YCMI0BUAX MYCTbIHW, YEM NPU OKUCIEHWUWN YTIEBOL0B.

MepeBapuBaHve NMMNUAOB. JIUNUAbI NULWKN B XKENYL0YHO-KALLEYHOM
TpakTe MOABEeprarTca rMaponusy noj Bo3aencTsmeM epmMeHTOB vnas, oT-
HOCALWUXCA K Knaccy rugponas, nojknaccy actepas v Nogrnopknaccy Kap-
6okcmacTepas. Moka HeT eAMHOr0 MHEHUA B OTHOLLEHUW NOKanu3auum nu-
nas. IMeloTca ykasaHusa Ha Hasmuume imnasbl B C/IOHE, B XKENYJ04HOM COKe
HOBOPOXJEHHbIX U MOJIOKE, KOTOPbIE MOTYT MPOABASATL CBOE AeliCTBME B XKe-
NyAKe, pacLennss XX1p MOoKa, KOTOPbIA HaXOAWUTCA B BUAE 3MY/IbCUN.

OCHOBHOW rMApoONM3 NUNUA0B MPOMCXOAMT B ABEHaALaTUNEepCTHON
KWULLIKe, Kyfa rnocTynaeT fMnasa c MuLLEBApUTE/IbHbIM COKOM MOXeNynou-
HOW >Xenesbl U XXeNuHble KUCNOTbI C XKeNYblO.
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B unTONNa3me KAeTOK neYeHn MPOMCXOAMT CUHTE3 XO/IEBOI U XeHose-
30KCMXO/NEBO KMCNOT U 06pa30BaHWe WX KOHLIOTaTOB C aMUHOKMCI0TamMu
rMAUMHOM 1 TayprHom. O6pasoBaHue 3TWX COeAVMHEHMWi A NMPOXOAMT B fBa
3Tana: Ha nepBoM 06pa3sytoTcsi- COAS-3hUpbl XENUHbIX KUCMOT, @ 3aTeM Cre-
AyeT MpucoefMHeHne [AULMHA UKW TaypuHa C 06pasoBaHMEM COOTBETCT-
BYIOLLMX MapHbIX XEMUHbIX KUCMOT, TaKUX, KakK F/IMKOXO/EBOii, Taypoxosne-
BOV 1 T.4. DTN KOHBIOFATbI ABASIOTCA 60/ CUMbHBIMU KUCIOTaMM U B XKef-
UM HaxoAAaTCs B BUAE COMEll HATPUS U Kannsl.

[lelicTBME /IMNa3 OCYLLECTBNSIETCS HA BOAHO-TINMUAHONA NOBEPXHOCTM
muuenn. OCHOBHbIE (PYHKLUM COMER XEeNUHbIX KUCIOT COCTOAT B 3MY/bIU-
POBaHMW XMPOB, COMOBUNZALNN NUNWUAOB N B 06pa3oBaHUK MULENN B KU-
LUeYHUKe. YXKenuHble KUCMOTbl KaK aMUUIbHbIE COEAUHEHNS, OPUEHTUPY-
AICb Ha FPAHNLLE XXUP - BOAA, MOFPYXarTcs rMApoho6HOIN YacTbH0 MOEKY b
B Karno Xwupa, a rmapoQuabHOA B Bogy. TO NPUBOANT K 3MYNbrPOBaHMIO
YKMPOB 1 YBEINUYEHUIO CYMMAapHOK MOBEPXHOCTM XMPOBbLIX Kaneib. Ha mo-
BEPXHOCTW MULENN copGupyeTcs nnnasa, KOTopas OCyLLecTBASeT rMaponmns
AMNUAOB. B Tpuayunranieponax BHauvane NPoOMCXOAWT FUAPONU3 COXKHO-
3(hMPHbIX CBA3el B 1-M 1 3-M MOJIOXKEHUSIX, & 3aTEM BO 2-M MOMOXEHNN:
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fngponns  hocmoauunrinLeponos KaTannsupyroT crneuuduyeckue
(hepMeHTbI - (hochoNmnasbl YETLIPEX TUMOB, PACLLENIAIOLMUX CNOXHO3DUP-
Hble CBA3WN MeXAY FTMAPOKCUBHBIMU TPYNNaMun rAnLepona y XXMpHbIMU Ku-
cnotaMu B 1-M'1 2-M NonoxeHmsx, PochoarpHbie CBA3N B 3-M NONOXKEHUN
1 pocthoahupHbie CBA3N MeXy amuHocnnpTamMu u GocopHO KMCIOTOM
(docwonunasel A, B, C u D unu no-gpyromy ocgonunassl I, 11, 11, V).
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®octonnnasbl CoAepXkarca B Afe Nuen, MHOrMX YIeHUCTOHOTUX, 3Meit
n apyrux pentunmii. doconunasbl 5408 3Mel KaTanvMsvpyroT rMApou3
CNOXHO3(MPHOIA CBSA3M BO 2-M MOMOXKEHWUM C 06pa3oBaHneM msodocthonu-
N1L0B, BbI3bIBAIOLMX FEMON3 3pUTPOLMTOB. B oTanume ot hepMeHTOB Afa
PenTuAniA U YNEHUCTOHOTMX (ocdonnnasbl NOLKENYA0UHON XKenesbl U TKa-
HeBble (hocthonunasbl CUHTE3NPYIOTCA B BUAe NMPOMEPMEHTOB U aKTUBMPY-
OTCA TPUTCUHOM.

OCHOBHbIMY MPOAYKTamu TMAPON3a NUNUAO0B SBNAIOTCS XUPHbIE KUC/O-
Tbl, 2-MOHOAUMTINLEPObI, TINLIEPOS, HEOPraHNYecKuin ooctat 1 aMMHOCANP-
Tbl. XKMPHbIE KUCMOTbI U 2-MOHOAUMUATNNLEPOSTbI B BUAE MULIEN € XKEMUHbIMU
KMcnoTamy NOCTYNatoT B KNETKW CAU3MUCTON TOHKOTO OTAena KulweyHuka. MNpu-
MepHO 75% NMNnLoB BCaCcbIBAETCA B BULE 2-MOHOAUMNTINLEPO/OB. B He3Hauu-
Te/bHbIX KOMMYEeCTBaxX MOTYT BCaCbIBaTLCA XVPbI, He NMOABEPrasch rmaponnsy.
"nyiLepon XopoLLIO PacTBOPSIETCA B BOAE U /IErKO BCACbIBAETCA CAM3NCTON. IMo-
C/le BCACbIBAHWS B K/IETKaX KULWEYHMKA NPONCXOANT PECUHTE3 NMNMAOB ¢ 06pa-
30BaHMEM CneuunYecKnX NMNUAOB, XapaKTepHbIX ANd. AaHHOIO BMAa, 4To 00y-
C/IOB/IEHO CMeLMdUYHOCTLIO aunn-CoA-CMHTeTas.

TpaHcrnopT MNUL0B B Nia3mMe KPOBU MPOMCXOAUT C yHacTUeM Meflb-
yanwmx rnobynspHbIX 4acTuL, MNONPOTEMHOB YeTbIpex TUMOB, FAe POofib
conobunuszatopa urpatot 6enkn. B nunonpotemHax Monekysbl ¢ochoa-
LMAFULEPOOB PacnonoXeHbl pagnanbHO. FUAPOPUIBHON YacTblo K Mo-
BEPXHOCTH, & rmapoo6HON - K LEHTPY. AHanorMyHbiM 06pa3om pacnono-
XKeHbl ¥ MONeKy bl 6eKoB. LieHTp [106y/bl 3aHUMatOT TPUaLUArnLeposbl
n xonectepon. lMNOTHOCTb NIMNOMNPOTENHOB MPAMO NPOMOPLMOHaNbHa Co-
Jep>aHnto 6enKoB 1 06paTHO NPOMOPLMOHANbHA COAEPXKaHUI0 IMNUL0B.

O6pa3oBaHVe XWIOMUKPOHOB NPOMCXOAUT B K/IeTKax CAW3UCTON Ku-
LUEYHMKa, MNONPOTENHOB OYeHb HMU3KOM mnoTHocTK (JINIOHIM) - B KneTkax
CMU3NCTON KULIEYHMKA M MEeYeHW, NUNONPOTEMHOB HU3KOM MAOTHOCTU
(/INHM) —8 nnasme KpOBW M IMNOMPOTENHOB BbICOKOW nnoTHOCTM (JIMBIT) —
B rematouuTax U njasme.Kposu. XuaoMukpoHbl 1 JIMIOHI o6ecneunBatoT
TPaHCMopT TPUaLUNINLEPONIOB U3 KULLEYHWKA K TKaHAM. B MbiweyHoi un
XXUPOBOW TKaHAX-OHWU paclLennsoTca MMnasoin annonpoTenHos. JIMHM no-
CTaBNAT XO0/eCTEPON B pa3nuyHble TKaHW. JITIBI ypanatoT M36bITOUHbINA
XOMecTepon m3 TkaHell B neyeHb. JIMHI cHabxalT MembpaHbl X0necTepo-
nom, a fINBIM n3BneKawT ero U3 KNeTouHbIX MembpaH.

Nvnonns. MepBbiM ¥ pellaloLWNM 3TanoM B UCMNONL30BaHNM 3anacoB
NMNVA0B B OpraHuM3Me Kak WCTOYHWKOB 3HEepruv ABAAeTCS WX TMAPOSn3 C
y4acTEM CreunpUUecKnX TKaHEBbIX /iMna3. TOPMOHbI afpeHanvH, Hopaj-
PeHanuH, rIKaroH v agpeHoKOPTUKOTPOMUH NPUHUMAIOT yyacTue B pery-
NnAuuy nnunonusa. FOPMOHbLI CTUMYNVPYIOT afleHNNaTLMKa3y XXUPOBbLIX Kie-
TOK, KOTOpas Katanusupyet obpasosaHue c-AMP 13 ATP. c-AMP, asnsscb
NMocpefHNKOM MeXJAy ropMoHamu W (epmMeHTamu, CTUMYUPYET MNepexoq
HeaKTUBHOM (POPMblI NPOTEMHKUHA3bl B (HOCHOPUIMPOBAHHYH aKTUBHYIO
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(hopmy- MpOTENHKMHA3a, B CBOKO Ouepefb, NyTemM POChHOpPUINPOBaHNA aKTU-
BUPYET nunasy. Takum MyTemM rOPMOHblI CTUMYAMPYIOT AMnonu3. VHCynvH
0KasblBaeT MHIMBUpYLoLLee AeliCTBME Ha NNNONNS.

B pesynbTaTe MNON3a XUP PACLLENNAETCS Ha FNMLEPON U XMUPHbIE
KncnoTtbl. CKOpPOCTb /IMMONN3a perynnpyetcs B CTPOrOM COOTBETCTBUM CO
CKOPOCTbI YTUAN3ALMM CBOBOAHBIX XUPHBIX KUCMOT, MO3ITOMY B K/IETKax He
MPOUCXOANT MX HAKOMIEHWUA W APYrUX NPOAYKTOB ruaponusa. [auuepon u
XUPHbIE KACNOTbl METab0In3NPYIOTCA CBOUMM MYTAMM.

MeTtabonusm ravuepona. HeiTpanbHas Monekyna ravuepona ssns-
eTCs MeTabonMyeckn MHepTHOW. MeTabonnsm ranueponaHauyMHaeTcs ¢ ero
aKTUBMPOBaHUA 3a cueT ATP 1 npeBpaLleHns B OTPULATE/IbHO 3apSHKEHHYIO
yactuuy. Peakuuto docdopunvposBaHus ruLepona’ Kataausnpyet rauue-
ponkuHasa c o6pazoBaHuem L-ravuepon-3-gocara.

1) CH20H 2) CH20H FAD
ATP ADP - I Fnuepon FADH2 +
HO-C-H B
CHOH  Tnuuepon : thocatpe-
CH20H Kuwws3a ¢H2.0-P03 rnaporeHasa
rnnuepon L[ nmuepon
=3-hocthar
3) ClbOH TpuosodocAar- C?°
I H
+ c=0 wsomepaza .+, | H
CH2-0-P0F dh2-0-pod
Onruapokcu- Fnuuepanbae-
aueToHgochar rng-3-docdar

Ha cnegytolem atane ranuepongochaTiernaporeHasa Katannsnpyer
peakuuto okucneHuns L-ramuepon-3-thocgata ¢ o6pazosaHnem NADH v au-
rBApPOKCUaLeToHdoCHara.

Tpro3oocthaT3omepasa KatanmsmpyeT W30MepHOe npespaLleHune
aurngpokcmnaueToHgocgara B ravuepanbierng-3-gocgart.

nuuepanbaerng-3-gocdar Moxet ganee MeTabonM3MpPoBaThLCA MO
nyTn rAMKonu3a fo nupysata. [upysaT B a3p06HbIX YCI0BUAX NOA AelACTBU-
eM nupyBaTAernporeHasHoro Komrnsekca npespawiaerca B auetun-CoA,
KOTOPbIiA B LNK/e TPUKAPOOHOBBLIX KUCNOT U AbIXaTeNbHONW Lenn oKucnseTcs
80 C021n H2 c 0cBO6OXAEHMEM 3HEPTUN.

OHepreTuKa oKUCNeHUs ravuepona. Mpyu oKUcneHnn rauuepona Ao
MoMeHTa o6pasoBaHua aueTun-CoA MpoucXoAuT BOCCTaHOBNEHWE OLHOW

229



monekynsl FAD B inuuepondocdartierniporeHasHon peakumm v Byx Mo-
nekyn NAD' B rauuepanbiernanerngporeHasHon peakumn B pesysbTare
[elicTBMA NupyBaTAernaporeHasHoro komnnaekca. Ha yposHe cy6cTpaTtHoro
thocopunupoBaHus obpasyeTca ABe Monekynbl ATP B hocdornuuepaTku-
Ha3HOM W MupyBaTKWHa3HON peakuusx. OkucneHune aueTnn-CoA B LMKIe
TPMKapOOHOBBLIX KUCNOT COMPOBOXAaeTCs 06pa3soBaHMEM TpPeX MOMEKYN
NADH, ogHoli monekynsl FADH2u monekynbl GTP. Matb monekyn NADII,
OKNCNAACh B [blXaTe/IbHON LEenu TpaHCMopTa 3/eKTPOHOB, NocTasnstoT 15
ATP, 2 FADH2- 4ATP. C yyetom GTP B pe3ynbTare OKUC/EHUSA MONEKY/bI
rnvuepona obpasyerca 22 ATP, a Ha ero akTMBMpOBaHMe UCNO/b30BaHa Of-
Ha monekyna ATP. SHepreTuyeckuii 6anaHc OKUCNEHWS TKLepoaa CocTaB-
naet 21 monekyny ATP.

B crnyyae BbICOKOrO 3HEPreTMYeckoro 3apsfa Knetku rmuvuepanbie-
rug-3-gocdar n gurnapokcmaletoHdocdar MOryT BOBNeKaTbCs B rMIOKOHe-
oreHes. Takum 06pa3om, FnLEpon MOXeT 6brmb OAHUM U3 UCTOYHUKOB BMO-
CUHTEe3a YrneBofoB B OPraHu3me.

KaTa60n1m3m kap60HOBbIX (KMPHbIX) KMCAOT. TOT (hakT, 4To B CO-
CTaB NMNUA0B BXOAAT KapOGOHOBbIE KUCNOTbI C YeTHBIM YMC/IOM aTOMOB Yyr-
nepofa, fasano OCHOBaHWe Mpefnonaratb, YT0 Pas3pyLUeHNe U CUHTE3 XUp-
HbIX KWCNOT B OpraHusme WAET MyTeM OTWEeNnNeHnsa WM MPUCOeLUHEHUS
[BYYrNepoAHbIX (parmeHToB. [loKas3aTe/bCTBOM MPaBU/IbHOCTU Takoro
NpPeAnonoXeHns 6blan 3KCNepuMeHTbI, NpoBeAeHHble . KHonom B 1904 .
Mo CKapM/IMBAHWIO XXWBOTHLIM _KUCMOT,;~ MeYeHHbIX (eHuiom Yy 1o
yrnepoAHoro (KoHLeBoro) atoma. V1M 6b1710 yCTaHOB/IEHO, YTO eCnu KucnoTa
Oblna C YETHbIM YUC/IOM aTOMOB YE/iepoja, TO C MOYOl Bblaensnach heHu-
NYKCYCHas KWC/oTa, a eCNK C HEYETHBIM YMCNOM aTOMOB yriepoja, T0o B MO-
ye nosBnAnacb 6eH3oMHaA kucnota. [N 0ObACHEHUS CBOMX OMbITOB
®. KHon BbIABUHYN NPEANoSIOXKeHWe, YTO MOCTENEHHOE PacluereHne Ku-
CNI0T NPOWUCXOANT NYTEM OKUCNEHUA P-yrnepofgHoro atoma 3T1a Teopus no-
nyyuna HasBaHve P-okucienus. Teopus P-okucneHus KHoma npumepHo ye-
pe3 NoncToneTus NOMHOCTLIO MOATBEPXK/AEHA C MPYMEHEHNEM COBPEMEHHbIX
MeTOAO0B W Nojy4unna janbHeliliee pa3sBuTue.

B pesynbrate nmMnonusa B LMTONNa3Me MOABAATCA KapbOHOBbIE Ku-
C/I0Tbl; OKUC/IEHNE KOTOPbIX NPOUCXOAUT B MUTOXOHAPUAX.

CTafiun OKUCNEHNS XUPHbLIX KMCNOT. Mpouecc OKUCNEHNS XUPHbIX
KNCMOT BK/KOYAET YETbIPE OCHOBHbIE CTALMUN:

1 AKTVBMpPOBaHMWe KNCNOTbl ¢ 06pa3oBaHnem aumn-CoA.

2. TpaHcnopT aumn-CoA ¢ uuTonnasmbl B MUTOXOHAPUN.

3. p-Okucnenne aumn-CoA c o6pasoBaHvem auetun-CoA, FADH2 n
NADH.

4. OkucneHve auetun-CoA B UMKIe TPUKAPOOHOBbLIX KUCOT U BOCCTAHOB-
neHHbIx KodepmeHToB (NADH, FADIb) B gbixaTenbHol Lenu TpaHCcnop-
Ta 3/1EKTPOHOB.
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AKTUBMpPOBaHME KapOOHOBbLIX KUCMOT. AKTUBMPOBaHWE Kap6OHO-
BbIX KMCNOT NPOMCXOAMT B MUTOXOHAPUOHANbHOW MeMbpaHe 1 KaTanmsupy-
eTca aunn-CoA-cuHTeTasaMmn (TMOKMHa3aMM XWUPHbIX KUCNoT). B npupoge
CyLLEecTBYOT Tpy aumn-CoA-cMHTeTasbl, pasnmyaroLnecs cybcTpaTHom cne-
LUnrUHOCTLI0. MepBas NposBAseT CNeLMpuYHOCTb K aletaTy v nponnoHaty
(C2- C3), BTOpas - K K1cnoTam co cpefHeid AIMHoN yrnepogHoii uenu (C, -
C1), TpeTba cneynduyHa K kuciotam ¢ 6onblioi gnvHoi uenu (Cm —C2r)-
BTopas v TpeTbs aunn-CoA-cuHTeTasbl AeliCTBYIOT KakK Ha npefaenbHble, Tak
1 HenpegenbHbIe KUCNOTbI.

Peakuusa aKTMBMPOBaHWA KWUCNOTbI, KaTanusupyemas auun-CoA-
CUHTETa30M, NpOTeKaeT B MUTOXOHAPUaNbHON MembpaHe. ©6pa3oBaHue Bbl-
COKO3HEPreTMYeCKO TMO3(PUMPHOWA CBA3N MeXAy KapbOKCUNABHOW rpynnoii
KUCNOTbI M CynbMruapuabHoi rpynnoit CoA NponcXoANT 3a CUeT 3Heprum
ATP. AKTMBMpOBaHMe NpoTeKaeT B AiBa 3Tana. Ha nepsom arane kap60HoOBas
Kucnota pearvpyet ¢ ATP ¢ 06pa3oBaH/eM CMELLUaHHOro aHruapuga —aum-
najge)wnara v ¢ otwenneHmem ot ATP nupodocdarta.

NH,
0-p-cx. > \V4
R—c +ATP="=- PP/+ J. CH:n V N + CoA-SH
cr
OH H
Kap6oHoBas kucnota AupnageHunar
q o
0—P-0 I
6_ R-C S-CoA
AMP Aunn-CoA

Ha BTopom 3tane CoA-SH atakyeT CBOeil cynbruapunsHoi rpynnoii
auunafieHnNaT, CBA3aHHbIA ¢ pepmeHTOM, ¢ 06pasoBaHmem aunn-CoA n AMP.

depMeHT nupodocdarasa KatanmsmpyeTr rugponns nupodocdara.
B pesynbTaTe peakuus akTMBMPOBaHWA CTaHOBMUTCA Heo6pPaTMMON, Tak Kak
Ha 06pa3oBaHue 04HOW MaKpO3pruyeckoii ceasu B Monekyne aumn-CoA 3a-
TpaumBaeTcs ABe Makpoapruyeckue ceasn ATP. Takum o6pa3om, cBO6OLHble
Kap60OHOBbIE KUCNOTbI MPeBpaLLatoTcs B aKTUBMPOBAHHbIE BbICOKOIHEPTETH-
Yyeckue Troaupbl CoA.
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TpaHcnopT aunn-CoA B MUTOXOHAPUMN. AKTUBMPOBaHUE Kap6bOHO-
BbIX KWCMOT MPOMCXOAMT Ha Hapy>KHOW MWUTOXOHAPWanbHOW MembpaHe, a
OKWCNEHNEe —B MUTOXOHAPWAIbHOM MaTpukce. MoneKy bl akTUBUPOBAHHBIX
KMCNOT C ANMHHON YrNepoAHON Lenbio CNOCO6HbI MPOXOAUTDL Yepes Hapyx-
HYI0 MUTOXOHAPWa/IbHYI0 MeMOpaHy, HO He MOTYT NMPOHMKATb CKBO3b BHYT-
peHHIOI0 MeMbBpaHy MUTOXOHAPWIA. [ns 3TOro uMeeTcs CneyuanbHbIA Kap-
HUTWMHOBbLIA MexaHW3M TpaHcnopTa. epeHOCUMKOM auWbHOR rpynnbl Cny-
XUT KapHUTWH. B 3TOM npouecce Y4yacTBYHOT (DEPMEHT KapHUTUH-
aulinpaHcdepasa U TPaHCNOPTHbIA 610K auuNKapHUTUH-TPaHCN0Ka3a, No-
Kann3oBaHHble Ha BHYTPeHHeN MUTOXOHAPWANLHON MeMbpaHe.

B mexxmembpaHHOM MPOCTPAHCTBE KapHUTMH-aLMNTpaHCdepasa KaTa-
nu3unpyet o6pa3oBaHune aunIKapHUTUHA:

0] CH3 H
| | H2 | H2
R CMS-CoOA + HXC N C C C C KapHuTuH-aunn-
dH3 dH 0" TpaHcgepasa
Auun-CoA KapHutuH
CH3|$|—I o A
ML CoAsH + TX--— ‘kl— —C—(fI C
l l 4 %
CH3 0 °
|
c=0
|
R
AUNTKAPHUTUH

3aTem auuIKapHUTUH-TPaHCN0Ka3a CnoCO6CTBYET MEPEHOCY aLUnKapHu-
TWHa Yepe3 BHYTPEHHIOK MembpaHy B MaTpukc. [og AelicTBUMEM KapHWTaH-
aumnTpaHcepasbl Ha MeMbpaHe CO CTOPOHbLI MaTPUKCa U BHYTPUMUTOXOLAPK-
anbHoro CoA-SH. nponcxoanT TpaHcaueTUIMpoBaHue ¢ 06pa3oBaHMeM aLus-
CoA ¥ ¢B060HOr0 KapHUTaHa. TpaHcnoKasa o6ecneyrBaeT BO3BpaLLleHne CBO-
604HOr0 KapHWUTWHA B MeXMeMbpaHHOe MPOCTpaHCTBO. lpouecc TpaHcnopTa
aunn-CoA B MUTOXOHAPUW ABNAETCA LIMKANYECKMM. Hannume Takoro MexaHus-
Ma TpaHCnopTa auunos Yepes MembpaHy ob6ecreunBaeT pasfefibHOe WUCMOb30-
BaHVe BHEMUTOXOHAPWANLHOTO U BHYTPUMUTOXOHAPMaIbHOro CoA-SH.

P-Okucnenne aunn-SCoA. T[lpouecc p-okucneHus aumn-CoA npo-
MCXOAMT MO HACXOAALLEN Cnupanu, BKOYas YeTblpe 3Tana:

1 FAD - 3aBuCMMOE AernfpvpoBaHune C yyactuem (epmeHTa
SCoA-fernaporeHasbl, Befyllee K 06pa3oBaHuio a,p-HenpefensHOro auun-
SCoA (eHoun-SCoA) n FADH;.

aumn-



2. M'nppatauus eHoun-SCoA nog feinctemem gepmeHTa eHonn-SCoA-
rugpatassl ¢ obpasoBaHuemM p-rugpokcauunn-SCoA.

3. NAD* - 3aBucumoe gerngpuposaHue P-rugpokcaunn-SCoA nog
felicTBnem QepmeHTa p-rugpokcaunn-ACoA-gernaporeHasbl, COMPOBOX-
Jatouleecs obpasosaHuem P-okcoaumn-SCoA n NADH.

4.  Twvonutuuyeckoe pacluenseHue  (TMonus),  KaTanusmpyemoe
P-Tnonasoii c o6pasoBaHmem auetnn-SCoA n aunn-SCoA, yKOPOUEHHOT0 Ha
[iBa aToma yrnepoja.

PaccMoTpyM NpoLiece p-OKMUCNEHWA Ha NpUMepe OKMceHns cteapus-CoA:

1) CHs 2)CHs 3) CHs
(CH2U QGO i (CHIu
FADH, HO -CH
+ FAD Auww-CoA-ge- EHoun-CoA- 0-C
CH rmaporeHasa 'y ruaparasa H2
)
1o "\ '
: CoA S
SCoA TpaHc- SCoA
Creapun-CoA eHOUN-COA P-L-T'napokeu-
aunn-CoA
4 SR CH,
|~ 1 J
(CH2).4 (CH2) 22
CH,
+NAD'  NADH+H++ C=0  +COASH - CH,
P-I'nppokeu- -K
ap CHa p-KeToTnonasa CH,
aunn-CoA- SCoA
fcruaporeHaya Lo °
SCoA Auernn-CoA "SCoA
P-Ketoauun-CoA Mansmurnn-CoA

[JanbHelilllee NOBTOpeHWe BWTKa Cnvpanyu P-okucneHus (4eTbipex mno-
CNefoBaTeNbHbIX peakLnii) BefeT K ouepefHOMY 06pa3oBaHuto auetun-CoSA un
yKOpauMBaHWIo yrnepogHol Lenn okucnsemoro aunn-SCoA Ha ABa atoma yr-
nepoga. B koHeyHom utore aumnn-SCoA paciuenngetca fo auetun-SCoA. Mon-
Hoe pacluenneHue cteapun-CoA TpebyeT NOBTOPEHUS BOCbMMW BUTKOB.

B kaX[0M BUTKe OKUCMEHWS MPOMCXOAUT 06pa3oBaHune No OAHON Mo-
nekyne auetun-CoA, NADH n FADH2 n ucnosb3oBaHve MONEKY/bl BOAbI.
BocbMoli BUTOK OT/IMYAETCA TeM, YTO B pe3ynbTaTe MocfefHel TMONasHoi
peakuun obpasyeTcs ABe Monekynbl auetTun-CoA. B 3Toll cBA3W NpuBefeHbI
NMONHOCTLI0O YeTbipe 3Tama MnepsBoro U MNOCNeAHUX BUTKOB cnuvpanu
P-okucneHus.
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1) j:h3 2) CH 3)  j:h3

CH2  +FAD CH +no HO-C-H
Bytupnn-CoA-F +HH§H Fugpatasa  CH2
V 2 perngporeHasa
(\:Jfo P
SCoA ISCoA CxSCoA
ByTupnn-CoA KpoToHun-CoA L-P-T'napokcy-
6yTnpun-CoA
4 p
B + CoASH CH3
+NAD NADHTH + (o
B-T'BAPOKCUBY TUPUI- p-KeTtoTnonasa cre
c £> XSCoA
0A-JlerngporeHasa cr
SCoA Auetnn-CoA

B-Ketobyvpu. [-CoA

Bce BoceMb BUTKOB cnupanu P-okucnenus cteapun-CoA npencrasne-
Hbl Ha cxeme (puc. 10.1).
Crtexunometpusa P-okucneHuns cteapun-CoA:

Creapun-CoA + 8 FAD + 8NAD" + 8 COASH + 8 HD 9 auetnn-CoA +
+8 FADH2+ 8 NADH+ 8H+.

BoccTaHoBMEHME KO)EPMEHTOB MPOUCXOAUT Ha 25% 3a cueT cTeapus-
CoA, Ha 25% 3a cueT CoASH 1 Ha 50% 3acueT HA.

AueTnn-CoA oKucnseTcs B LMK/e TPUKapO6OHOBLIX KUCNOT. B pesynbTa-
Te okucneHus 9-monekyn auetun-CoA B LMKIe TPMKapOOHOBbLIX KWUCIOT 06pa-
3yetcs 27.NADH 1 9 FADHZ2 9 monekyn GTP (ATP) n 18 monekyn C02

B ntore B fbiXaTe/lbHYIO LieMb TPaHCMoOpTa 3/IEKTPOHOB MOCTYMaeT
35 NADH un 17 FADH2u B npoLecce OKUCIMTENbHOTO (hocthopunpoBaHus
o6pasyetca» 139 monekyn ATP [(35x3) + (17x2)] = 139. Mpu NoNHOM OKMUC-
neHunmn cteapun-CoA c yuyetom 9 monekyn GTP (ATP), o6pa3oBaBLUMXCA Ha
YpOBHe CybCcTpaTHOro (hochopuMpoBaHna B LINKE TPUKaPOOHOBbLIX KUCNOT,
cuHTesupyetcsa 148 monekyn ATP.
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. CoASH

.CoASH

\
V CoASH

!/ FAD
| NAD*

\ H
\coASH

FAD
NAD'

pS sh

CH:-(CH2)i6-0»SCoA
Creapun-CoA

q

CHs-(CM2)n -CM>CuA
Mansmutnn-CoA

CHs-(CH2)i2-<>SCoA
Mwpucrun-CoA

q
CHs-(CH2)10-O"Co0A

NaypuHun-CoA

CH3-(CH2)g-C-»SCoA
Kanpuuun-CoA

CH3(C[[2h -(VSCuA
Kanpunun-CoA

(6]
1

G

+

P

+

O
I

+

+

0

CH3-C”~SCoA

CH3-Cv-SCoA

CIT3-CVSCoA

CH3-CvSCoA

+ FADH: + NADH+H+

+ FADH2 + NAD I1+tf

+FADH:2 + NADH+H4

+ FADH2+ NADH+H

"
+ CH3-C"SCoA + FAIDH2+NADH+H

CHs~(CH2)4-C'VSCOA + CH3-Cv«CoA + FADH2+NADH+H+

KanpoHun-CoA

u

Yy

CH3-(CH22-C-wSCoA + CH3CuSCoA +fadh2+nadh+h+

Byrupun-CoA

\Y

N ASH CH3-C-CH2-G/SCoA

P-KeTtobyTnpun-CoA

?

+ 2CH3Cv-sCoA | FADH2 i NADI MH*

Puc. 10.1. Cxema "-OKULREHNN XXUPHbBIX KUCNOT.



Ha akTnBrMpoBaHWe CTeapnHOBOW KWCNOTbl 3aTpayeHbl 4Be Makpoaprui-
YECKMe CBSI3U, U 3HEPreTMYECKnii 6anaHc ee OKUCNeHns cocTasnseT 146 ATP.

CpaBHUBas UTOT OKWUCNEHWSI CTeapuHOBOI KucnoTbl (C-18) ¢ okuchne-
HYem Tpex MosneKkyn rnatkossl (C-18), B pe3ynbTaTe KOTOpOro obpasyercs
Tonbko 38 x 3 =114 monekyn ATP, cnegyeT OTMeTUTb 60/1ee BbICOKMIA Bbl-
xof, ATP B pacueTe Ha aTOM yr/nepoga, CBA3aHHbIA CO CTeNeHb0 BOCCTaHOB-
NeHVs aTOMOB Yr/fiepoja B MoneKynax XX1pHbIX Kucnot (—CH2—) no cpasHe-
HUIO CO CTEMeHbI0 BOCCTAHOB/IEHMA aTOMOB Yr/iiepoja B MOJIeKynax yriieso-
foB (= CHOH). OkucneHve >XMPHbIX KWUCMOT COMPOBOXAAeTCA 60/bLINM
BblJle/IeHNeM 3HEepPrumn No CPaBHEHMNIO C Yr1eBofaMu, TakK Kak OHU MMetoT 60-
Nee BbICOKYIO CTeneHb BOCCTAHOB/IEHHOCTMU.

AhheKTUBHOCTL 3aracaHna 3HEPrun npu OKUCIEHUN XXMUPHBIX KACNOT
MOXHO paccymTaTb UCXOAA U3 KoNMyecTBa 06pa3oBasLLMXCA Mofiekyl ATP n
cBO6OAHON 3Heprun okncneHus kucnotel o COj u bbO, onpefensemoii Ka-
NOPUMETPUYECKMM NyTeM. Tak, Hanpumep, NPU OKUCAEHWUM NanbMuTaTa 06-
pasyetcs 129 monekyn ATP, ctaHfapTHas cBO6OAHas. 3HEprus ruaponvsa
KoTopbIx cocTaBnsieT —3935 k. CTaHAapTHas CBOGOAHAsA aHeprus okuchne-
HWA nanmuTarta pasHa —9796 k. dPNEKTUBHOCTL HAKONIEHNUSA 3HEPTUU B
ATP npu oKUCNeHUN XNPHbIX KNCNOT cocTaBnaeT40%.

Oco6eHHOCTM OKUCMIEHUS HenpefenbHbIX KMCNoT. OKWUCNEHUE He-
npefenbHbIX KUCMOT NPOTEKAeT Mo TEM e CTagunaM, YTo U npefenbHbIX. AK-
TUBUPOBaHME W TPAHCMOPT Yepe3 BHYTPEHHIOK MUTOXOHAPWATBHYH MeM-
6paHy NpoucxoauT Taknm xe 06pa3om, Kak v npefenbHbIX KUCNOT (CTeapua-
Ta, NaibMuTaTa W Ap.). AN p-OKMCAEHUS HenpeaenbHbIX KUCAOT C ABOWHbI-
MW CBA3AMU B LUC-NONOXKEHUN HEOBXOAMUMBI ABa [ONONHUTENbHBIX (hepMeH-
Ta - LMC-TpaHCc-u3oMepasa u anumepasa. OCO6EHHOCTU P-OKUCNEHNS Herpe-
[eNbHbIX KWCMOT yAo6Hee pacCMOTpeTb BHayane Ha nanbMutonenn-CoA,
cofepxKalleil 0aHyY ABOWHYH cBA3b B 9-nonoxeHnn (A9).

?° - - -
‘SCoA P-okucneHue
H R m3 ., 2 ,. 1
MansmuTtonenn-CoA (umc-A9-eHounn-CoA)
O—B-(O—Q)'&(IZ:(I}O—IZ— c?s"c R
0
H H
Linc-A3eHonn-CoA
P-Okucnenne nanomutonenn-CoA (umuc-A%eHonn-CoA) npoxonuT no

TEM XK€ 3Tanam, Katalm3supyembiM TEMU XKe (*)EpMEHTaMI/I, 4YTO U OKMUCNEeHne
npegenbHbIX KACNOT. Takum o6pa30M OCYLLECTBNAETCA TPU BUTKaA p-Ccnnpann
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¢ obpasoBaHuveM Tpex Monekyn auetun-CoA, tpex monekyn NADH un
FADH2 v unc-A3-eHonn-CoA, yKOPOUEHHOTI0 Ha LIeCTb aTOMOB Yr/epoja.

Linc-A3-eHounn-CoA, KoTopblii 06pa3oBanca Ha TPeTbeM HUTKE cnupa-
NN, He MOXeT ObiTb cybcTpatom pganad  FAD-3aBucumoilt  aumn-CoA-
[lernaporeHasbl, Tak Kak ABoiHas cBa3b B C-3, C-4 (P,y)-nonoxeHun He no-
3BoNifeT obpasoBaHue [ABOWHON cBssu B C-2, C-3 (a,p)-nonoxeHun. Ans
rmgpatasbl Heo6xoamMma ABoiiHas cBa3b B C-2, C-3 (a,P)-nonoxeHnu. C 3Tol
Lenblo )epMeHT LMC-TpaHC-M30Mepas3a KaTtanusnpyeT [BOIHYH. M30Mepu3a-
LMIO M U3MEHSET MOMOXKEHWE N TEOMETPUIO ABONHOW CBA3N:

H
CH3(C17>5-C = C-CBj-C? CH3(ClI2)s-Cl12-C =C-CH2-C~°
| ASCoA Lnc-TpaHc- | SCoA
n3omepasa H
Linc-A3-eHonn-CoA TpaHc-A2-eHonn-CoA

[JanbHeliwan perpagauns TpaHc-A2eHowa-COA NPOUCXOAMT NyTem
06bIYHOT0 P-OKNCNEHMS.

B cnyuae oKucneHWs NIMHONEHOBO KUCNOTbI, coAepxalleid 18 aTomoB
yrnepofa u umc-aBoliHble cBA3u B 9 W' 12 NONOXKEHWSX, TPU NepBbIX BUTKA
cnvpann p-oKUCeHUs NpuBeayT K 06pa3oBaHUIO0 HenpeaenbHON KUCMOTbI C
12 aTomamu yrnepoga v Luc-ABONHbIMY CBA3AMU B 3 1 6 NOOXKEHUAX. ITO
COefIMHEHME TaKXKe He MOXeT bbITb CybeTpaTom Hu ans FAD-3aBucuMOin fe-
rmiporeHassl, HW [ANA rugpatasbl B XOfe P-OKuUCneHus. Liuc-Tpawc-
n3omepasa KatanusupyeTt 4BOMHYIO M30Mepu3aLuio No TPeTbeMy aToMy yr-
Nepoja, U3MeHsA MOSIOXKEHUE M TeOMEeTPUIO ABOMHOW cBA3W. [Mocne 3Toro
npoLecc p-oKMCNeHNs BO30OHOBNAETCA U elle yepe3 /iBa BUTKa ob6pasyeTcs
HenpegenbHas KucaoTa ¢ ABOIHON cBA3blo B C-2, C-3 (a,p)-CcBA3bO, ruipa-
Tauus KoTopoi BefeT K ob6pasoBaHuto D-p-rugpokcu-aumn-CoA. NAD-
3aBuUCUMasA [erufporedasa He MOXET okucnaTe D-p-rugpokcu-aumn-CoA.
MosTomMy BTOPOI [OMONMHWUTENbHbLIA (hepPMEHT - 3MnuMMepasa KaTanusupyet
npespaLleHne D-thopmbl B L-thopmy:

CH3 CH3

CH2)4
(CHj)y (Ch3)
h-o-JH Anumepasa HO-C-H

f
SCoA " scon
D-p-I'vgpokeu- L-p-M'mapokcu-
aunn-CoA auun-CoA
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Mocne peakuuMn anuMMmepusaunUM p-OKUCNEHME MPOTeKaeT O6bIYHbIM
nyTtem ¢ obpasosaHnem NADH, | ADI2u auetun-CoA.

OKMCEHNE XXUPHBIX KUCNOT C HEYETHBIM YUC/IOM aTOMOB YrJie-
poga. XXupHble KUCNOTbI C HEYETHLIM YMC/IOM aTOMOB Yrfiepoja B npupoge
BCTPeYaloTCca PefKko 1 KaTabonusm ux NpoTeKaeT No TeM Xe CTafusam, uyto u
C YeTHbIM YMC/IOM aTOMOB yrnepoga. OHW aKTUBMPYIOTCA C 06pa3oBaHMeM
aunn-CoA 3a cueT sHeprum ATP, TpaHCNOPTUPYHOTCA B MUTOXOHAPUY C y4a-
CTUEeM KapHUTWHOBOrO YE/IHOYHOr0 MexaHu3ma W 3aTeM MNojseprawTca p-
OKuUCneHuto. Ha npegnocnefjHem BUTKe CNuUpanyi pP-OKUCNEHWUS APOUCXOANUT
obpasoBaHue aunn-CoA c naTbio aTomMamu yriepoga (Banepnanun-CoA), a
Ha MoCnefHeM BUTKE P-OKWUCNEHWS B pe3y/bTaTe TMOMa3HOW peakLun Bane-
praHun-CoA pacuiennserca Ha auetun-CoA v nponvoHua-CoA: Kpome T0-
ro, nponuoHun-CoA obpasyetcs B Xofie kaTabonnsma aMMHOKUCIOT METUO-
HUHA, TPEOHMHa 1 u3oneiuuHa.

MeTabonusm nponuoHnn-CoA cBs3aH C NpeBpaLleHneM ero B CyKuUu-
Hu-CoA B pe3ynbTaTe CrefyroLmx npoLeccos:

1) 6UOTUH-3aBMCMOr0 Kap6OKCMIMPOBaHUS;

2) anvmepu3aumm;,

3) BuTaMuH B 12-3aBMCKMOI NeperpynnmpoBKy.

CyKumHun-CoA ABNseTCA TeM COefUHEHMEM («MYHKTOM BXOAa»), B
BUE KOTOPOro NPOUCXOAUT BKIOYEHWE MPONnoHUn-CoA B LUMKN Tpukap6o-
HOBbIX KNCNOT.

Ha nepsom 3Tane nNpovcxXoAuT KapboKcuampoBaHue nponnoHun-CoA
3a cyeT aHeprun ATP ¢ o6pasoBaHueM D-meTunmanoHnn-CoA. Peakumio Ka-
Tanuaupyet depmeHT nponnoHun-CoA kapbokcunasa:

Ccoo'
C02-buotuH H-C-CH,
[1ponnoHun-CoA-
Kap6okcunasa
SCoA
MponvoHun-CoA D-MetunmanoHun-CoA

MexaHn3m KaTanusa nponuoHun-CoA-kapboKcunasHoi peakLum cxo-
[eH  C . MexaHuM3MOM  nupyBaT-kapbokcunasHoi u  aueTun-CoA-
KapbOKCUNa3HOM peakLnid.

Ha BTOpOM 3Tane npoucxoanT pauemmsaumna D-metanmanoHun-CoA B
L-meTunmanoHun-CoA. Peakunto Katanusmpyet (epMeHT MeTUIManoHu-
CoA-pauemasa:
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2) COO coo’
I

|
H C CH3 Metunmanonun-C HX-C-H
0A-paLemasa
SCoA
D-Metunmanonnn-CoA L-MeTtunmanoHun-CoA

TpeTuii aTan xapakTepusyeTcs BHYTPMMOMEKYNSPHOA neperpynnu-
poBkoli L-meTunmanoHun-CoA ¢ obpasoBaHMeM CyKUUHWUA-COA. 9Ty He-
00bIYHYIO  peakuuMilo  M30Mepu3aumMn  Katanusupyer. KogepmeHT BI2
(5 -pe3oKcmageHo3nIKo6anamMmmH)-3aBucumas MeTuaManoHua-CoA-myTasa:

3) COO
|
MeTtunmanoHu-
CoA-myrasa
SCoA SCoA
L-MeTtunmanoHun-CoA CykuunHun-CoA

O6pasoBaHue cyKumHUN-CoA ns L-metunmanoHun-CoA npomcxogut
B pesynbTaTe Murpauuu rpynnsl CO SCOA 0T BTOPOro atoma yrnepoga K
TpeTbeMy B 06MeH Ha aToM Bogopoga. fanee cykumHun-CoA Kak metabonmt
LMKNa TPUKapPO6OHOBBLIX KUCAOT MPUHMMAET yyacTue B cybcTpaTtHoOM hocdo-
punmpoBaHun ¢ obpasoBaHmeM GTP n cykyuHata. CykumHaT, nocne rnpe-
BpallleHnsa B OKcasnoaleTar, MOXeT BK/IOYaTbCA B T/IHOKOHEOreHe3. Takum
o6pasom, u3 nponuoHnI-CoA CUHTE3NpPYeTCA I0Ko3a. ITOT Npouecc urpa-
€T OYeHb BaXHYIO POJib B OpPraHuM3Me XXBayHbIX XWBOTHbIX. B pesynbtare
copaxvBaHus YIIeBOA0B B Mpekenyakax, Hapagy ¢ ApyruMu Kucnotamu,
npoucxo4uT 06pasoBaHue MPOMMOHOBOW KWUC/OTbI, KOTOpas Moc/e BcacklBa-
HUA npespaLaeTca B CyKuuHun-CoA.

MeTabonnsm KeTOHOBbIX Ten. K KeTOHOBbIM Tenam OTHOCAT
p-ketobyTtupar, P-D-ruapokcnbyTvpaT u aueToH. TePMUH «KETOHOBbIE Te-
Na» HeyAauHbliA C HECKO/IbKMX TOYEK 3pPeHNs, 1 0COBEHHO C XUMMUYECKOWA, Tak
KaK P-D-rugpokcnbytupar He COAEPXKUT KETOrpymnnbl.

BriepBble KeTOHOBble Tena 06HapyXeHbl B 1883—1884 rr. B moue
60/bHbIX CaxapHblM AvabeTom. 10 3TOW MpUYMHE YTBEPAWIOCH NTIOXHOE
MHEHMe, YTO KETOHOBbIe Tefla ABNAITCA BeCcrnone3HbIMU HeLOOKUCNENHbIMU
NpogyKTamMn mMeTabosmM3mMa XXMPOB U HaKanJMBalTCA B KPOBU TONbKO B Cly-
Yaax naTonoruu.

B 30-e rofbl NpoLUIOro CToNeTus 6uino YCTAHOBEHO, YTO KETOHOBbIE
Tena MOTYT MNOABepratbCa OKUCMEHUIO B OTAENbHbIX OpraHax W TKaHaX.
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B 37O/ CBA3W BO3HWKIO MpPeAMnoNnoXeHWe, 4To p-ketobyTupar m P-D-
rMOpOKCMBYTUpaT ABAAKOTCA YAO06HOW (DOPMORA yTuUAM3aLuum xupa B 3TMX
TkaHax. OfHako, BONPOC 0 MeTabonnyeckoin ponn KeTOHOBBIX Te/ OKasascs
Ha BTOPOM MECTe M3-3a OrPOMHOr0 MHTEpeca K WUCCMefloBaHUIO Perynauuv
MeTabonn3mMa n ponu XUPHbIX KUCIOT NNasMbl KPOBU MPU FONOAAHUN, KOH-
LIeHTpaLMsA KOTOPbIX YBENMUYNBAETCH, YCUMBAETCA MUX PaCLLernieHne 1 OHK
BbIMO/HAKT PO/Ib OCHOBHOIO 3HEPTETUYECKOro TOMNIMBA MPU FONI0AaHUN.

B 0630pe, ony6nmkosaHHoM B 1968 1., pesunne n Ty6e.nucanu:
«COBEpPLUEHHO HE AACHO, KaKylo MoJib3y WU3B/IeKaeT OpraHn3M XXUBOTHOTO Y3
KeToreHesa npu ronofaHny —MoXHO N cYuTaTb, YTO MeyeHb A0ObIBAET
[N OCTabHbIX TKaHEN «MaHHy HebeCHY» UM NPoCTO OCTaBNsAeT UM OT-
6pochI?»

B nocnegylowye rofbl NOCTENEHHO HakanMBaIUCL Pesy/bTaTbl UC-
CNefioBaHN 0 PoONIN KETOHOBbLIX TeNl B MOAAEPXaHUM IHEPreTUYecKoro ro-
MeocTa3a B OpraHusme. bblfio YCTaHOB/IEHO, YTO“OHU ABNAIOTCA BaXKHbIM
«pPecnmpaTopHbIM» TOMIMBOM A/ MbIWL, M MO3ra W AeNCTBYIOT KaK 4acTb
PerynsaTopHOro MexaHn3ma ¢ 06paTHON CBA3bIO, NPEAOTBPALLAN Ype3MepHYo
MOBWIN3ALMIO XXMPHBIX KACMOT M3 XXUPOBOI TKaHU.

Auetun-CoA, o6pa3oBasLumniicd npu [P-OKMCAEHNN XMPHBIX KUCAOT,
OKMCNSAETCA B LMKNe TPUKApPOOHOBbLIX KUCMOT NPU COOTBETCTBYHOLLEN cbHa-
NaHCMPOBAHHOCTU MeTabonun3Ma >XMpOB W YraesodoB. Kpbinatas pasa
«Kupbl ropaT B NiaMmeHu yrnesofoB» UMEET MOJSIEKYAPHYIO 0CHOBY. OKuC-
nexue auetun-CoA B LuKNe TPUKap6OHOBbLIX K1CNOT OMpefenseTca Hannyu-
em okcanoaueTara. pu HefocTaTKe YrnesofoB UK NPU HapyLeHUn ux uc-
nofib30BaHNA KOHLIEHTpaumna oKcanoaleTara CHuXaeTca. B ciyuyae ronoga-
HWS unu guabeTta okcanoaueTaT pacxofyeTcs Ha 6MOCMHTE3 FI0KO3bI. B Ta-
KX yCNnoBusX, 1 0COBEHHO KOrfa npeobnagaeT paclyenneHune Xnpos, meTa-
60/113M auetnn-CoA OTK/IOHAETCA B CTOPOHY BMOCUHTE3a p-KeTobyTuparta v
p-D-rugpokcunbyTtuparta.

MeyeHb MHOTUX . MO3BOHOYHbLIX XMBOTHbIX W YenoBeKa CrocobHa us3-
6b1ToK auetun-CoA npespauwiatb B P-keTobyTupat n p-D-rugpokcnbyTtupar.
PaHble cumtanu, y4to P-ketobyTupar u P-D-rugpokcmbyTtupaT sBNAOTCA
HeJOOKWCNEHHBIMU MNPOAYKTaMU XUPHbIX KUCNOT. OWKNBOYHOCTL 3TUX
npeAcTaBneHWn cTana O4YeBMAHOM NOcne TOro, Kak Obl10 NOKasaHo, 4TO
NPOMEXYTOUYHbIMU MeTaboNnTaMn OKWUCIEHUA XXUPHLIX KUCNOT SABNAKOTCA
npousBogHble CoA. Kpome Toro, P-rugpokcnbytupun-CoA, obpasyowuiics
B MEYEHW MPY P-OKUCNEHNMN XUPHBIX KACNOT, UMeeT L-KoHdurypauuio, B T0
BpeMs Kak P-rungpokcnbyTmpaT npegctasnset coboin D-nsomep.

KeToreHes. 10 coBpeMeHHbIM MpefCcTaBNeHNAM KEeTOHOBble Tena fB-
NAITCA NPOAYKTaMW, rnaBHbIM 06pa3oM, Creuuduyeckoro 6MOCUHTETUYE-
CKOro rugpokcumeTmunrnytapun-CoA umkna (Uukn JinHeHa), KOTOPbIA Npo-
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TekaeT B MeYeHNW B MUTOXOHAPWanbHOM maTpukce. P-KeTobyTupar obpasy-
etcq u3 auetun-CoA B Tpu 3Ttana.

CH3
1) c=0
CH3 CcH3 CH2
jyo + CRTR - — CoASH + Lo
XSCoA XSCoA Auetun-CoA-aumn r5CoJl
Auetnn-CoA  Auetun-CoA TpaHchepasa p-Ketobytnpun-CoA
COO0’
CH3 CH3 CH2
9=0 + |l o +Hz° - ' CoASH +/ HO-C-CHs
| rc, napokcumeTuarny- |
CH2 Tapun-CoA-cuHTe3a CH2
0} Auetnn-CoA |
K *°
SCoA SCoA
P-KetobyTnpun-CoA p-IF'mapokcun-p-meTunn-

rnytapun-CoA

Ha nepsom 3atane u3 fByx mosiekyn auetun-CoA npu yyactuu gep-
MeHTa aueTun-CoA-TpaHcdepasbl (P-KeToTnonasbl) NPouCcXoanT 06pasosa-
Hue p-keTobyTnpnn-CoA. 3Ta peakuus TepMOANHAMWUYECKU HE BbIFOAHA U
ee paBHOBECWE CLBMHYTO B CTOPOHY paclienneHns P-keTobyTnpun-CoA u
npegcTasnseT co60t0 obpaLleHne TMONA3HOWM peakLMn p-OKUCNEHNSA XUPHbIX
Kucnot. Moatomy ob6bpasoBaHue P-keTobyTupun-CoA MpoucXoauT TOMbKO
MNPy BbICOKOW KOHLEHTpauun auetun-CoA. KoHUeHTpauus nogaepxvsaercs
Ha 0YeHb HWU3KOM YPOBHE MO NPUYKNHE BbICOKON CKOPOCTY BOB/IEYEHUS €ro B
peakuuio KOHAeHcaunm ¢ oyepedHon monekynol auetun-CoA ¢ obpasosa-
HUEM p-TUApoKCn-p-meTunrnytapun-CoA. HebnaronpuatHoe paBHOBecue B
o6pa3oBaHun P-keTo6yTupun-CoA KOMMNEHCHUpyeTcs paBHOBECMEM 3TOW pe-
aKuum, 06ycnoBneHHoW rMAponn3oM TUI(UPHONA CBA3WM Mpu 06pa3oBaHum
P-rugpoken-P-metnnrnytapun-CoA. Peakuuio Katanm3npyeT BbICOKOAKTMB-
HbIl (hepMeHT —TugpokcumeTuarnyTapun-CoA-cuHTasa.

Mo CcBOE XMMWUYECKO Npupofe 3Ta peakuus aHanornyHa obpasosa-
HUIO LuMTpaTa B pe3ynbTaTe KOHAeHcauum okcanoaueTarta v auetun-CoA nog
[eiiCTBMEM LIMTPATCUHTA3bl B LiK/e TPUKApOOHOBbIX KUCOT.

O6pa3oBasLUNiAcA  p-TMAPOKCU-P-MeTUArnyTapun-CoA  pacwennset
thepMeHT rugpokcumeTunrnytapun-CoA-nuasa (FMI-nuasa) Ha auetun-
CoA 1 p-keTobyTmpar.
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3 ¢00

CH OH3
t ' - M4o c=0
CH3-C-°H MI-CoA-nnasa 1J 0 + |
CH2
CH2 CxSCoA I
<U=0 COO0
' "SCoA
P-I'mapokcu-P-meTunrny-
Tapun-CoA (FTMTI-CoA) AueTun-CoA  P-KeTobytupat

CymmapHas peakuusi 6uocuMHTesa P-keTo6yTupata B-uukie.JluneHa
MOXET GbITb NpeAcTaBNeHa B CNeAyHOLLEM BUAE:

2 auetun-CoA + H20 ---------- *- P-keTob6yTMpat + 2 CoA-SH + N+

B MUTOXOHApPWANILHOM MaTPUKCE MEYEeHW WUMEETCH BbICOKOAKTMBHasA
P-rnapokcnbyTupaternaporeHasa, karanumsnpyrollas peakLuio BoCCTaHoB-
neHnsa P-ketobyTtupaTa go D-P-rugpokcnbyTtupata. ©@epmMeHT crneundmnyeH K
D-cTepeon3omepy 1 He AelicTByeT Ha COA-NPON3BOAHbIE.

T8 3

GO 4+ NADH+H* 1 H-GOH

CH NAD =~ +

1’ P*I1apoKcnByTu- 1

COO' paTaernaporeHasa coo
P-KeTobyTupat P-D-T'ugpokcnbyTtupat

OTHoLweHune P-D-rugpokcunbytupata K P-keTobyTupaty onpegensercs
oTHoweHvem [NADH]/[NAD+] B MUTOXOHApPMSX NeyeHW. Peakumio BoccTa-
HOB/EHWA p-KeTobyTupaTta go D-p-rugpokcnbyTvpaTa crnefyeT paccmarpu-
BaTb KakK Cnoco6-4acTMUYHOro NpeoTBpaLleHns auuaosa.

B 1959 r. CTepH u Mionnep npegnoxunn 6onee nNpocToil MeXaHU3M
obpa3oBaHua P-keTobyTupaTa nyTem npamoro oTtwenneHns CoA-SH ot
P-keTobyTnpnn-CoA:

P-KeTtobyTtnpun-CoA---------- » P-KeTo6yTtupat + CoA-SH
Jeauunnasa

O6pasoBaHne P-keToGyTupaTa nyTeM NpsMOro AealunupoBaHus npo-

UCXOAUT B HE3HAUMUTEbHBIX MacliTabax, T.K. K T (epMeHTa Aealmnasbl ais
P-keTo6yTVpun-CoA BbICOKas, a KOHLEHTPaLWs ero B NMeYeHN 0UYeHb HU3Kas.
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AKTVWBHOCTb Aeauunasbl B MeyeHW cocTaBnseT MeHee 20% MaKCUMasbHOW
CKOPOCTU KeTOreHesa.

B HeKOTOpbIX TKaHAX (CepAevHas MbIWLa, NOYKM), HECMOTPS Ha OT-
CYTCTBME UMKNA JINHEHaA, KETOHOBbIE TeNa 06pasytoTcs Npu NOCTYMNAEHUN B
3TU TKaHW B BbICOKMX KOHLIEHTpaLusxX npejlecTBeHHUKOB aueTun-CoA v B
4acTHOCTM GyTupaTa. BHeneuyeHOUHbI KeTOreHe3 06bACHAIOT MOBbILIEHHOM
BHYTPWK/IETOUHOW KOHLUeHTpaumeln auetun-CoA, B pesynbTaTe Yero npowc-
X04UT 06pa3oBaHMe P-keToGyTuMpaTa B XOA€ peakuuid, KaTtannampyembix
thepmMeHTaMu B 06PaTHOM HanpaBneHUN YTUAN3ALUN.

Kpome TOro, UCTOUHMKOM P-KeToByTupaTa MOXeT OblTb MeTabonusm
TakMxX aMUHOKWCAOT, Kak NeiLnH, eHnnanaHmH n TUPO3nH; 0CO6EHHO MpK
136bITOYHOM NOTpebneHnn benka.

P-KeTobGyTupaT Npu BbICOKOW KOHLEHTPALMU MOXET CMOHTaHHO fe-
Kapb6oKCcMNMpoBaTbCa A0 aLeToHa:

CH3
C=0 : |
[ COj 4 cI:O
CHs
coo!
P-KeTo6yTunpat ALETOH

KaTta6onusm p-D-rugpokcmbytmnpaTta v p-ketobyTuparta. OCHOB-
HbIM OpraHom, rfe MNPOMCXOAWUT KeToreHes, ABMAETCA MeyeHb. p-D-
FmpgpokcmbyTupar n P-keToByTUpaT U3 MUTOXOHAPWIA NeYeHn NOCTynaroT B
KpoBb. KpOBLIO MEPEeHOCATCA K NepuMepuyecKUM TKaHAM, TAe OHU UCMONb-
3yl0TCA B KayecTBe PecnupaTopHOro Tonauea 1 ABAATCA BaXXHLIMU UCTOY-
HUKaMWN 3Heprum: Tak, CepfeyHas MbllllUa U KOPKOBbIA CMOM MOYeK Mnpej-
MOYTUTENILHO WCNONL3YIOT P-KETOOYTMPAT, a He [/0KOo3y. B HOpManbHbIX
YCNOBUSAX MO3F MCMOMb3YeT MM0KO3Y, OfiHAKO NpW ronofaHnun n guabete oH
Nerko afanTupyeTca K p-keTobyTupaty. Y nuL, ¢ OXXMPEHUeM npu AnunTens-
HOM rosiogaHum (5—6 Hegenb) 75% 3HepreTUYecKmnx 3aTpaT Mo3ra BOCMOMHS-
eTCH 38 CYET oKucneHus P-D-rugpokcnbyTupara u p-kKetobyTupara.

Mpw ronogaHum cogepxXaHue rnoKosbl cHuxaetca Ha 20 30%, a KoH-
LieHTpauma XUPHbIX KUCMOT U KeTOHOBbLIX Te/l yBeNn4MBaeTcsd COOTBETCT-
BeHHO B 5 1 10 pas, 3TO YKa3blBaeT, YTO KeTOHOBbIe Tena 60nee ahheKTUBHO
KOHKYPUWPYIOT C [/IOKO30M, YeM XXUPHble KUCAOTbI.

Vcnonb3oBaHue p-D-rugpokcnbytmpaTta HaYMHAETCS C ero OKMUC/IeHNA
[0 P-keTobyTuparta nog geiicteuem hepmeHTa P-rugpokcubyTmpataernapo-
reHasb:
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1) CHs + CH3

H-C-OH NAD NADIV N1 + C-0
HT P-I'napokcnbyTtu- n
(]: 1 patgernaporeHasa VHZ
Ccoo’ Ccoo’
P-D-I'vapokcnbyTupat P-KetobyTunpar

YTunusaums P-keTobyTmpaTta NPOMCXOAMT C yyacTuem ABYX. (epMeH-
TaTVBHLIX CUCTEM. AKTUBHOCTb TUOKMHA3bl B MO3re O4YeHb Hu3Ka. Moatomy
aKTMBMpOBaHMe P-keTobyTupaTta NpoOMCXOAUT He B pesynbTate ATP-
3aBUCMMOI TUOKMHa3HOW peakuum ¢ COASH, a BchegcTBue aumn-
TNO3(PUPHOro 06MeHa C yyacTuem CyKuMHUA-SCOA. Peakuuio KaTtanusmpyet
cneunmyeckas CoA-TpaHchepasa:

2) CH3 (efe]0] co 0= CH3
coO CH2  -* . T L, c=0
I + | p-Ketobytunpun-CoA- j 2 + |
Chbl2 CH2 TpaHcdepasa CH- CH2
Jm- n”~o 2 ,Uo
SH CoO’ L 4-SH
p-Ketobytunpar CykunHun-CoA CykumHaT p-KeTobyTmpun-CoA

B TpaHcthepasHoii peakLum paBHOBECKE CMELLEHO B/IEBO, a B KETOTHO-
nasHoii - Bnpaso. ConpsbkeHWe 3TWX ABYX MpPOLLECCOB 06ecneymBaeT npe-
OAi0/1IeHNE HeGNaronpusTHOrO MOMOXKEHUS PaBHOBECUs TpaHC(epasHOM pe-
aKuuu.

3) CHs
c=0
| + CoASH CH3
CH2 —» 2 bo
. Q KetoTtnonasa CArl
cr SH
XSH
P-KeTobyTnpun-CoA Auetun-CoA

AueTnn-CoA BKIOYAeTCa B LUK TPUKAPOOHOBLIX KUCNOT, & BOCCTa-
HOB/IEHHbIE KO(EPMEHTbI B [bIXaTe/bHYIO Lenb TpaHCcrnopTa 3/1eKTPOHOB.
KoHeyHbIMM NpogyKTamun okucneHusa ssnaotca C02 HA u sHeprus, KoTo-
pas akkymynupyetcsa B ATP.

OHepreTuyeckunii 6anaHc okucneHus fl-keTobyTupaTta un fi-D-
rumpokcmbyTupaTa. P-KeTobyTnpaT npespaLyaerca 40 2 MONeKyn auetun-
COA, KOTOpble OKUCNAACH B LMK/E TPUKAPOOHOBBLIX KUCNOT U B AblXaTenb-
HO Lenn TpaHcrnopTa 31eKTPOHOB AatoT no 12 ATP kaxpgas. Tak, 24 mo-
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nekynsl ATP o6pasyeTcsd. Ha akTvBMpoBaHue P-keTobyTupaTta 0fHa Makpo-
aprmyeckas CBA3b 3aTpaynBaeTcs B BUAe CYyKUMHWUA-COA. DHepreTuuyeckumi
6anaHc okucnenms p-ketobyTnpaTa cocTaBnseT 23 Monekynbl ATP.

Okucnenve p-D-rugpokcnbyTupara Ao p-KeTobyTupLua ConpoBoOXaaeTcs
obpasoBaHnem NADH, a ganee P-keTobyTupaT npespallaeTcs 40 2 MONeKy/
auetun-CoA. Kak v B nepBoM cnyyae, B pe3y/nbTaTe UX OKUCNEHWUSA M OKUCIIN-
TeNbHOro hocthopunmposaHus obpasyetca 24 monekynsl ATP. JononHuTenbHas
monekyna NADH noctasnser 3 monekynsl ATP. [pu okucnedun P-D-
rmapokcnbyTmparta obpasyetcs 27 monekyn ATP, ofHa Makpo3pruyeckas cBssb
3aTpaumBaeTcs. dHepreTuyeckmii 6anaHc coctasnseT 26 monekyn ATP.

P-KerobyTtupat u D-p-rugpokcmbyTupar npeAcTaBnaoT coboii Bogopac-
TBOPVMYIO TPAHCMOPTHYO (POPMY XMPHBIX KUCIOT. BO3HUKAET Bompoc: nove-
MY JKUPHbIE KWC/OTbl [OMXKHbI NPeBpaLiaTbCa B KETOHOBLIE Tefa, a 3aTeM
OKNCNATLCA B MblLLLAX? XKMPHbIE KNCNOTbI MOTYT OKUCIATLCA HEMOCPeACTBEH-
HO B MbilwLax. OTBeT Ha 3TOT BONPOC CeAyeT UCKAaTb, BO-MEPBbLIX, B TOKCUYHO-
CTW BbICOKMX KOHLEHTPaLUii XMPHbIX KUCMOT B KPOBW, W, BO-BTOPbIX, B TOM,
YTO XMPHbIE KNUCMOTbI HE MOTYT MUCMO/b30BATLCA TKaHbIO MO3ra.

KeToHoBble Tena 061a4aloT aTUAMAOINTUYECKAM LECTBUEM, B YEM U
NPOSBASETCA UX PEryNATOPHasa posib. ‘@YHKLUMOHNPYET PerynsTopHbIii Mexa-
HM3M 06paTHOI CBA3M, KOTOPbIA NpefoTBpaLLaeT N36bITOUHOE HAKOMNIEHWE B
nia3me KpOoBW XXMPHbLIX KUCNOT, YTO OYEHb BaXKHO B BUAY WX TOKCUYHOCTW.
KeTOHOBbIE Tefla MOTYT OKasblBaTb MPAMOE UHIMOMPOBaHWE TMNON3A B XKU-
POBOWA TKaHW ¥ HENpPAMOe UHrMOMPOBaHUE Yepe3 CTUMYALUN CEKPELUN UH-
CYNNHA NOJKENYAOYHOIA XKENe30i.

KeToreHe3 MHTEHCMBHO NPOTEKAET Y >XBaYHbIX XUBOTHbIX U NIOfEN,
60/1bHbIX CaxapHbIM fuabeToM. Mpu HapyLLUeHWN COOTHOLIEHNS Mexay 61o-
CUHTE30M U YTUAN3AL el KETOHOBbIX Te/l B OpraHu3mMe NpPOMCXOANUT MX Ha-
KonneHne (KeTo3). PasnuuatoT (U3M0N0TMYECKWIA KeTO3 MNpKU COofepXKaHun
KETOHOBbIX T/l B KPOBM OKO/I0 2 MMOJIb/N ¥ NaTON0rMYeCKnin KeTo3 Npu co-
fepxaHun 20-30 MMOSb/N KETOHOBLIX Tesl. IMosfBNeHNe KETOHOBbLIX Ten B
MOYe Ha3blBaeTCs KETOHypuWeli. BblgeneHne KeTOHOBbIX TeN C MOYOI Mpowuc-
XOAWT B BUAE CONeli HATPMA U Kains, YTO BefeT K HapYLUEHWNIO 3/1eKTPOANT-
HOr0 paBHOBECKS B OpraHn3Me.

BuocuHTes nunugos. [ns 6uocnHTE3a TPMALMATINLEPON0B HEOOXO-
OUMBI TNIVLEPON W XXUPHbIE KUCMOTbl. 3TU COCTaBHble KOMMOHEHTbI NErko
06pasytoTcs 13 yriesogoB.

BMOCUHTE3 XXNPHbLIX KNCNOT. BUOCUHTES XUPHBLIX KUC/MOT, B OOLLEM,
MPONCXOAUT MO TOW XK€ CXeMe, YTO U OKWUC/MeHWE, HO B NPOTUBOMON0XHOM
Hanpasnennn. OfHaKo, MeTabonMuecKnii NyTb GUOCMHTE3A XKMPHBIX KUCOT
npeAcTaBnseT coboii HOBYK COBOKYMHOCTb (hepMEHTaTMBHbIX peakuuii n He
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ABNAETCA 06palleHneM UX OKuUCNeHNs. Mexay 61MOCUHTE30M U OKWUCNEHNEM
XXVPHbIX KUCNOT UMeercs pag 0co6eHHOCTEN, pas3nyatoLLmxX 3T NpoLecehl.

OCc06eHHOCTN BMOCUHTE3A XMPHBIX KUCMOT N0 CPaBHEHMIO C UX OKMC-
NEeHWEM COCTOAT B CeytoLLeM:

1. OCHOBHbIM OT/IMYMEM BUOCMHTE3A ABNSETCA TO, YTO OH OCYLLECTB/S-
eTCA B Tpex pas/INyHbIX 4acTaAX KIETKWU: B uuTOMNnasme, aHgonnasmaTuye-
CKOM pPeTUKynymMe ¥ MUTOXOHAPNAX. B umTonnasme nponcxoamT GMOCHHTES
npegenbHbIX KUCNOT Ao nanbmutata (CJ6). B MUTOXOHAPUAX OCYLLECTBASETCA
[anbHelwee HapalmBaHue Lenu. B peTwkynyme npefenbHble KACNOTbI Mpe-
BPALLAOTCA B HempedenbHble U MPOUCXOAUT YAAMHEHWE YrnepogHoi Lenw.
OKMCNeHNe Xe XUPHbIX KNCNOT NPOTEKAET B MUTOXOHAPUAILHOM MaTPUKCE.

2. MpoMeXyToUHble MeTabonTbl BUOCUHTE3A XKMPHBIX KNUCNOT aKTUBU-
poBaHbI aumanepeHocawmm 6enkom  AlB-SH, a npu okucneHuu ~ CoA-SH.

3. ®epMeHTbI CUHTE3a XXMPHBIX KUCOT Y BbICLUUX OpraHn3mMoB 06be-
OVHEHbl B MY/NbTU(EPMEHTHbIA KOMM/EKC, Ha3blBaeMbli CHHTETa30i >Kup-
HbIX KACNOT. PEpPMEHTbI OKUC/IEHNA HE CK/IOHHbI K accoLuaLum.

4. 9noHrauma (pocT uenu) XUPHbIX KUCAOT NPOUCXOAWT MyTeM Mo-
ClefloBaTe/IbHOro NPUCOEAUHEHUA ABYXYTEPOLHBIX parMeHTOoB, MPOUCXO-
aawmx u3 auetun-CoA. AKTMBUPOBaHHbLIM: LJOHOPOM [IBYXYT/IEPOAHbIX KOM-
MOHEHTOB Ha CTafuW 3M0HTauun CAyXXut-manoHun-Alb. Peakuus anoHra-
LMK 3anyckaeTcs AekapboKcunvpoBaHmem ManoHun-Arlb.

5. B npouecce 6uocuHTe3a posib BOCCTaHOBUTENA BbiNoHAET NADPH.

6. SnoHraums NoA AeiiCTBUEM KOMMIEKCa CMHTeTasbl XXMPHbIX KUCNOT
nponcxoamnT Ao o6pa3oBaHus nafabMuTaTa (C-16). JanbHeiwas anoHrauus n
BBeJeHWe ABOMHbIX CBA3Ei- OCYLeCcTBAsfeTCA APYTUMW (hepMeHTaTUBHbLIMU
cucTemMamu.

Ponb ncxogHoro metabonmTa B 6MOCUMHTESE XXMPHBIX KUCNOT BbINOA-
HAeT auetun-CoA,. rfaBHbIM WCTOYHMKOM KOTOPOro, Hapagy ¢ P-okucne-
HVeM, SABNAETCA [IMKOAU3. B xofe rnukonusa obpasyerca nupysart. Mupysar
noA AeiicTBMEM MupyBaTAErMAporeHasHoro Kommnaekca B pesysbTare OKuUC-
NUTENBHOTO fiekapboKcunuposaHus npespatyaetca B aueTun-CoA.

O6pasoBaHme aueTun-CoA NPOUCXOAUT B MUTOXOHAPMAX, & BUOCUH-
Te3 BbICOKOMONEKYNAPHBLIX KUCIOT —B LuMT030/1e. MUTOXOHAPUaNbHas Mem-
6paHa ManonpoHuLaema ana csobogHoi anddysun auetun-CoA. Mo 3Toi
npuunHe Tpebyerca TpaHcnopT auetun-CoA 13 MUTOXOHAPWIA B LMTO30Mb.
TpaHcnopT aueTnn-CoA 13 MAUTOXOHAPUIA B LUTONNA3MY OCYLLECTBASIOT fBe
TPaHCMOPTHbIE CUCTEMbI:

1. LinTpaT, 06pa3oBaBLUMIiCA B MUTOXOHAPUSAX B LUTPATCUHTA3HON pe-
akuumn, antdyHAMpYeT U3 MUTOXOHAPWI B LMTONNA3My, rae nog LelicTBUEM
(hepMeHTa LMTpaTAnasbl pacuiennserca fo auetun-CoA u okcanoauertaTa:
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Ccoco!

H2 1°°
' C=0
HO ¢ COO" | aATP+cCoAsH. cns
§h2 L AU T S v
Coo’ SCoA Coo’
LnTpat' Auetnn-CoA Okcanoauerar

OkcanoaueTaT 3aTem [O/MKEH 6bITb BO3BpalWlEH B MUTOXOHAPUN.
BHyTpeHHAs MEM6paHa MVITOXOH,E{pI/IVI HENnpoHuuaema And OKcasioaueTata.
Mo aToii npunynHe B UMTOMIa3Me UCNONb3YHOTCA ABE peaKuun, OCyLLEeCTB-

nsoLL e 06Xo/ 3TOro NPensTCTBUS.
BHauane ManaTAerMaporeHax KataavMaupyeT Peakuuio BOCCTaHOB/e-

HNA OKCanoaueTata A0 Manata:

(efe]e) Ccoo’
L O + NAPH + H+ NAD+ + HO-C-H
Mana! gernaporeHasa

(efe]e) Ccoo’
OkcanoaueTtar L-Manat
3atem NADP'-3aBucumas: ManataerungporeHasa (gekapookcunmpyo-

Wwad) KaTanuM3upyeT fekapbokcunvpoBaHWe Manata M BOCCTaHOBiEHME
NADP1c o6pasoBaHuem nupysata ¥ NADPH:

COO
HO_\(/:_H + NADP1 COr+NADPH + H++ %OO
Mana! gerngporexasa C=0
(oexapbokcunupytoLuas) |
coo’ CH3
L-Manar MupysaTt

O6pa3oBaBLUMiicA B LMTOMIa3Me NMMPYBAT Nerko AuddyHaMpyeT B M-
TOXOHAPWUW, TAe NOA AeCTBMEM NPYBATKapboKCKUnasbl NPeBpaLLaeTcs B OK-
canoauertar:
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C00-

coo c=o0

C=0 CP2Buwnl 'ATPH2P ADp ,hpi + 7
MupyBaTKap6okcunasa |

CH3 COO

Mupysar Okcanoauetar

CyMMuUpys TPW BblILLENPUBEEHHbIE PeaKLum, Nonyyaem ypaBHeHNe:
NADP++ NADH+H* +ATP +H2 —— » NADPH+H++ NAD++ ADP +Pi

CnefoBaTeNibHO, Ha KaXAYH MepeHeCceHHY0 U3 MUTOXOHAPWUIA B LMTO-
nnasmy monekyny auetun-CoA, o6pasyetcs ofHa monekyna NADPH.

2. AUun-KapHUTUHOBaAs TPaHCMOPTHas.-CUCTeMa B 3TOM MPOLECCE Bbl-
MOSTHAET BCMOMOraTe/IbHYI0 POfib.

BrocnHTE3 BbICOKOMOMEKYIAPHBIX KapOOHOBBIX KVCOT COCTOUT U3 NOS-
roTOBUTENbHOW CTaAUM U OCHOBHON. 0AroTOBMTENbHAA CTagws Bronovaer
TPU peakummn, a OCHOBHaA CTaAmns NpejcTas/ieHa B By BO3PaCTatoLLEel crnmpanm
3NOHraLum, Kaxplii BATOK KOTOPOIA BK/KOUaer YeTbipe aTana.

PeLuatoLmm 3Tanom B NOArOTOBMTE/IBHOW CTafuu sBNseTcs 06pasoBaHue
martoHnn-SCoA, BbINOHAOLLErO Pofib aKTUBMPOBAHHOIO JOHOPA ABYXYTEPOS-
HbIX (parmeHTOB. Ob6paszoBaHne ManoHWN-COA NPOUCXOAMT B pe3ynbTaTe Kap-
6okcunmposarus aLeTun-CoA. ATP-3aBUCUMYIO peakLnio KapboKCUIMpoBaHus
KaTanM3upyet  ()epMeHTaTMBHAA = cucTema,  HasbiBaemas  auetun-CoA-
KapboKCLLUTa30l, MPOCTETUYECKOW 'TPYNMOiA KOTOpOl ABNSeTCs OGMOTWH, KOBa-
NEHTHO CBfi3aHHbIN C E-aMWHOMPYANOI ocTaTKa Nn3nHa 6enka-hepmeHTa.

COO
CHs CHt .
1 0 + C02-bnotuH +ATP | ~ + ADP+Pi
of Auetun-CoA-kap- Cf'
SCoA  6okcunasa SCoA
Auetnn-SCoA ManoHunn-SCoA

AueTtnn-CoA-kap6oKcUnasHas peakLms sSBNSeTCs Heo6paTMMOoii 1 npoTe-
KaeT B fBa 3Tanma. BHauase 3a cueT aHepru ATP npoucxopuT oGpasoBaHue
MPOMEXYTOYHOT0 MPOAYKTa KapGOKCUGMOTUHA, CBA3AHHOTO C (DePMEHTOM:

BuoTUH-hepmeHT +ATP + C02= C02-bunoTnH ¢epmeHT 4 ADP + Pi
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3aTem aktueupoBaHHasa CCb-rpynna nepeHocutca Ha auetun-CoA c
o6pasoBaHmem mManoHun-CoA:

C 02-buoTtuH-epmeHT+ALeTUN-COA = ManoHun-CoA + BUOTUH-thepMeHT

B pesynbTate peakuum KapbOKCUAMPOBaHWS Yrnepos MeTanbHOA
rpynnbl ( CH3) auetun-CoA akTuBMpyeTcs NyTeM MpeBpalieHus B 6onee
peakLMOHHOCNOCOOHYI0 MeTuneHosyto rpynny (-CH2 ). Bce Monekysbl
auetnn-CoA, npuHuMaroLime yyactme B 6MOCHHTE3E, 38 UCKNIOYEHWEeM Of-
HOW, TaknM 06pa3om npespaLwLaoTcs B MasoHun-CoA.

B npotecce anoHrauum npuHUMatoT yyactue nponssogHsie HS-ArB,
noatomy npoucxoaut 3ameleHne CoA-SH Ha HS-ATB B Xope gsyx oT-
[eNbHbIX peakLmii TpaHcaunnmpoBaHms. Bo BTopoil peakumn n3 auetnn-CoA
obpasyetcs auetun-Allb, a B TpeTbeil u3 ManoHun-CoA = manoHun-Arlb.

2) ?H3 CH3
<Uo | AMNB-SH - | 0 + CoASH
"SCoA AueTun-TpaHcaumnasa
AueTtun-CoA Auetun-Allb
3) Coo' nee
CH, + AMB-SH - 9H2 + CoASH
[ ManoHun- | o
TpaHcauunasa C'
SCoA S"16
ManoHnn-CoA Manonun-Arib

CTagms aN0HTaumy NpoTeKaeT No TUMY BO3pacTaloLLei cnupanu, Kax-
[bli BUTOK KOTOPOW BKNIOYAET YeTbIpe aTana:

1. KoHgeHcauus aumn-AMB (n C) ¢ manoHun-Alb n obpasoBaHuem
3-okcoaumn-Arlb.

2. BocctaHoBneHue 3-okcoauun-AJ1b 3a cuet NADPH 1 o6pa3oBaHu-
em D-3-rugpokcmnaumnn-Arib.

3. OernpgpaTaumsa D-3-rugpokcmauunn-Allb ¢ o6pasoBaHveM TpaHC-AZ-
eHoun-Alb.

4. BoccTaHoBneHne TpaHc-A2-eHomn-AlNB NADPH c o6pasoBaHuem
aunn-Arllb c yBennyeHmem pacTylueli uenu Ha ABa atoMa yrnepoga (n+2 C)

Ha nepsBoM 3Tane npoucxoaunT KOHAeHcauusa auetun-CoA ¢ manoHunn-
CoA. TlycKOBbIM MEXaHW3MOM peakLuu SABMAETCA pekap6oKcunmnpoBaHue
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mManoHun-CoA. TMoaToMy yrnepof Kap6OKCWMbHOW Tpynmnbl HWKOTAA He
BK/IKOYAETCS B YINIEPOAHYIO LieMb CUHTE3UPYEMOIA KUCIOTI.

CH3
) !
Ccoo" C=0
C02+ AIB-SH +

CHY CHZ2  3-Okcoaumn-ArlB- CH2

(0] 1,0 -cuHTasa & .0
BAMB  »r5AMB XSANB

Auetun-bAING  ManoHun-SAI 16 AueToauetnn-bArb

Bmecro kapb60oKCWAbHOW rpynmnbl MPOMCXOLUT NPUCOeLUHEHVE alie-
TWU/IBHOTO OocTaTKa oT aueTun-Allb n ocsoboxaeHve AMNB-SH: B pesynbTare
peakunn obpasyercsa auetoauetun-8AMb. EgMHCTBEHHAsA MOEKYa aueTui-
SAJIB, HeobxoauMas ANns CUHTE3a XXUPHOW KUCNOTbI; CMYXWUT 3aTpaBKOW
(M1 MHMLMATOPOM) BUOCUHTE3].

Ponb crepyrowmnx Tpex aTarnos 3aK/0YaeTcs B.BOCCTAaHOB/IEHUW OKCO-
rpynnel (= C = O)y 3-ro atoma yrnepofga B MetusieHosyto rpynny (-CH? -),
YTO CONPOBOXAAETCA NPEBpaLLLEHNEM OKCOKUCMOTHI B NMPee/bHYI0 KUC/OTY.

2) CH3 CH3
|
0 ° + NADPH+H4 NADP , H-C-OH
3-I'mapokcuaunn- 1
CH2 ATB-pefyKTasa CH,
N
c )
AIB AATIB

AueToauetun-BATIB D-3-Imapokeu-

6yTnpun-bJINGB

3) CH3 CH3
|
H-C-OH H-C
s . e - H2o + ]|
CH, 3-I'vppokecnaunn-
ATlb-geragparasa !
K 2 b*°
SAnB rbAMB
D-3-I'napokcu- KpotoHun-SAnB

6yTnpun-SAIl 16



4) CH3 CH3

H-C + NADPH+H4
I EHOMN-ATE- NADP1 + 9H2
C-H -pedyKTasa CH,
“SAriB r8Arb
KpoTtoHun-8AJ1b byTtupun-BAIB

O6pasoBaHne 6yTrpun-Allb 3aBepLuaeT NepBbIil U3 CEMU BUTKOB CMu-
panu, B KaXA0M U3 KOTOPbIX ABYXYT/NepPOLHbINA thparMeHT manoHun-Allb co-
eJMHAETCA C auu/ibHbIM OCTaTKOM auun-Alb pacTyLieid LEenn XXUPHOA Ku-
cnotel. Mpwn aTom oTwennsetca monekyna AMB-SH v kap6okcunbHasa rpyn-
na manoHun-Allb.

Ha BTOpom BMTKe 6GuocuHTesa 6yTupun-AFlb BCTynaeT B peakuuio
KOHJEHCaL/n cOo BTOPbIM MOJIOHUbHBIM PparmeHToM (C2) ¢ obpa3oBaHueM
C6-3-okcoauunn-Allb. MoBTOpeHMe YeTbipex peakLunii BTOPOro BMTKa cnunpa-
N npuBeseT K 06pazoBaHuMto KanpoHun-AFlb.

CefbMOI BUTOK CNMpann 3akaHuMBaeTCs 06pa3oBaHUEM NanbMUTUII-
ATlB, KOTOpbIA He MOXET CAyXuTb cybcTpatom B 3-okcoauun-Allb-
CUHTa3HOM peakumu, v NPONCXOANT FMAPoan3 nanbMmTun-Alb ¢ obpasosa-
Huem ATMB-SH 1 ceobogHoro nanbmuTara.

CymMMapHO 3TOT MPOLECC MOXHO NPeACTaBUTL B ClefytoLlem Buge:

Auetun-AMb + 7 ManoHun-Alrb+ 14 NADPI [+1411 + HO =
= Manbmutar + 8 AMNb-SH +7 C02+14 NADP+

ManbmMnUTaT-aKTUBMPYETCA TUOKMHA30M 1 NpeBpaLLaeTcs B NalbMUTUA-
SCoA.

[na 6rnocnuTesa nanbmutaTa Tpebyetca 14 NADPH u nepeHoc BOCb-
M1 Monekyn auetmn-CoA B uMtonnasmy. B pesynbtaTe TpaHcnopta 8 mosne-
Kyn auetun-CoA c yyacTuem uuTpata v manatherniporeHasHoin cucTembl
o6pasyercs 8 monekyn NADPH, a 6 monekyn NADPH nocTtaBnseTt okucnm-
TeNbHbIV MeHT030(hoCcthaTHbIN NyThb.

[anbHellwan anoHrauna n fecaTypaums XXUpHbIX KnenoT. KoHeu-
HbIA MPOAYKT LMTONNa3MaTUYECKOW CUHTETa3HOW CUCTEMbl - NanbMUTUII-
COA MOXET YANMHATL YrNepoAHYHo Lienb B NPOLIECCe 3/IOHTraLun cucTeMamu
3HA0NNa3MaTUYECKOrO peTuKynyma (CMCTeMamMy MUKPOCOM), a Takxke Cuc-
TeMamy MUTOXOHAPWIA. KapHUTMHOBAs TPaHCMOPTHAA cucrema LOCTaBnseT
nansMuTUn-CoA B MUTOXOHAPWU, e PepMeHTHbIe CUCTeMbI P-OKMCIeHMA
MOTryT KaTanu3npoBaTb 06paTHbI MPOLECC - CUHTE3 KUCNOT C 6osnee 4MH-
HOW YrnepogHoN uenbto. [BYXyrnepofHble hparMeHTbl NMPUCOEAUHAIOTCA K
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KapbOKCUIbHOMY KOHLY. EAVHCTBEHHBIM OT/IMYNTENbHBIM 3TArNoM SB/SErcs
npespatleHune rpynnbl - CH = CH - B rpynny - CH2- CH2—-koTopblii Ka-
Tanusmpyet NADPH-3aBucumas pgerugporeHasa, a He FADHj-3aBucumas
JerngporeHasa.

PepMeHTHbIE CUCTEMbI 3HAOMNA3MATUYECKOTO PeTUKynyma (MUKpO-
COMHbI€ CUCTEMbI) KaTanusupyloT peakuuu gecaTypauun (BBegeHue ABONA-
HbIX cBfizeil) B COA-NPOM3BOAHbIE BbICOKOMOEKYNAPHBIX KACNOT, T.e. Ape-
BpalleHne npegenibHbIX KWUCNOT B HenpefenbHble. [lecatypasHaa MynbTu-
(hepMeHTHasa CcuCTeMa KaTa/u3upyeT OTLEeNNeHne aToOMOB BOAOpoJa OT
[O/IMHHOLLEMOYHbIX MpefenbHbIX auuioB € 06pa3oBaHWEM HerpeaenbHbIX.
B peakuun npuHumaeTt yyactme 02 Kak akuentop sogopofa, NADPH wnu
NADH, uutoxpom bs umToxpom b5peaykrasa u okcureHasa. -Harpumep,
npespatieHne cteapun-CoA B oneonn-CoA:

Creapun-CoA+blAOPH+H++ 0 2 Onenn-CoA+ NADP++2 HD.

B pesynbTaTe coyeTaHWn peakuuii 3NOHrauuu. v gecatypavimm moryT
6bITb CUHTE3NPOBAHbI Pa3/INYHbIE HEMNpPeLe/bHbIE KUC/I0ThI.

B opraHu3me mekonuTaloWmUX AecaTypasHas cucTemMa He CrnocobHa
npespawatb 0/1EMHOBYIO KUC/IOTY B IMHONEBYIO W JINHOMEHOBYIO, MO3TOMY
NINHO/IEBAA N NINHOMEHOBAA KUCNOTbI ABAAIOTCA HE3aMEHUMbIMU KOMMOHEH-
Tamy NULLK, U3 KOTOPbIX CUHTE3NPYIOTCA APYrue HenpegenbHble KUCMOTbI.
JNnHoneBas KMcnota Heobxoanma MAEKONUTAIOWMNM, TaK Kak OHa ABfsercs
NpeALIecTBEHHUKOM apaxuioHOBON KUCMOTbI, KOTOpas, B CBOK 0Yepespb,
NPYHUMAET y4YacTue B CMHTe3e NPOCTOrNaHANHOB 1 NEKOTPUEHOB.

BuoCMHTE3 TPUALMATANLEPONOB (HEeWTPanbHbIX >XMPOB). Hei-
TpasibHbIE YXUPbI BbINOMHAKT POJb 3anacHbIX Pe3epBoB, UHTEHCUBHO CUHTE-
3MPYIOTCA B XXMPOBOW TKaHW W _MeYeHn MIeKOMUTAKoWMX, a Takxe B pacTe-
HUAX 1 0COBEHHO MaC/IMYHbIX KynbTyp. V36bITOK yrnepoga B guete, 6oratoii
nunugamun unu yrnesofamu, a(HeKTMBHO BOBNEKAETCA B 3TOT NpoLiecc.

[ns cuHTesa Tpuaumnrnuueponos Heobxogumbl COA-NpPou3BOAHbIE
XWUPHBIX KNCNOT-U L=rnuuepondocdar. MasHbIM UCTOYHUKOM L-rnuuepon-
thocthata cnyXur anrngpokcualeToHgocgart, obpasyoLlumiica N3 GpyKTo3o-
1.6-thocthaTa B hpykTO306MCHOCHaT-aNbA0Na3HOW peakL M rnMKomsa.

PeakLnto BoCCTaHOBNEHMA AUTMAPOKCHaLleTOH(ocdaTa ¢ 06pa3oBaHu-
eMm L-ravuepondoctara kaTtanusumpyet uutonnasmarudeckas NADH-
3aBuCKUMasn rnvuepondocdargerniporeqasa:
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&E‘(}' + kAD I FHEOH  \Ap

iispongrocpar. HO¢-H

CH2-0-P03 pgerngporeHasa CH2-0-P03
[urngpokcu- L-Inuyepondocgat
aueToHdochat

L-FnuuepondocthaT MoXeT 06pa3oBbiBaTbCA M3 FAMLEPONa B MpoLec-
ce (ochopunnpoBaHus, O4HAKO ITOT MEXaHWU3M MrpaeT MeHee 3HaduTesb-
HY0 PO/ib. PeakLuio KaTanmsupyeT rnLeposKMHasa:

AH2"OH CH2-OH

CH-OH + ATP , HO-C-H + ADP
CH2-OH T nw'ePonknHasa CH2-0-p0o32~
nuyepon L-Fnnyepondocat

MepBbIii 3Tan B BMOCMHTE3e TPUALMARIULLEPONOB Y XMUBOTHBLIX U pac-
TeHW A COCTOWT B auUIMPOBaHUKM CBOGOAHBIX Kapb6OKCW/bHBLIX Tpynn
L-ravuepondocgarta agsyms Monekynamu aHun-SCoA. lMpouecc katanusu-
pyeT ravuepongocaT-aunnTpaHchepasa:

CH2-OH + 2 °Y _'h D CH20-C-R
HO-C-H CoAS~ 14, o-c-H + 2 CoASH
CHr 0-P032- Munuepondocdar- 1. 2
auunTpaHcgepasa ~m2-n-rn3
L-Inuuepondocdar L-docharngar

dochatniHble KUCNOTbl B KNeTKax NPUCYTCTBYIOT B CNefOBbIX KO-
YecTBax, OAHAKO. OHW ABNAIOTCA BaXKHLIMU MPOMEXYTOUYHbIMU MeTabonuTamu
B 6MOCUHTE3E Tprauunrnmueponos 1 doctoaunnrnnyeponos. Mocne obpa-
30BaHWA gocaTnaara nytM 6MOCUHTE3A TPUALMATIULEPONOB U docdoa-
LUArN1LEeposos pasasavBatoTcs.

Mpu cuHTe3e TPMALMATAULEPONOB (ochaTuaaT NoABepraeTcs ruapo-
nn3y:

6] P
p ch2o-c-r +H2 p ch2o-c-r )
P-C-O q H ®ocarnpar-* "® C H + Pl
CH2-0-P032“ docdarasa CH2-OH"
L-dochaTtngar Ovaumnrnnuepon
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[vaumnravuepon aumnupyeTcs TpeTbum ocTaTtkoM aumn-SCoA ¢ 06-
pasoBaHveM TpuaLmMarauyepona:

P ch2oc-r V -R P
- - - - * - - - -
R-C-O Cr H Avaumaranepon- R ? (0] C\)-Io + CoASH
CH2-OH  auunTtpaHcepasa Cl20-C-R
Ovaunnranuepon Tpuaumnravuepon

Mocne 6MocKHHTE3a HeTpasibHble XUPbl (TPUALUATANLEPONbI) OTKAa-
[bIBAIOTCA B LUTOMMNA3ME B BUJE XMUPOBBIX Kanesb.

B KfieTkax KULIEYHOro 3MUTENINA BbICLUMX XXUBOTHBLIX MHTEHCWUBHO Mpo-
TeKaeT BMOCUHTE3 TPUALMATINLIEPONOB C APYTMU MeXaH13MamMmn aumunupoBa-
HUA. MOHOoALMNTANLEPOSbl, 06pa3ytoLLecs B KULLEYHVKe MPU FUAPONIN3E XK-
POB MWLM, MOTYT aUUAMPOBaTbCA, MUHYS CTaguto hocharugHom KUCNOTbI.

BuocuHTes thoctoaunnramueponos (pochonunugos). docthoaumnriu-
LIeposibl ABNAOTCA KOMMOHEHTamMM MeMOpaH 1 BXOAAT B COCTaB MMONPOTEVHOB,
BbINO/HAOLMX TPAHCMOPTHYHO (DYHKLUMIO. pOMEXYTOYHbIM NPOAYKTOM 61O-
CUHTe3a hoconunuios aenseTcsa ochaTsaHas Kucnora. CyLlecTByeT HECKOb-
KO Pa3BeTB/IEHHbIX MeTabONNYECKUX MYTell GUOCKMHTE3A (POCHOaLMNTINLEPONOB,
YTO YKa3blBaET HA MX BAXHYIO POJb B PYHKLMOHUPOBAHUN KNETKWU. PasnuyatoT
OCHOBHOVi 11 pe3epBHbIil MyTy 61oCKUHTE3a hocdoalnrMLEepoos.

LieHTpanbHyt0 ponb B npouecce 6uocuHTesa Gochoalmnrnnueposnos,
Hapagy c dochaTuAHOW KUCNOTONW, urpaeT obpasoBaHve aKTUBMPOBAHHbIX
NPOMEXYTOUYHbIX MeTabonunToB.

OCHOBHO NyTb 6MOCKHTE3a HauMHaeTCA ¢ 06pa3oBaHMA LUTUANHAN-
thocarananmnrnnueponos (CDP-anaunnrnvueponos), a pesepsHbIi C ak-
TMBUPOBaHNA aMUHOCAWProB. c o6pasoBaHvem CDP-xonuHa, CDP-
ataHonamuHa, CDP-cepuHa.

Peakuuio cunTesa. CDP-gunaumnranuepona us gpocdarngatan CrP ka-
TanusupyeT epMeHT QoctaTugar-umtuanntpaHcgepasa. ObpaTtnumas peak-
Lusa cMelLaeTesa B CTOpoHy obpasosaHusa CDP-guauunravuepona énar ofaps
rmgponusy nupodoctata. 3ateM NOAAPHbIA aMMHOCNUPT, HaNpuUmep, cnup-
TOaMUHOKUC/IOTA Cepumn BCTYMaeT B peakuuio C akTUBMPOBaHHbIM docdaTu-
[MNI0BLIM OCTaTKOM C 06pa3oBaHMem dochaTnguncepuHa.

[ekap6okcunmpoBaHve docdaTnannceprHa nog [AeiicTBrEM [eKap-
60oKcunasbl, KOhepMeHTOM KOTOPOI fABNseTcA Nupuaokcanbhocdar, conpo-
BOXJaeTcs 06pasoBaHunem octaTnamnataHonaMmmHa. Peakunsa gekapbokcu-
NUpoBaHNA docdaTuannceprHa nNpoTeKaeT B HECKONLKO 3Tanos. Ha npome-
XXYTOUHOM 3Tane nupugokcanbdocdar fekapboKcunasbl B3aMMogeiicTByeT C
a-aMUHOrpynmnoi ocTatka cepuHa ¢ obpasoBaHMeM WN(HOBa OCHOBaHUA, a
3aTeM MPOMCXOANT AekapboKCuNnpoBaHme.
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NH,

0
1) HX -0-C-Ri (,,) q
4-0--p--O-fp-l
r2 c—0-C-H O a o
HzC—O0—P-0
O OH
docarngar LutuamHTpurdocdar
2) h2zc-0-c-R,
(6]
PPi + R,-C— O-C-H
docatugar- [V 'N
uuTnamnn- Pi I Hf—O—Fi -0 -PI-O -CH 1
TpaHcdepasa 0- 0
No -
T H
A OH
LinTugnnaudochatamaumnranuepon
o]
3 3 q HzCl—O “C—R]
+OH—C—c—CO00- ___ cMP 1R2 ¢ — 0-C-H N111
H CDP-guayuns | H2 T
rnuuepon- H,C—O—Iﬂ—O—C —€00-
TpaHchepasa O-
Cepuun docharnguncepunH
o}
4) [}
o
[ekapbokcunasa coT* R2-c  O-C-H
H2c —O—P-0O-CH 2-CHr NH 3l
0_
docaTnnnaTaHoNaMUH
(6]
H,C-0-C-R,
+ SAM %

MeTuntpaHcepasa ~2 C O—€—H ((

HjC—O—P—0-CH2-CH2-N (CH3)3
O

doctharugunxonuH
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B xofe peakuuii METUNMPOBAHMS MO aTOMY a30Ta aMMHOTpynmnbl Goc-
(harrnannaTaHonaMHa NPOMCXoAnT 06pa3oBaHue (hochaTUANIXONNHA.

coo
coo H-C-NH3
H-C-NHg
a2+ ATP

CH2

PPi + Pi +

CH3 §

MeTNOHWH 4l Y

H o

S-AJeH03UIMETUOHUH (SAM)

JlOHOpPOM MeTanbHbIX TPYMN B peakumax MeTUAUPOBAHWS BbICTYMaeT
S-afieHo3UNMEeTUOHUH (SAM), KOTOpPbIA CMHTE3MPYETCS B pesy/bTaTe nepe-
HOCa afleHO3W/IbHOM TPynnbl HA aTOM Cepbl aMUHOKMC/IOTbI METUOHUHA.

Pe3epBHbIii NMyTb GMOCUHTE3a hoctoaunarnnLeponos (6MocnHTe3 us
rOTOBbIX OCTATKOB) OT/IMYAETCA TEM, YTO BHaYase NMPoUCXOANUT aKT1BMPOBa-
HWe aMMHOCNMProB nyTem ocopunmposanus 3a cyet ATP ¢ o6pa3oBaHu-
em thocthopunxonuHa, poctopunataHonaMmmHa u docpopunceprHa. docgpo-
pWUMpOBaHHbIE aMUHOCMMPTLI 3aTeM pearnpytoT ¢ CTP, B pe3ynbTarte 4ero
nponcxoaut obpasosaHme CDP-cepnHa, CDP-3taHOoNnaMmHa n CDP-xonuHa.
AKTVBMPOBaHHbIE aMUHOCMMPTLI € OCTATKOM (hocthaTa NnepeHocATcs Ha Aua-
uunravuepon. B pesynbTate CUHTE3NpYOTCA docthaTuanncepuH, gocdartu-
[OUNI3aTaHONaMUH U (hoChaTLL LLUAXOMNH.

OH

IO

CDP-xonuH
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0] 0

CH,-0-C-R, iC-O-C-
" _@ A | HjC-O-C-R, . cMp
r 2-C—6-C—bl R,-C— O- -H 0
C'b2-CH H.C—0 —P-0-CH.-CH2-N (CH3)3
0_
Avayunranyepon DOCHATUANNXONMH

MnasmanoreHsbl (ochaTUaabXonnH 1 ocdatllanbaTaHoNaMUH CUHTe-
3MpYIOTCA TakXke M3 TOTOBbIX MPOAYKTOB B pesyfbTaTe peakLuii< MeHagy
1-ankeHunn-2-moHoaumnrnuueponom n CDP-xonunom u..CDP-gTaHoNaMUHOM
COOTBETCTBEHHO. Peakuuy nepeHoca ghocgpopunxonuHa ¢ CDP-xonvHa u goc-
(hopunataHonammHa ¢ CDP-3TaHolaM1Ha aHanorMyHbl COOTBETCTBYIOLLMM pe-
akumsaM obpasoBaHus hocaTuannxonmHa u ochaTnannataHonaMmmHa.

NH,

CHr O-CH=CH-R

2> )
CH-O-CO-R, + (CH)3N-CH2-CH2:0-P-0-P-<t) g

Lhzon &°

Ho' nw

1-AnKeHun-2-auunravuepon CDP-XoNH

CH,-0-CH=CH-R
I
CH-O-CO-R,
CMP + | ‘0
CH2-0-P-0-CH2 CHz- N(Cl ks
(0]

®ochaTUAXTbXONUM

BbuocuHres xonectepona. CTpyKTypa xonectepona 6blia onpefeneHa B
1930-x ropax. 31O OTKPbITUE NOCTABUIO MHOXECTBO BONPOCOB. OANH U3 HUX:
KaK MOXET 3Ta CMOXKHasA MOMEKy1a CUHTE3MPOBATLCA U3 NPOCTLIX MONEKYN?

Tonukom A AeTanbHOro MCCnefoBaHna MpoLiecca CUHTEe3a XonecTepona
ctano oTkpbiTMe R. Shoenheimer n D. Rittenberg n30TonHoOR TeXHUKK nccnego-
BaHUA MeTabonmueckux nyteid. B 1941 r. Rittenberg n K. Bloch nokasanm, uto
MeUeHHbI feliTepreM aueTaT ABNAETCA NPeALIeCTBEHHMKOM XofiecTepona y
MbILWei n Kpbic. B nocnegytoulem, E. Tatum u K. Bloch gokasanu, 4to yrnepog-
HbIl CKeneT aprocTepona Neurospora crassa 6bia MOIHOCTLIO MOYYeH M3 aueTa-
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Ta. B 1949 r. J. Bonner n B. Arreguin ycTaHOBUAK, YTO TPWU MONEKY bl alertata
MOryT CHOPMMUPOBATbL OfHY NATUYTNIEPOAHYIO MOSIEKY/Y M30MpeHa.

370 nepeknnKanocb ¢ MHeHneM R. Robinson, 4To xoniectepon ABfseTcs
NPOJYKTOM UMKNM3aUuUM CKeaneHa —nonumepa ¢ 30 atomamu yrnepoga.
B 1952 r. K. Bloch n R. Langdon noka3sanu, 4To CKBasieH MOXET NpeBpaLLaThCa
B X0fecTepon. Tak 6blna npeAnoxeHa cxema 6UOCHHTE3a X0NeCTepoNa.

OcTaBanoch pewunTh fiBe KYeBble NMPobnemMbl: KakoBa CTPYKTypa 13o-
MPeHOVAHOIo MPOMEXYTOYHOro NPOAYKTa U KakK CKBaNeH LMKNU3NpyeTcs B
thopmy xonectepona. B 1953 r. R.B. Woodward v Bloch npeanoxunu cxemy
LUMKU3aLMN  CKBaseHa, MPU3HaHHYI Mo34Hee WCTUHHOW. ~B.1956 .
K. Folkers oTKpbI/l M30MPEHOBBIV NPefLecTBEHHNK - MEBaIOHOBYHO KUC/O-
Ty. OTKpbITUE MEBANOHOW KUCNOTbl 3aKpblao «benoe MATHO» B npouecce
M3yYeHUns cuHTe3a xonectepona. C aTUX nop nocnefoBaTebHOCTL N CTepeo-
XMMUYECKNE 0COBEHHOCTN CUHTE3a X0NecTepona 6611 U3yYeHbl NMOHOCTbLIO.

AueTtat
M3onpeHoungHoe nponssogHoe 4
(5 aTomOB yrnepoga)
CKBaJleH
CksaneH (30 aTomOB yrnepoga) 1
MpoayKT umknusaunm
— Hojep4
XonecTepon (27 aTOMOB yriepoza) naHocTepon
Cxema cuHTe3a xonectepona Bloch Cxema LMKIn3aummn cksaneHa

Bloch & Woodward

Puc. 10.2. Cxema 6MOCUHTE3a X0NecTepona.

MocnenoBaTensHOCTL CMHTE3A XO/IECTepOosia Ha4MHAeTCA C KOHAeHcaLum
B LMTO30/€ ABYX Monekyn auetnn-CoA B peakumu, KaTannsmpyemoi Tnona-
300, Cregytowmii atan TpebyeT epmeHTa P-rugpokcu-P-metunraytapun-
CoA (FTMI-CoA) cuHTasbl. ITOT (hepMeHT KaTanusmpyeT KOHAeHcauuto
TpeTbelt Monekynbl auetun-CoA c¢ p-ketobytupun-CoA C nonyveHvem
FMI-CoA. 3atem 'MI-CoA BoccTaHaB/nMBaeTCs L0 MeBasoHaTa epMeH-
ToM TMI-CoA pepyKTa3oi. AKTMBHOCTb 3TOr0 (pepMeHTa SBNsieTCs onpege-
nawoLeii B 6MOCUHTE3e X0NecTepona.
FMI-CoA sBnsieTCA BaXHbIM MPOMEXYTOYHLIM MPOAYKTOM Ansa 6uo-
CMHTE3a KaK X0/ecTepona, TaK M KeTOHOBbIX Ten. bMocuHTe3 xonecteposna
KaTtanusupyeTcs (epMeHTamy B LMTO30/1e M (hepMeHTamu, CBA3AHHLIMU C
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LuTONMa3MaTUYECKUM PETUKYNYMOM. CUHTE3 Xe KETOHOBLIX Ten NpoCcTpaH-
CTBEHHO OrpaHVW4eH MaTpUKCOM MUTOXOHAPWIA. MoaTomy Tuonasa u FMrI -
COA CKHTa3a HaxofATCA KaK B MUTOXOHAPUAX, TaK U B LUTO30/1€ MEYEHN
KpbiC. B npoTuBononoxHocTb cuHTase TMI-CoA nuasa, koTopas paciien-
naet 'MI-CoA [0 KETOHOBBIX Te/, HAaXOAUTCA TOMILKO B MUTOXOHAPUAX.
"MI-CoA pepgykra3sa cBa3aHa ¢ 3HA0MNa3MaTuyeckumM PeTuKy1yMOoM.

Twonasa n TMI-CoA cuHTa3a NposBAAOT HEKOTOPbLIE PErYAATOPHbLIE
CBOICTBA B MEYEHN KPbIC (AneTa C BbICOKMM COfiepXKaHVeM X0aeCTeposa Bbl-
3blBaeT YMeHbLLUEHNE aKTUBHOCTU 3TUX (PEPMEHTOB B LIUTO30/1€, HO HE B MU-
TOXOHAPUAX). Perynaunsa cuHTe3a X0necTeponia CBA3aHa C peakuueit, Karta-
nusunpyemoii FTMI-CoA pepgykTasoii. TMIM-CoA pefykrasa HaxoguTca Ha
LMTONIa3MaTNYECKOM PETUKYNYME, UMEET MOJEKYAAPHBIiA-Bec 97092 1 co-
CTOUT M3 887 aMUHOKMCNOTHbIX OCTATKOB B €AWHCTBEHHON MOAWNENTUAHOM
uenu. CTpykTypa hepmeHTa 6bina uccnegosada M. Brown u J. Goldstein.
depmeHT umMeeT fABe 0651acTu. N-KoHLEeBas 061acTb MMeeT MOMeKyNspHYHo
maccy 35000 u cofiepXuT 7 rnapodobHbIX CErMeHTOB, KOTOpble, KakK nona-
ratoT, NPOHM3bIBAIOT MeMbpaHy. C-KOHLeBas 061aCTb MMeET MOJEKYNAPHYIO
maccy 62000, coepXXuUT KaTaIMTUYECKMIA Y4aCTOK 1, KakK monararoT, pacno-
naraeTcs B LMTO30/€.

AKTVBHOCTb peAyKTasbl perynnpyerca Tpemsa pasinyHbIMU MexaHus-
mMamu. [epBblii KOHTPOMbHBIA NYHKT HaXOAUTCA Ha YPOBHe 3KCMpeccum re-
HoB. KonnuectBo npogyumpyemonn mM-PHK perynupyeTca cogepxaHuem B
opraHusme xonectepona. B cnyyae mM30bITKa X0necteposia KONUYECTBO M-
PHK ana TMTI-CoA pefykTasbl CHUXaeTcA, CnefoBaTtefibHO, CHMKaeTcsa 06-
pa3zoBaHue hepmeHTa. CHUXeHMe XonecTepona yBenmumsaeT cuHTes M-PHK
pefyKTasbl.

BTOpoii peryasTOpHbIVi MexaHW3M CBSi3aH CO CKOPOCTbO Aerpagauuv
FMTI-CoA pepykTasbl. KonnuecTso (pepmeHTa B K/IETKE 3aBUCUT KakK OT CKO-
poCTn ero cMHTesa, Tak' OT CKOPOCTW pacnafa. berno nokasaHo, YTo Bpems
nonyxusuu NMMIM-CoA peaykrtasbl cocTaBnaeT 2—4 yaca, Y4To npuMepHo B 10
pas MeHbLUE, YeM-y 60/bLINHCTBA ()ePMEHTOB 3HAOMNA3MAaTUYECKOTO peTu-
Kynyma.- Apyrumu cnosamu, TMI-CoA peaykrasa ObICTPO pasnaraetcs B
Knetke.-CkopocTb gerpagauun 'MI-CoA peflyKTasbl perynnmpyerca Konuye-
CTBOM Xo0siecTeposnia. [103TOMy ecnm XonecTepon B n3bbiTKe, CKOPOCTb TMI -
CoA pepgyKTasbl B 2 pasa Bbille, YeM B C/yyae HefocCTaTKa XOfiecTeposa.
[OelicTBne xonectepona Ha ferpagauuto epmeHTa onocpegyerca MembpaH-
HbIM JOMeHOM (hepmeHTa. [loKa3aTeNbCTBOM 3TON TEOPUU CAYXMT TOT (haKT,
4YTO MyTaHTHbIVi ()epMeHT 6e3 MeMBpPaHHOro JOMEHa MOXeT CUHTE3MpOoBaThb
MEBA/IOHOBYHO KMUCMOTY [aXe BHE 3HAO0MNMNA3MaTW4ecKoi ceTw, Mepuof ero
nosypacnaga B nstb pa3 Bbllle HOPMaNbHOIO, & KOJIMYECTBO X0/1IeCTeposia He
B/IMSIET HA €ro nNepuog nosypacnaga.
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H,C— C— CoA
nrtopasa

0} o}

oH
H:C— C—— C— C— CoA +CoA

P-keTo6yTnpun-CoA

0}
H,C'C'COA" | 'MFTr—~CoA cuHTasa

HA / oH ’(7: +CoA
"CoA
HE  h2
p-ruapokcH-P-metunrnytapun-CoA (FME-CoA)
TMT-CoA peaykTcuTt rMr-coA nucna
(BaHaoONNnauymMaTuyeckom (BawTaxomgpwa)

petukynyme)

\ P
C C HEZ——HZ—€—0
H* n2
MeBarnoHart P-keTobyTupat

KaranmTinieckuin y4acTok (fomeH)

FmapothoGHbI y4acToK (4OMeH)

npocser
3HAOMNA3Maruyeckoro
peTuxynyma

Puc. 10.3. Cxema ctpoeHunsa MMl -CoA-pesyKTaunsbl.

TpeTuii perynaTopHblii MexaHusm  —  docgopunamposaHme-
fedochopunuposaHne pefykTasbl, KOTOpPOe MNPUBOAUT K WHAKTUBa-
umun/akTnsauum epmeHTa. Kunasa kunasol TMIT-CoA pefykTasbl Katanu-
3upyeT ocopunanpoBaHre U akTuBauuio KnHasbl TMI-COA pefyKTasbl.
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JTa KuHasza gochopunupyet FMI-CoA pefykrasy, UTo NPUBOAUT K MHaK-
TMBaUUM pegykTasbl. O6e kuHasbl CAMP HesaBucuMbl. O6paTHbIA npouecc
KOHTPONUpYoT (octaTasbl. TN KMHA3bI U (hochaTasbl 0NOCPeyoT KPaTKo-
BPEMEHHbIE U3MeHeHUs akTuBHoCcTn TMIT-CoA pegyKTasbl.

Kunasa kuHasbl TMT-CoA pefiyKTasbl

®duchubaa knHassl FTMI-CoA pcnyKTasbl

Puc. 10.4. Cxema perynauun [’ ME-CoA-peayKTasbl nyTem
thocopunmpoBaHusa-gedochopuinpoBaHms.

BuocunHTe3 xonecTeposia KOHTPOMMPYETCA TakXe /MNonpoTenHaMm
HW3KoW nnoTHoCTK (JITIHM) naasmbl.

YcTaHOBNeHa CBA3b MEXAY BbICOKUM COAep)KaHUeM xonecteposia nnias-
Mbl W KapAMOBaCKYAspHbIMK 3ab60neBaHnAMN (BONbLIMHCTBOM 3a60/1eBaHNi
cepiua, MHMapKTOM, MHCYNbTOM). Hanbonbluaa 4acTb XOnecTeposia CUHTe-
31pyeTca B MEYEHW, MO3TOMY NPOU3BOAMIICA NMOUCK NeKapCTBEHHOMO CPeacT-
Ba, KOTOPOE CneLndunyeckn ymeHbLLnno 6bl 6BUOCUHTE3 XonecTeposna. bbino
6bl NOrMYHO, YTO6HLI TaKoe NIeKapcTBO MHaKTMBMpoBano MI-CoA peaykTa-
3y, TaK Kak 3TOT ()epMEeHT KaTanm3npyeT K/IHO4eBOW PErynsaTOpHbI aTan Me-
Tabo/IM4eckoro nyTu. boinu BbigeneHbl MeTabonnTbl TPUGKOB, ABNAKOLLMECA
KOHKYPEHTHbIMU uHrnéutopamu CMI-CoA pesykTasbl. OgHUM 13 Hambonee
aKTUBHbIX BELLECTB AB/SAETCA /I0BACTATUH.

Ha crefytowem yyacTke MeTab0/1M4ecKoro nyT MesasioHOBas K1CoTa
npeBpaLLaeTcs B CKBaseH, KOTOPbIA LMKAN3MPYETC B NaHOCTepos. MepsbiM
3TanoM 3TOro yyactka MeTabonv3ma fBMAETCA CUHTE3 MNATWUYTNepoHOro
M30MPEHONLHOI0 MPOMEXYTOYHOr0 NMPOAYKTA - W30MeHTEHUANMpodocdara.
CuHTe3 BK/OYaeT ueTbipe (epmeHTa. B pesynbTate geiicTBMA MeBasoHaT
KWHa3bl 1 (ochomeBanoHaT KumHasbl obpasyetcs 5-nupodociomeBanoHar.
Tpetuii depmeHT nupodochomeBanoHaTaekapboKcunasa Katanusnpyer ge-

261



KapboKCUNMpoBaHue 1 yfaneHne ruapokcunbHoli rpynnsl y C3- Jekap6ok-
cunasa, BepoATHO, AeNCTBYeT MyTeM (OCHOPUNNPOBAHMA TFUAPOKCUILHOM
rpynnbl y C3ATP, 3a yeM cnegyeT /MpaHC-3IMMUHMPOBaHWE KapBoKCHbHOM
rpynnsl 1 ocgarta ¢ NoNyYeHMEM U30NeHTeHuANupogocpara. ATOT npo-

MEXYTOUHbIA MPOAYKT MOXEeT (JepMEHTaTMBHO M30MEPWU30BaTbCA B
3,3-gumetunannunnupodocdar.
j?HZ OH AP A+ H HX OH
H2 H2 KIHO30 H2 H2
MeBanoHaT doctomeBanoHat
Q TTp rnTh ATP ADP m
M H3cy y vy, HH3 OH
~ 0 ~ occhomeBanoHaT- A,CH20
1j n KMHasa ~O c c
w2 2 H2 H:
dochomesanoHat 5-FupotocthomesanoHat
[[HX OH A adp+tk.co?
<pKpl = - ~ |—B( ) ‘ :H2<£ Xf’
Q I @ X C/ w2 p'K P 1 Mupodpoceho- M E/
H2 H2 wesanohaT- H2C ~ H2
[fekap6oKcunasa
5-MupodochomeBanoHat WioneHTennnnunpocncdar
HIX /aid){p>(p) HZ. /CH2 <£><?)
'c—CH2 = == = = V=ClI

WzonenTenuanupochochaT-  H-»C
13oMepasa
M3oHeHTeHUNNupodocdar

AvmeTmnannnnnupodncdat

3TU ABa NATUYTNEPOAHbLIX U30NPEHOUAHbLIX rupodocdara pearupyoT
Mexnay coboii ¢ 06pasoBaHWEM AecATUYTNepogHOro MpoAyKTa repaHuanu-
pothocthaTa. B'mocneacTsMmM Npu peakuun repaHunnupogoedaTa ¢ MoneKy-
noli n3oneHTeHMnnupodocdata obpasyeTcs NATHAAUATUYTEPOAHBIA Npo-
LyKT hapuesunnnupodocgart.

[Be Monekynbl thapHesmnnupodocgara pearnpyroT Mexay coboii 1 06-
pasyloT npeckBaneHnMpogochar, KOTopbIil 3aTeM NPeBpaLLaeTcs B CKBaseH C
oTwenneHnem PPi.

depmeHTbI, MpeBpaLLaroLe MeBasoHaT B (apvesnnnupodgocdar, Bepo-
ATHO, PacnofoXeHbl B LMTO30/1€, B TO BPpeMsi KaK (hapHe3us TpaHcgepasa
(ckBaneH CMHTa3a) TECHO CBSi3aHa C 3HAOMNa3MaTUYECKUM PETUKYNyMoM. He-
CMOTPSA Ha TO, YTO MeMOPaHHOCBA3aHHbIE PEPMEHTbI C/I0XKHO PacTBOPUTL, 3TOT
(hepmeHT 6blN MOMyYeH M3 APOXOKeN. B nonvmepHoli hopMe 1 B NpUCYTCTBUM
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NADPH ¢apHe3untpaHchepasa npespallaet ABe MOMEKY/bl hapHe3uInmpo-
thoctata B ckBasieH. MMpu guccoumaumm B HENOMMMePHYHO hopMmy hapHesun-
TpaHcepasa KaTamM3npyeT TO/IbKO 06pa3oBaHue NpeckBaseHnypogochara.

HE™ /o (pvd Tty -(P)(p)
—CH2 + C==CH
H2Cr H3C
M3nneHTcHunnupodocdar [AumerHnannHnnupococdar

r
[OumeTunanmnT pancdepasa

H2 /010®© HC  /cHDd<r)0
Hex ,,C=CH o
ne" =4 H, Hz2cr

Mepantnnupogacear M3cuieHTeHnnnupohocahat

lepawmpeHpesa
s3]
CH,
H2

HG | ru. -c=c'

,C=C Y H
HC H Il

®apHesunTwpe pocdar

[ns 6uocnHTesa naHocTeposia NPONCXOAAT elle 4Be peakuun. B nepsoii
13 CKBaseHa 0OpasyeTcs CKBaneH-2,3-0KCWUA C MOMOLLbIO (DepMeHTa CKBa-
NEeHMOHOOKCUreHasbl ((DEPMEHT CBA3aH C 9HAOTLLA3MATUYECKUM PETUKYNY-
MoM). JTa peakumsa Tpebyetr 02 NADPH, FAD, dochonmnmaos v uuto-
30/1bHbIX 6€/1KOB.

CKBaJieH SBMISieTCA CUMMETPUYHON MOMEKYOI, No3TOMy 06pasoBaHue
CKBAJIeH-0KCNa MOXET HAYMHATBLCA C NH0O0r0 U3 KOHLOB MOeKybl. OKCUA
npeBpaLLaeTcs B 1aHOCTEPON APYrM ()epMEHTOM, CBSA3aHHbIM C 3HAOM/A3-
MaTUYeCKUM PEeTUKYNYyMOM, - 2,3-OKCUOCKBaNeH-NaHOCTePOsI-LUKIa30i.
PeakLins MOXeT 0oCyLLeCTBAATLCA MOCPELCTBOM COr1acoBaHHOM nocnefoBa-
TeNbHOCTM 1,2-TpaHC-n3omepusaunii, 06pa3oBaHMa rMApUL- MOHOB NPOTO-
HVMPOBaHHOTO MPOMEXYTOYHOro NpPoAyKTa ¢ 06pasoBaHMEM NaHOCTepona B
KOHLe NocnefoBaTelbHOCTU pPeaKLuid.

llocnefHuid 3Tan GMOCUHTE3a XONecTeposa BKIOYaeT NocnefoBaTenb-
HOCTb 13 0K0NOo 20 peakLmid, KOTOpas HaYMHaeTCA C naHocTepona. Y MieKo-
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nnTarowmnx OCHOBHOIA nyTb COCTONT U3 NOCNefoBaTe/IbHOCTU peaKLI.VIVI BOC-
CTaHOBJ/IEHNA MO ,D.BOVIHOVI CBA3N n peaKLl,l/lVI AEMETUNNPOBAHUA.

N - cH (TLE)
bpravougm -+

Nl I

n NADP PPi

»3-Okcugockeasen:
nasacTeponyuk/iosa
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MocnefoBaTeNbHOCTb PeakLMii BKIOYAeT OKUCNEHNE U yaaneHune lda-
MEeTWbHON Fpynnbl, 33 YeM CnedyeT OKWCMeHWe W yaaneHue ABYX MeTasb-
HbIX Fpynn B No3vumun 4 B cTepclle. B 3akM0uMTeNbHONM peakunm npoucxo-
[UT BOCCTaHOBNEHWe A7 BOHON CBA3M B 7-Ler1MapoxonecTeporse.

AnbTepHaTVBHBbIA NyTb CUHTE3a X0NecTeposa U3 NaHoCTepona BKKOYa-
eT CHayana Tpu peaxkuuu LeMeTuinpoBaHus ¢ 0bpasoBaHMeM 3KIMOCTEPONa,
3aTemM u3omepusaumio J18 fBONHON cBA3M B J15 NONOXeHMe ¢ 06pa3oBaHMEM
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,n.eCMOCTefona 3aKnounTeNbHAsA peakLus 9TOro NyTW COCTOUT B BOCCTaHOB-
nenun JT* 4BOMHOI casian.

DepMeHTbI peakLuii NpeBpaLLeHns 1aHoCTepoNa B X0NeCTepos CBS3aHbI
C 3HA0NNA3MATNYECKUM PeTaKynyMoM. OBHapyXKeHbl TaKXe fiBa LUT030/b-
HbIX MPOTENHA, KOTOPbIE CTUMYNUPYIOT HEKOTOPbIE peakLun MnpeBpaLieHus
CKBaNeHa B XO/IECTEPON, MPOMCXOAsLLMe Ha MembpaHe. Kak aTu pacTBopu-
Mble MPOTEMHbI YuyacTBYIOT B MPOLIECCE CMHTE3a XO0/ecTepona, OCTaeTcs
npeAMeTOM [afbHeiLlero n3yyeHus.

11. OBMEH BENKOB

OO6MeH 6e/KoB NIEXUT B OCHOBE BUMOXMMUYECKUX MPOLLECcCoB; obecre-
UMBAIOLLMX XKN3HEAEATENbHOCTb XMBbLIX OPraHM3MoB. B uBOW npupoje Bcs
COBOKYMHOCTb XMMWUYECKNX peakLmil HanpasneHa Ha BOCNPoOu3BeaeHne cebe
MoJo6HbIX, B OCHOBE KOTOPbIX NIEXMT 6MocnHTe3 6enka. B.opraHnsme yeno-
Beka maccoin 70 Kr cofepxuTcs npumepHo 10 kr 6enka, 60/1bluas YacTb Ko-
TOPOTO NOKaNN30BaHa B MblLLILIAX.

JTt06011 X1BOI OpraHn3M A1 HOPMasbHOr0 poCTa 1 PasBUTUSA HYXAa-
eTCA B UCTOYHUKE aMUHOKMUCOT. BOMbLIMHCTBO MUKPOGOB U (DOTOCUHTE3N-
pytoLme pacTeHns aTy noTpebHOCTb 06ecrneyvnBatoT 3a cHeT 6UOCUHTETUYE-
CKUX npoLeccos. Mpy Hanuunuu UCTOYHWKOB YFaepofa, HeopraHW4yeckoro
a3oTa, 3Heprum 1 Jpyrux HeOpraHNYecKUX COeANHEHNI 3T OPraHn3Mbl CNo-
COOHbI CMHTE3NPOBaTb He TO/MILKO BCe aMWHOKWC/IOThI, HO U BCe OpraHuye-
CKne CoefiHEeHNSs, HE0OX0ANMbIE A/1F JAHHOT0 OpraHn3Ma.

OpraHu3mbl XMBOTHbIX; .1 B OCOGEHHOCTW Ye/0BeKa, B 3TOM OTHOLLE-
HUWN He CTONb YHMBepCanbHbl. AN HUX rNaBHbIMWU UCTOYHUKAMWU aMUHOKMUC-
NOT SBNAIOTCA 3K30TeHHble OeNKW, Kak pacTUTENbHOro, TaK W >XMBOTHOrO
NPOUCXOXAEHUSA.

Brvonornyeckas LEHHOCTb 6eNKOB MWLM OMpeaenseTcs X aMUHOKMC-
NOTHBIM COCTaBOM: benku, cogepxallme B CBOEM COCTaBe BCe He3aMeHVMble
aMWHOKWCNOTbI (TPEOHWH, METUOHWH, BafUH, NENLMH, N30MelLmWH, heHunana-
HWH, TPUNTOMAH, NIM3NH, aprUHWH U TUCTUAUH), ABNAKOTCA MOMHOLEHHBIMU.
Benku, B'cocTaBe KOTOPbIX OTCYTCTBYET OfHa UMM HECKONbKO He3aMeHUMbIX
aMWHOKMNC/IOT, OTHOCAT K HEMO/HOLEHHbIM 6enkaM. AMUHOKUCNOTbI aprHUH
M TUCTUAMUH He3aMeHWMbl TOSIbKO A1 [eTCKOro opraHusma. Mrtuubl He cro-
CO6HbI CMHTE3MPOBATb APrMHUH U OFPaHUYEHHO CUHTE3UPYIOT MULMH.

Benkun XX1MBOTHOro NPOUCXOXAEHNA (MAca, MOMOKa, AvL, U T.4.), Kpome
KONnareHa n XenatuHa, cofepxxar BCe He3aMeHWMble aMUHOKUCNOTbI U fB-
NAIOTCA NOMNHOLUEHHBIMU. PacTuTenbHble 6enKkun, Takue, Kak, rvaguH nile-
HULbI, NETYMUH ropoxa, 3eUMH KYKypy3bl, FOpfevH oBca, NerymennH 60608
coun, He MOryT obecneunTb HOPMasbHbIA POCT U PasBUTWE KPbIC B CUTY He-
[OCTaTOYHOCTM MNN OTCYTCTBUA OMpPEfEeNeHHbIX He3aMeHUMbIX aMWHOKMUC-
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not. Tak, HanpumMep, B 6e/Ke KyKypy3bl - 3eMHe 04YeHb Mano rpunTtoaHa u
NN3NHa, a B 6enKe MIIeHNLb! TINaAWHE - NIN3NHA.

Uenosek JO/MKEH NoyyaTb B CyTKM He MeHee 30 r 6enka. MuHumanb-
Haa CyToYHas NOTPe6HOCTb AN MY>XXUUH cOCTaBNAeT 37 I, NS XEHLINH - 29,
a peKoMeHzyemas cOOTBeTCTBEHHO 55 1 45 r. B pa3BuTbIX cTpaHax akTuye-
CKoe noTpebneHve 6enka cocTaBnseT 92 i My>XUMHAMU U 75 T XKEHLWUHAMMN.
MoTpebGHOCTL B Ge/ke BO3pacTaeT B Nepuof 6epeMeHHOCTM 1 naktauuu. Mo-
CNeACcTBUSA HEAOCTATOYHOCTY 6eNKOBOro NUTaHWA MHOroo6pasHbl. HepocTa-
TOK B TEYEHMNEe A/INTENbHOr0 BPEMEHN B MULLE NOSHOLEHHbLIX OEKOB NpYBO-
AUT K lparmyHomy 3ab0/eBaHWIO KBALIMOPKOP. [1S BOCMONHEHWUS: aMUHO-
KUCNOT NPOUCXOAUT '-MApoNu3 TKaHeBbIX GefKoB, YTO COMPOBOXAAeTCcA Ha-
pYyLEeHNeM pasBUTUA U (YHKLMIA BCEX >XM3HEHHbIX OPFaHOB M KOHYaeTcs
CMepTbio B paHHeM Bo3pacTe. MNpobnema 6e/KOBOro NUTaHUA LIMPOKO pac-
NPOCTPaHeHa, HO 0c060 OCTPO CTOMUT B Pa3BMBAIOLLUXCA CIrpaHaXx.

MpoTconns. SHAOreHHble GeNkn U 60/IbLUMHCTBO NENTUAOB He Cro-
CO6HbI NPOXOAUNT Yepes KNeToUYHble MeMOpaHbl TOHKOIO OTAeNa KULLEYHUKA.
AMUHOKUCNOTLI CBOBOAHO NPOXOAAT Yepe3 HUX. MoaTomy 6enkn ans BK-
YeHus B NpoLeccbl MeTabonu3Ma AOMKHbI MoABepraToCa NONHOMY (hepMeH-
TaTUBHOMY TMAPONN3Y [0 aMUHOKMUCIOT.

MHoOrve MWKpPOOPraHu3mbl CUHTE3VNPYIOT W BbIJENAOT B OKpYXaro-
LYo cpefy nenTuiasbl, OCYLLeCTBAAOLWME TAPoNU3 NenTUAoB U 6enKos 4o
aMWHOKWC/OT, KOTOpPble, MPOXOAA KMETOYHble MeMOpaHbl, BOBNEKalOTCA B
pasnnyHble npoueccsl MeTaboansma.

1(anbonee nOMHO W AeTanbHO NPOTEONN3 M3YYeH B HKeNy[o4Ho-
KMLWIEYHOM TpakTe NO3BOHOYHbLIX XMBOTHbIX U YenoBeka. nMaponns 6enkos
HaunHaeTCA Moj Le/CTBMEM XKenyLOoUYHOr0 COKa. XKenyfouHblil COK coaep-
XWUT CBOGOAHYIO COMSHYIO KUcnoTy (» 0,1 mMonb/n), KOTOPYHO CUHTE3UpPYHT
06KN1afi04HbIe KNETKN CTEHOK XXenyaKa. MpoTOHbI COMAHON KNCAOTbI U3 Lu-
TonnasmMbl 06KMAA0YHBIX KNEeTOK B MPOCBET XenyfKa TpaHCcrnopTupyloTca
H 7 k (-ATP-a30ii. Y6bisib NPOTOHOB B 06KM1aA04HbIX KeTKax BOCMO/HSETCS
3a cYeT AuccoumaLm yronbHOM KMCnoTbl, a U36bITOK OCHOBHOIO rMapoKap-
6oHaTa (HCO3) B MEXK/ETOYHOM MPOCTPaHCTBE 0OMEHMBAETCA Ha XNOpus-
noHbl (Cl-) U3 KpoBW, KOTOPbIE BMECTO HEro MocTynatT B KPOBb.

CongHaa KucnoTa OKasbiBaeT rybuTenbHOe [eiicTBUe Ha MUKpoopra-
HW3MbI, BbI3blBaeT AeHaTypauuio 6enka. [leHaTypupoBaHHbIA 6enok nerve
rugponusyerca. Kpome TOro cnoco6CTBYeT MNpeBpaLleHUI0 HeaKTUBHBIX
(hopm nenTuga3 —encUHOreHoB B aKTUBHbIE (POPMbI —1encuHbI. MencuHo-
reHbl B Kucnoi cpege (1-2 pH) ayTokaTanMTvyecku OTLLENNAOT 6IOKM-
pyrowme nentuipl, GOPMUPYIOTCA aKTUBHbIE LIEHTPbI W NpeBpallalnTca B
nencuHbl. MencuHbl NpeACcTaBAAOT cO60M rpynny 3HLOHeNTUAa3s, KoTopble
HECKO/IbKO pasninyatoTcs CreuunyHocTblo. OHU C MOMOLLbLIO fBYX acnap
TUIbHBIX OCTaTKOB B aKTUBHOM LIEHTPe pacLLennstoT nenTuiHble cBsasun 6en-
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KOB, MpPeanoyYTUTeNIbHO 06pa3oBaHHbIe (eHUNaNaHUHOM U NeliMHOM. B xe-
ny[nKe npoliecc NpoTeonunsa 6esKoB npogomkaetcs 1-3 vaca.

B 4BeHaauaTUNEpCTHYI KULLKY MOCTYNaeT CEKpPeT MOKeny[ouHoiM
enesbl, CoAepXalyuii TPUNCUHOTEH, XMMOTPUNCUHOTEH 1 NpoanacTasy. U3
3TUX 31IMOTEHOB K/IOUEBYIO PO/ib UTPaeT TPUMCKUHOTEH. B KMLIEUHUKE 3HTe-
ponenTuaasa, N0KaM30BaHHas B MeM6paHax KULIEYHOrO 3MUTenus fBeHa-
ALATUMNEPCTHOIM KMLIKKM, OTLennseT oT TpuUmncuHoreHa N-KOHLEBOR rekca-
nenTui, BCNMEACTBME YEro NPOUCXOAWT MepecTpoiika (YHKLMOHANbHBIX
rpynn n 06pa3oBaHWe aKTUBHOFO LEHTpa. TakuMm 06pasoM, TPWUMCUHOTEH
MpeBpawiaeTcsl B TPUMCWMH. TPWUMNCUH pacluennisieT cregytollyto Momekyy
TPUMCUHOTEHA U MPOUCXOAMT ayTOKaTaIMTUUeckas akTuaaums. MpothepmeH-
Tbl XMMOTPUICWHA, 3/1aCTasbl U NENTWAA3 aKTUBUPYOTCS TRUACMHOM.
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TPUNCUH, XUMOTPUMNCKUH W 3nacTasa ABMAKOTCA 3HAOMNeNnTUAasamu u
OCYLLECTBASAT rMAPOAN3 NENTUAHbLIX CBA3ENA, PacnoNOXEHHbIX BHYTPM Nen-
TUAHbIX Leneil. TPMNCUH pacluennseT NenTUAHbIE CBA3M, 06pa3oBaHHble OC-
HOBHbLIMY aMWHOKWUCNIOTaMW aprMHUHOM W NIU3UHOM, XUMOTPUMNCUH OCYLLe-
CTBNAET rMAPON3 NENTUAHBLIX CBA3EN HEMONAPHLIX aMUHOKUCAOT TUPO3MHa,
TpunTtohaHa, (heHwnanaHuHa v neiumHa, a 3nactasa - NPevMyLLEeCTBEHHO
CBA3N anMdaTUyecKMX aMUHOKWUCAOT FMLMHA, anaHunHa, BaivuHa U 13onei-
umHa. M'Maponms NenTUAHbIX CBA3e BCeMU (hepMeHTamu OCYLLECTBASETCS MO
Kap6OHWIbHBIM FPyMnaM 0CTaTKOB yKa3aHHbIX aMUHOKUCOT.

KapbokcunenTtngasbl NOMXKENYA0YHON Xenesbl KaTann3upytoT pac-
LenneHve nenTnaoB He6oMbLWLOro pasmepa ¢ C-KOHUA M aMMHOMENTMAA3bI
TOHKOro oTfena KuweyHuka - ¢ N-koHua. Oba depmeHTa ABAAIOTCA 3K30-
nenTugasamu. B cekpeTe TOHKOrO KULIEYHWKa COAEPXKUTCA PepMeHT gunen-
TUAasa, pacLyennsoLwmnii AunenTuasl 40 aMUHOKUCIOT.

B pesynbTate KOMOMHMPOBAHHOrO [e/CTBMS YKazaHHbIX (epMeHTOB
MPOUCXOANT TUAPONN3 GeNKoB MUK [0 aMUHOKWUCAOT, B pesy/bTaTe Yero
YHUUTOXaeTca BMAOBas crneunuduuHocTb 6eKoB. AMUHOKMCIOTbI CMOCOGHBI
BCACbIBaTbCA B TOHKOM KMLUEYHWKe. TpaHCNOPT aMUHOKWCOT KaXK Ao rpyn-
Mbl B KMETKWA 3NUTENNA MPOUCXOAUT _C.MOMOLLbIO TpynnocneLuuyeckux
TPaHCMOPTHbLIX CUCTEM, COBMECTHO C.TpaHcnoptoM Na , T.e. N0 MexaHu3My
COMPSXXEHHOro nepeHoca (BTOPMYHBIA aKTMBHbLIA TpaHCNOPT (CMMMNOPT) nnu
nyTem Na+He3aBMCMMOI 06neryeHHon anddysnn. M3 anutennanbHbIX Kie-
TOK aMWHOKMCNOTBI MOCTYNaloT B KPOBb W [OCTaBNAOTCA BCEM TKaHsAM. Mo-
CTYNWB B K/ETKN TKaHel, B«pesy/bTaTe TakkKe akTMBHOrO TpaHCNOPTa, YacTb
aMWHOKMCIOT NPUHMMAET Y4acTue B pPas/inuHbIX BUOCUMHTETUYECKMX NPOLLEC-
cax, a N3bbITOK aMVHOKNCNOT UCMO/b3YETCA B IHEPTETUYECKUX LIENAX.

Kata6o/1v3m amuHokmcnoT. Kata6onimsm ammHOKUCNOT Y MJIEKOMU-
TaoLWMX NPOUCXOLUT B OCHOBHOM B MeYeHu, YaCTUYHO B MOYKaX U OTHOCK-
Te/IbHO Maso aKTUBHbI B 3TOM OTHOLLEHWUMN CKE/EeTHble MbllwLbl. [18 oKucne-
HWA [BaALATU Pa3/IMUYHbIX aMUHOKWUCOT CYLLECTBYET ABafLaTbh PasnnyHbIX
nyTei, KOTOpble MPUBOAAT K He6OMbLIOMY YMCIY MeTaboauT 0B, NOCTynako-
LWMUX B LUK TPUKAPOOHOBbIX KMCNOT. HO nepes 3TUM aMUHOKWCIOTA O/K-
Ha NoTepATb aMUHOTPYMNY B MPOLEecce Ae3aMUHUPOBAHNS.

B npupoge cyllecTByeT 4yeTbipe Bufa [e€3aMUHUPOBAHUSA: OKWUCAU-
TeflbHOE, BOCCTAHOBWUTENbHOE, TUAPOIUTUYECKOE W BHYTPUMOJIEKYNAPHOE.
Han6onee BaXHYIO posib UrpaeT OKUCNUTENbHOE fie3aMUHMpoBaHue. Cyule-
cTByeT FMN-3aBuc/Man okcufiasa, KoTopas KaTaausupyeT fe3amUHMpPOBa-
Hue L-ammHokucnoT, u FAD-3aBMCUMas OKcugasa, [AeNCTBYHOLAS Ha
D-aMWHOKMCNOTI.

Peakuus npoTekaeT B ABa 3rana. BHayane npoucxofuT BOCCTaHOBIE-
HVe KOPepMeHTOB (h/1aBOMPOTEMHOB, & aMUHOKMC/IOTa NpeBpaLLaeTca B UMu-
HOKWCNOTY. [lanee NMpoUCXOAWUT rMAPOAN3 UMUHOKUCIOTHI C 06pa3oBaHneM
2-0KCOKMCNOTbI W BbIENEHNEM aMMUaKa.
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L-AmuHokmcnoTa E-FMN Ho- Katanasa

(D-AmyHoKmMcnoTa (E-FAD) 1120 + 12 02
+H20 Okcmnpaassl
aMMUHOKMCNIo
K-FMN11
- +
2-Okcokucnota +NH, (E-FADH2)

BoccTtaHoBeHHbIe (NaBONPOTENHBI MOTYT HEMOCPeACTBEHHO pearmpo-
BaTb C KMCMIOPOZOM C 06pa3oBaHMeM Nepokcuaa Bofoposa. PepMeHT Katanasa
06e3BpeXMBaET NepoKCUf BOLOPOAA, pasfiaras ero Ha BOAYy 1 KUCIOPOS,.

BOMBLIVHCTBO OKCMAA3 aMUHOKMUCNOT MPOSABAAIOT HU3KYH. aKTUBHOCTb,
HO B MPUpPOAE LIMPOKO pacnpocTpaHeHa BbICOKOAKTVBHAA OKCuAasa rnyTa-
marta —rayTamaTernaporeHasa, Kotopas B KayecTBe KODEPMeHTa MOXeT
ncnono3osatb Kak NAD+, Tak 1 NADPL B xofe peakuuu raytamar npe-
BpaLlaeTca B 2-0KCornyTapar:

(IZOO' Ccoo'
HN-C-H NAD (E:O .
' nyramargerugporeHasa | ¢ NADPH + Mr
CHZ ' TWravaTACTAD CH2
| |
coo coo'
[nytamat 2-OkcornyTapar

OkucnuTenbHOE Ae3aMUHUPOBaHKE riyTamara Takxe NpoTeKaeT B fjBa
aTana. Cnefyetr OTMETUTL, HTO MOMUMO POJIN, KOTOPYIO UrpaeT rnytamarae-
rmaporeHasHas peakuns B'MeTabonu3me aMMHOKMCAOT, OHA MOXET ObITb MC-
TouHMKOM NADPH B 6MOCUHTETMYECKMX MPOLIECCax.

TpaHcamMuUHMpoOBaHWe n TpaHcaesaMuHuposaHue. B opraHusme
XXMBOTHBIX Hapady C aKTUBHOW rnyTamaTfernaporeHasoin UMetTCs BbICOKO-
aKTMBHbIE aMUHOTPaHC(epasbl, KOTOPbIE KaTaJM3MPYIOT MepeHoc aMuHo-
rpynmnbl.C:aMUHOKNCIOTLI Ha 2-0KCOKMUCOTY. AMUHOKUCNOTA MPY 3TOM Mpe-
BpALLAeTCA B 2-OKCOKMCNOTY, a U3 UCXOLHON OKCOKMUCMOTbI 06pasyeTca amu-
HOKWCNoTa. Peakuuio Katanmsnpyet aMMHOTpaHctepasa, KOhepMeHTOM KO-
TOpOWi ABNAETCA NupuAokcanbochar. AKTUBHON FPynnUMpPOBKONA MUPUZOK-
canbocara ABNAETCA anbferngHas rpynna, Kotopas B CBO60AHOM (ep-
MeHTe cBf3aHa C E-ammHOrpynnoii octatka SM3vMHa NOAMMNENTUAHON Lenu
anogepmeHTa. Mo3TOMy Ha NepBoM 3Tane peakuuy NPOUCXOAUT OCBOOOX-
[leHVe amuHOorpynnsl nu3nMHa, a 3ateM NH2rpynna aMWHOKMCNOTbI-
cybcTpata BpeMEHHO CBA3bIBAETCA C anbAeruiHON rpynnoi nmpugoKcaib-
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thocthaTa, KOTOpbIV Mpes] awacTca B nupuaokcamuHodgoctar. Mupuaokca-
MuHoocthaT nepefaeT aMUHOTPYNMy Ha 2-0KCOKMCNOTY.

Hanbonee BaXHbIMW W3 amMWHOTpaHckepas HABAATCA rayTamar-
amyHoTpaHcdepasa, anaHWH-aMMHOTpaHc(epasa M acnapTaT-aMUHOTPaHC-

thepasa.

+ o PLP § PN
UN-C-H + &ZO - é:O + h&-c-h
| AnaHuHamuHo- |
COO™ COQ" TpaHctepasa COoO 00"
AmuHokucnota  [Mupysart 2-Okcokucnota  AnaHvH

Peakuus TpaHCaMWHUPOBAHKS OYeHb YacTO AB/ASETCS MepBOli peakLm-
eii B npouecce Aerpafaumy aMMHOKMCAOTbI UM NOCNefiHel peakuuei cuHTe-
32 aMUHOKUCNOTHI.

BoNbLWIMHCTBO aMUHOTPaHC(epas NpeanoynraloT 2-0KCornyTapaTt B
KauecTBe OKCOKUCNOTbI-aKLenTopa ¢ 06pasoBaHeM rnyTamata, v Hao6opoT.

cocr (I‘,OO'
+
C=0 H3N-c-H
CH2 PLP.. » CHs CH2
CH
" 3 | 'nytamatamuHo- L n
HN-C-H r | 2 TpaHcgepasa | 2
COoo" COo0O COo0O' CO0O'
AnaHvH  2-OkcornyTapar Mupysat nytamar
COO-
C=0
NADHNADPT) ' NADH+II{NADPH+H+) + NH3 + CH2
[nyramarpge-
reflporeHasa qi
1
COoOo"

2-OkcornyTapar

[103TOMy aMWHOTpaHC(epasHble pPeakuuu B GOMbLIMHCTBE Cy4aeB CoOMps-
XKEHbI C ryTaMaTAernaporeHasHol peakuyeid, obecrneunsas npoLecc TpaHc-
[€3aMUHMPOBAHNS, B KOTOPOM MPUHMUMAIOT y4acTue riyTamaTaMUHOTPaHC-
(hcpasa v riyTamaTAeruaporeHasa.

B npolecce TpaHCAe3aMUHUPOBaHUs MPOUCXOAUT [e3aMUHUPOBaHUE
aMUHOKMC/IOTHI He MpsiMbIM NyTeM. BHauane riytamaTamMMHOTpaHcdepasa
KaTanu3npyT MepeHoc aMUHOTPYMNMbl Ha 2-OKCOryTapaT ¢ 06pa3oBaHueEM
2-0KCOKWCNOTbI U rnyTamarta. [yTamaT noABepraetcs felCTBUIO TyTamar-
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ferngporeHasbl, B  pe3ynbTaTe 4ero OCBODOXAAeTca ammuak W
2-okcornyTapart. 2-0 KcornytapaTr CHOBa MOXET NPUHUMaTb Ha cebsl aMuHo-
rpynnbl ¢ aMMHOKUCNOT B peakLuu TpaHCaMUHUPOBaHWS 1 copackiBaTb UX B
rnyTamMaTgernaporeHasHoin peakuuu. Takum o6pa3oM, He3aBMCUMMO OT nep-
BOr0 3Tana TPaHCAMWHMPOBAHWSA KOHEYHbIM aKLenTopoM amMuHOrpynmn
60NbLUMHCTBA @aMUHOKWCOT ABAAETCA 2-0KCOryTapart, KOTOpbIi npeBpaLia-
eTca B rnyTamaT M MpoLecc TPaHCLe3aMWHMPOBAHMA HOCWT LMKINYECKWiA
xapakTtep. KOHEeYHbIMM NpoAyKTaMun TpaHCcLe3aMUHMPOBaHUA ABnaloTCA 6e3-
a30TUCTbIE OCTAaTKN aMUHOKMCAOT U NH3,

MeTa6onn3m 6e3a30TUCTbIX KOMMOHEHTOB amMWHOKUCAOT. B pe-
3ynbTarte [e3aMMHMPOBAHUA aMUHOKUCNOTHI MpPeBpaLlaloTcsa B pasnnyHble
KMCNOTbI, KOTOPbIE flanee MOryT okucnatbcs 4o C02un H ¢ BbicBOGOXKAe-
HMEeM 3Heprumn, Npoinasa MarncTpaibHble NyTW MeTabonn3Ma —uMK TpUKap-
GOHOBbLIX KWUCNOT W AblXaTe/lbHYO Lenb TPaHCnopTa 3M1eKTPOHOB.  [osTomy
cTpaterns fanbHeiwei gerpajaluvm aMUHOKWUCAOT HarnpaeneHa Ha o6paso-
BaHWe rnaBHbIX MeTabo/NTOB, KOTOPbIE OKUCASAKOTCA B LIMK/IE TPMKapOOHO-
BbIX KUC/IOT UM NpeBpaLyaloTes B rnokosy (puc. 11.2).

BknoyeHWe OCTaTKOB aMWHOKWUCOT B LMKA TPUKAPGOHOBBLIX KUCMOT
MOXET 6bITb MOMHBIM WM YaCTUYHbIM NOCNE OMpPegeneHHbIX NpeABapuTesib-
HbIX NpeBpaLLeHnii. [Baguarb pasfinyHbIX N0 (CTPOEHMIO 6e3a30TUCTbIX OCTaT-
KOB aMMHOKMC/OT' NPeBpaLLatoTcs B CeMb MeTaboMTOB ferpajalmn: nupyear,
okcanoaueTtar, auetnn-CoA, 2-okcobyTupnn-CoA, 2-okcornyrapat, CyKLUHUN-
CoA un dymapart. MaTe 13 cemn metabonutoB: aueTun-CoA, okcanoauetar,
2-0Kcornyrapart, CyKuuHun-CoA u (pymapat ABNAOTCA HENOCPeACTBEHHbLIMU
mMeTabonmTaMmu LyKna TPUKapOboHOBBIX KWUCMOT, ero «BXOLHbIMU BOPOTaMm».
Tak, Hanpumep, 13 acrnaprara‘’u raytamara B npoLecce fe3amuH1MpoBaHus
06pa3ytoTca MeTabonuTbl —OKcanoaleTar U 2-okcornyrapar. AMUHOKUCNO-
Tbl @PrUHWH, TUCTUAWH, TNYTaMUH, NPOMVH BHaYane NpespaLarTcsa B rny-
Tamar, a 3aTeM B 2-OKCOr/iyTapart.

W30neliLyH, METVUOHUH 1 TPEOHWH BHayasne NpeBpaLLaroTcs B MPONuo-
HUN-CoA, a 3areM 4yepe3 metunmanoHun-CoA B cykuumHun-CoA. BanvH
npespaLlaetcs B.CyKUnHMN-CoA vepe3 MetunmanoHun-CoA.

dymapaT CAYXNUT «MyHKTOM BX0ZAa» MOJIOBMHbI aTOMOB Yyriepoga te-
HUNanaHnHa 1 TUPO3nHa.

W3 anaHvHa, cepuHa 1 uucTenHa obpasyeTtca nupysar. [MMLWH BHaYa-
Ne npeBspaLlaeTcs B CEPUH B pe3yfibTaTe NMPUCOeAVHEHUS TMAPOKCUMETWIIb-
HOIi rpynMbl, a 3aTeM NpeBpaLLaeTcs B NUpysat. V3 TpeoHHa nupysart obpa-
3yeTCcs Yepes aMMHOALETOH. MpyBaT MOXET BKIOYATbCA B LMK TpUKapbo-
HOBbIX KWUCMOT yepe3 auetun-CoA u okcanoauertar. Tak, Nupysart nog Aei-
CTBMEM MUMpyBaTAErnAporeHa3Horo Kommiaekca rnpespalwaeTtca B aueTun-
CoA, a nupyBaTkapbokcunasa KaTanusnpyet kapboKCcMIMpoBaHue nupysaTa
[0 OKcanoaueTaTa.
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AnaHvH

M AMLmH NeiiunH
LicTenH NefyuH Nnsnx
Cepun W3oneiiuuH PeHunnanaHuH
TpeoHuH TpunTogaH TuposnH
|
[Munpysar) - AueTpn-CoA] 2-OkcobyTnpun-CoA
r* N
-[nytamar]
Linkn \ rnyramuu
TPUKap6OHOBbIX j rucTnamH
\ KUCNoT / ApPruHuH
\ / MponuH
f pymapar ) ( CykumHun-CoA)
TuposuH BanuH
deHunanaHnH W3oneiuyuH
Acnaprat MeTWOoHUH
VIR > TPeoHuH

Puc. 11.2. MyTn BBeAeHNS 6€3a30TUCTbIX KOMMOHEHTOB aMUHOKUCOT
B UMK/ TPUKApPOOHOBbLIX KMCNOT U FNHOKOHEOreHes.

BocctaHoBneHHble .cofepmeHTol NADH 1 FADH2 13 unkna Tpukap-
6OHOBbIX KMCNOT.MOCTYNAlOT B AbIXaTeNbHYIO LieMNb TPaHCMOpTa 3/1eKTPOHOB,
rae okucnsgores o H2, ¢ BbICBOOOXKAEHMEM SHEPTUW, KOTOpas akKKyMynu-
pyetca B-ATP (GTP). KoHeYHbIMWU NpOLYKTaMyU OKUC/NEHUS aMUHOKUCNOT
asnaoTes C02 H20, NH3wu aHeprus.

B 3aBMCMMOCTW OT COCTOAIHMS OpraHu3ma OnpefeneHHas 4YacTb amu-
HOKWC/IOT Y M/IEKOMUTAIOLWMX, MOCe Ae3aMUHUPOBaHUSA, MOXET BKIOYATLCA
B I/IIOKOHeOreHe3 ¢ 06pa3oBaHueM THOKO3bl. B 3aBUCMMOCTM OT CNOCO6HO-
CTU K T/IIOKOHeoreHesy amMWHOKWUCIOTHI MOAPa3fenstoT Ha: TIOKOTEHHbIE;
TTIFOKOTEHHbIE N KETOTEHHbIE; KETOTEHHbIE.
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["NHOKOreHHble

[NtoKoreHHble KeToreHHble
N KeTOreHHble
AnaHuH I nvuuH M3oneiymH NeiumH
ApPruHuH MmetnanH TuposuH -
Acnaprar MeTnoHuH JIn3nH -
AcnaparviH MponuH TpuntodaH —
LinctenH CepuH ®eHunanaHnH —
[nytamat TpeoHuH - -
FnytamviH Banuu — —

[ IOKOTeHHbIMU ABAAKOTCA YeTbIpHAALATL aMUHOKUCNOT, U3 KOTOPbIX
B npouecce MeTabonm3ma 06pas3ytoTca NupyBsaT, 2-OKCOrnyTapar, CyKUMHUA-
CoA, dymapat n okcanoauetaT. MupyBsaTt 1 yKasaHHble MeTabomMTbl LMKna
TPUKapOOHOBLIX KMUCNOT Yepe3 oKcanoaletaT MOryT MpespawaTbes B doc-
(hOoeHONMMpYBaT, a 3aTeM —B I/1IH0KO3Y.

["MIOKOTeHHLIMU W KETOTEHHBIMU ABNAKOTCA MATb @MUHOKUCNOT, U3 KO-
TOPbIX MOTYT 06pa30BbIBATLCA KaK NpefLleCTBEHHUKW TNIIOKO3bl, TaK 1 alle-
TMN-CoA un 3-okcobytupmun-CoA - npefLllecTBEHHUKM 3-0kcobyTuparta u
D-3-rugpokcnbytupata (KeTOHOBbIX Ten).

VICKNOUYNTENBHO KETOTEHHOW aMUHOKWCIOTON ABNAETCA NeiuuH, Ko-
TOpbI/i CNOCO6eH HenocpeACTBEHHO 'MpeBpalaTbcs B auetun-CoA wnm
3-okcobyTnpun-CoA.

CnefyeT OTMETUTb, YTO Y MJ/IEKOMUTAIOWMUX HE MPOUCXOAUT CUHTE3
rnoKosbl 13 aueTun-CoA un 3-okcobyTtnpun-CoA. Y pacTeHMil 1 MHOTMX
MWKPOOPraHW3MOB BCe aMUHOKUCAOTbI MOTYT NPUHUMATL y4acTue B CUHTe3e
rMH0KO3bl MOCPEACTBOM Peakumii Lnkna TpUKapboHOBbIX KMCMOT W FANOKCK-
NaTHOTO UuKna.

TOKCMYHOCTb amMMmMaka u nyTu ero 06e3BpexunBaHUs U BbiBefe-
HVA. BOMBLUMHCTBO XMBBIX OPraHM3mMoB 061a4aloT CNOCOBGHOCTbLIO PeyTUIKn-
31MpoBaTh 4acTb aMMuaka nyTem peakLuii BOCCTAaHOBMTE/IbHOTO aMWHMPOBa-
HMA. Hencno/ib30BaHHbI & aMMUaK [O/MKEH 06e3BPEXMBATLCA W BbIBOLUTLCA
13 OpraHu3Ma, T.K. B BbICOKMX KOHLEHTPaLUMAX OH OYeHb TOKcMueH. OfHOi
13 MPUYMH BbICOKON TOKCMYHOCTW aMmuaka SBASeTCA TO, YTO HaKomnneHune
€ro B OpraHn3me npuBOAUT K YCUIIEHHOMY BOCCTaHOBUTENbHOMY aMWHUPO-
BaHW0. Tak, HarnpumMep, aMUHUPOBaHWe 2-OKCOrnyTtapaTa B MUTOXOHAPUAX
nprBOAMT K 06pa3oBaHunIo rnyTamara.

PaBHOBeCMe 3TOW peakuWMu CUIbHO CMELLEHO BNpaBo. AHANOrMYHO
NpoTeKaeT peakuusi BOCCTAHOBWTE/IbLHOrO aMUMMPOBAHWUA OKcanoauerata.
B HOpMa/ibHbIX YCIOBUAX 3TO BefieT K CUMHTe3y COOTBETCTBYIOLMUX aMUHO-
Kucnot. Ho ypesmepHas MHTEHCMBHOCTb BOCCTaHOBUTENbHOIO amMVHMPOBa-
HUA 2-OKCOr/lyTapara 1 okcasioalerara npu BbICOKON KOHLEHTpaLMn amMua-
Ka BbIBOAWUT UX U3 LKA TPMKAPOOHOBLIX KMCNOT. 10 3TOM MpMynHe orpa-
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HUYeHO okucneHune auletun-CoA. Linkn TpukapboHOBbLIX KUCNOT He obecne-
YMBAET [ibIXaTEe/IbHYIO LieNb BOCCTAHOB/IEHHbIMU KOhepMeHTaMun. Kpome To-
ro, NADH, o6pa3oBaBLuniics B fpyrux MeTabonnyecknx nyTax, UCMOSb3y-
eTcA B peakuusaxX BOCCTAHOBUTENIbHOrO aMUHUPOBaHUA U HE MOCTYNaeT B fibl-
XaTe/NlbHYI0 Lenb TPaHCMopTa 31eKTPOHOB. Takum 06pasoM, U3BbITOK am-
MUaKa NofasnseT TKaHeBOE fibIXaHWe, HapyLIaeT IHePreTUKy KeTKW 1 Bbl-
3blBaeT M36bITOYHOE 06pa3oBaHMe KETOHOBbIX Ten 13 auetun-CoA B neyeHw,
B YEM W NPOSBMSETCA ero TOKCUYECKOe feiiCTBMeE.

COO

coo +

H3AN-C-H
T f NH3 + NADH+H+ VH?
| 2 > CIHZ + NAD'
ro l |
12 ["nytamaTtaernaporeHasa COO’
(ofe]e}

2-OkcornyTapat Cnytamar

B 3aBMCUMOCTM OT KOHEYHbIX MPOAYKTOB Bblfe/eHUs aMMuaKa Xu-
BOTHbIE AIENSTCS Ha TPW TPYNMbI:

—aMMOHUOTENIMYECKME KMBOTHBIE —IMUYMHKU aMPUBUIi N MHOTUE XU-
BOTHble, 06UTAIOLLME B BOJE, BbIAENAIOT aMMUaK B Buge NH4 ;

—YPUKOTENMYECKNE KMUBOTHLIE  HAa3eMHble IErOYHbIE MOMITIOCKU, Ha-
CEKOMbIE, Ha3eMHble PENTUIMM W MTWLbI BbIAENAOT aMMUaK B BUE MOYEBOIA
KNCNOTbI;

—YPEoTeNNYECKUE KUBOTHbIE - BGO/BLUMHCTBO HA3eMHbIX XMBOTHbIX,
BbIAENAIOLLUX aMUHHBIA a30T B BUJE MOYEBMHBI.

AM(PM6ML-3aHIMAIOT NMPOMEXYTOUYHOE MOMOXeHWe. [0/10BACTUK, 06U-
TalowWwii B Boge, BblgenseT NHV, a B3pocnas nsrywika - MOUYeBMHY.

B OpraHu3mMe KMBOTHbIX CYLIECTBYIOT Clefytolne nyTu 06e3Bpexu-
BaHWS aMMMaKa: CUHTE3 aMMOHUIAHBIX COfeld, CUHTE3 aMM0B MOHOAMMUHO-
AVKapBOHOBbLIX KUCIOT Y GUOCUHTE3 MOYEBUHBI.

CUHTE3 aMMOHWUIHbIX CONeil MPOTEKAEeT TONIbKO B MOUYKAX U 3aHUMaeT
He3HauNTeNbHOE MECTO B MpOLiecce [AeTOKCHMKALWU aMMuaka, 0fHako, npu
aumMao3ax 3TOT MPOLECC UTPaeT BAXHYH PO/b 3aLUTHOTO CPeACTBa B NOA-
LepXaHun usorngpum (noctosiHeTea pH).

BuocuHTe3 amMnioB AUMKapGOHOBLIX KUC/IOT NPEACTaBNAET MEXaHWU3M
JETOKCMKaLMM aMMUaKa B MecTax ero 06pasoBaHusi (MO3F, MOYKM, MbILLLbI,
rnedyeHb 1 Ap.). B 3ToM mpouecce NpUHWMAtOT y4yacTue, rMaBHbIM 06pa3oM,
rnoTaMart 1 acnaprar:



. COO CcoOo

H3N- C-H HSI{I -C-H
CH2 CHt .
| + NH3+ ATP n I 2 + ATp 4 Pi
[CnyTamMmHCUHTETa3a CH2
C00° conh2
Cnytamar CnytamuH

. qo 00"

H3N-C-H H3N-C-H
CH, /'rr.
i - + NH3+ATP VH-. + ATP + Pi
AcHapawHcuHTeTaza . CONH2
AcnapTart AcnaparuH

AKLENTOPOM aMMMaKa MOTYT ObITb He TOIbKO CBOBOAHbIE FiloTamar u
acrnaprart, HO 1 Gefikn, B COCTaB KOTOPbLIX BXOAAT 9TU aMUHOKMCNOTHI. Bce
370 obecneunBaeT 6bICTPOE 06e3BPEXMBAHIE @MMIaKa Ha MecTe ero 06paso-
BaHMA.

[nioTaMWH ¥ acnaparvH MOCTynatT B MeYeHb, rae vMog AeicTBrem
(PepPMEeHTOB T/ll0TaMWHa3bl W acnaparmHasbl MPOMCXOAMT WX TULAPONMU3 [0
rnoTamara u acnaprara U aMMuaka, KoTopblil UCnonb3yeTca Ans 6uocmHTesa
MOUYEBVHBI.

BnocuHTe3 MoueBnHbl. OCHOBHOI NyTb 06€3BPEXMBAHNSA aMMUaKa y
BCEX M/IEKOMUTAOWUX (YPEOTENNYECKUX KUBOTHBIX) -- GUOCUHTE3 MOYEBU-
Hbl B nedyeHn. M.B. HeHukuii, C.C. CanaskuH n apyrue B nabopatopuu
W.T. MNaBnoBa ycTaHOBW/N, YTO CUHTE3 MOYEBUHBI NMPOVCXOAUT B MEYEHN U3
NH3 C02u fbO:

B1932 r. [..Kpe6c n K. eii3enaiT NoCTyIMpOBaIN LMKANYECKYHO Me-
Tabo/MuUecKyto nocnefoBaTe/lbHOCTb peakunii GOCMHTE3a MOYEBNHbI —Op-
HWTWHOBBIN LMK BMOCUHTE3a MOYEBUHBI (MM LUK MOYEBUHBI), COCTOSLL NI
13 OfHOV MOLrOTOBMTENIbHON pPeakumMn 1 YeTblpeX OCHOBHbIX 3TanoB Hemno-
CpefCcTBEHHO LMkna. Kax bl aTan KatanusnpyeT oTAeNbHbIA PepMeHT.

MogroToBuTeNbHas peakuus 6MOCMHTE3a MOYEBMHBI (kapbammpa) co-
cTOUT B 06paszoBaHum kapbomoungocgaTa, KOTOPYHO KaTannsnmpyet pepmMeHT
Kapb6amownngochaTcmHTeTa3a:
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nh2
I 1

NH3+ C02 + 2ATP + H20 2ADP +Pi+ C=0
Kap6amownn- O-PO 2
thocaTcuHTeTa3a Kapbamour-
thocdat

B 3TO peakuuyu ponb anioCTEPUYECKOro akTWBaTopa BbIMOHSAET
N-aueTunrnytamar. Peakums npakTuyecku Heobpatuma, T.K. fins 06pa3osa-
HWA OfHON MOMEKYNbl BbICOKO3HEpPreTuueckoro kapbamonadociara pacxo-
nyetca fBe monekynsl ATP. CneflyeT oTMeTUTb, YTO Kapbamoundocgar, Ha-
pafy C yyactuem f 6MOCMHTE3e MOYEBMHbI, —aKTUBHbIA YYaCTHUK BUOCKH-
Te3a NMPULNHOBBIX HYKNEOTU0B.

Ha nepsom aTane unkna kapbamoundochar pearmpyeT ¢ OPHUTUHOM.
B xofe peakuuyu 0cBOBOXAAeTCA HeopraHvueckuini ocar n obpasyeTcs
LMTPYNNNH. Peakuuio KatannsnpyeTt opHUTUHKap6amonnTpaHchepasa:

YHa
C=0
|
Y NH2 NH
NH2 *(0 1 2)s OpHuTUHKapbGamo- , Pi + +(CH2)3
CO 1HAN CH TpaHcthepasa H3N C H
O"PO3 Coo! coo-
Kapbamoundgocgar  OpHUTWH LUntpynnuH

OpHATUH W/ UMTPYNNWH  MpPEACTaBAsioT — CoBOli  OCHOBHbIE
a-aMWHOKWC/OTbI, 0OHapY)KeHHble B GO/bLUMHCTBE OPraHW3MOB, HO He BXOfs-
LLive B COCTaB K/ETOUHbIX GENKOB. BTOPOI 3Tan HauMHaeTCs peakumel KoHLeH-
cauuu LMTpyAAnHa C acrnapTaToM 3a cueT aHeprum ATP ¢ 06pa3oBaHVeM apru-
HUHCYKUMHATA. Peakuuio KaTannavpyeT pepMeHT aprMHUHCYKLMHATCUHTETA3a.

Ha.cneaytoulem aTane aprMHUHCYKLMHAT/MA3a KaTanusmpyet o6patu-
MYH peakLuio pacTenneHns aprMHUHCYKLMHATA Ha (yMapat U apriiHuH.

2)/ VH2 + 9°° NH2 COO'
=0 + H3N-C-H + ATP e e
EIH H2 Rpranncykqrars AMP +PPi+ o
+ (CH2)S oo cvHTETasa (éHz)B .
H3N -C -H e
COO- .l
HaTpynan Acnaptat ApTUHUHCYKLUHAT
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3) NH2 COO' I\IIH2

C=N—CH C=N
NH  CH2 . g°° NH
+ (CH23 COO' ApruHUHCYKLMHAT- CH + (CH23
H3N -C-H nnasa CH H3N— —H
coo" Ccoo! COoOo"
ApPruHUHCYKUMHAT dymapar ApPryHuH

MocnefoBaTeNbHOCTL peakuuil GUOCKHTE3a apruHUHA TPOTEKaeT B
GONMBLUMHCTBE K/IETOK. YPEOoTeNMYecKue >XMBOTHbIE B MEYEHW Comepxat
(hepMeHT apruHasy, KoTopas KaTaivM3upyeT peakLuto HeoGpaTUMOro ruapo-
N13a aprMHuHa ¢ 06pa3oBaHMEM MOUYEBMHBI (Kap6ammnaa). v ofHOBPEMEHHOI
pereHepalmeil OpHUTUHA:

4) NH3
C=N
NH + HAD NHD THu
, (CH2)3  ApruHasa®* E=MN + + ~QHM3
»3L4 -H L, H3N -{-H
Ccoo" CO0"
MoueBunHa
ApPruHuH (kapbamwng) OpHUTUH

OpHWTWH fanee CHOBA BCTYMaeT B peakLMio ¢ Kap6oMounghochaTom 1
Ha 3TOM MyTb 3aMbIKAETCAU HOCUT LiMKNMYeckuii xapaktep (puc. 11.3).

HenocpeCcTBEHHBIMU MCTOUHMKAMM a30Ta B 3TOM MPOLIECCE SBMSKOTCS
aMMMak 1 acnapTar, 06a OHU MOTyT GbITb 06pa30BaHbI U3 FlyTaMata.

CyMMapHOe ypaBHeHME LKA 6UOCUHTE3a MOYEBUHBI BbIFISAUT Cle-
AYIoLL MM 06pa3om:

NH3+ CO2+ 2 H20 + 3ATP +AcnapTar -» MoyeBuHa + 2ADP + 2 Pi +
+ AMP + PPi 1®ymapar.

Mupodocgar 6bICTPO rMAPOAN3YEeTCA, U, Takum obpasom, ana 6uo-
CUHTE3a OfHON MOMEKY bl MOYEBMHbI 3aTPAYMBAETCA YeTblpe MaKpoapruye-
CKue pocthaTHbIe CBA3N.

dymapat rugpatupyetca B L-manat. Mog fgeiicTenem manatgerngpo-
reHasol L-manat okucnsetrcqa ¢ ob6pasoBaHueMm okcanoauetata u NADH.
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NADH okucnsetca B AblXaTeNbHON LEnW M B MPOLECCE OKUCAUTENbHOIO
thochopunmpoBaHus Bo3melLaeT 3aTpaTel ATP, HeobxoauMble Ans GUOCUH-
Te3a MOYEBYHbI.

Lntpy"rux
N
Kap6amoundocpar AcnapTar
nh3+co2+h2o
OpHUTUH ApPTrYHUHCYKLUHAT
MoueBuHa
®ymapat
APrvHUH*

Puc. 11.3. OpHUTUHOBBIN LMK BMOCMHTE3A MOYEBMHbI.

OKcasooLeTaT B peakuusx TpaHCaMUHUPOBaHMS MOXET mpeBpallath-
csl B acnapTaT 1 NPUHNMAaTh y4acTie B 6UOCUHTE3e MOUYEBUHBI. KpoMme Toro,
OH MOXET BCTyNaTb B LIMTPATCUHTA3HYH peakuuio LMKIa TpUKapboHOBbIX
KWNCNOT WY NpeBpaLLaThes B F1HOKO3Y.

NIMCOIHIO UuTtpynnns AcnapTunx 2-Ocoxime-
py. Qrv )( nota
\ AMUHO-
Kap6amonngocdat Kucnora
OkcununaHcTar
I\WJ\aT
NH9-CO-N(L

ApPryHUH dymapar

Puc. 11.4. B3aMOCBSi3b OPHUTUHOBOIO LMK/1a 6MOCUHTE3a MOYEBVHBI,
LUMKa TPNKapboHOBbIX KNCIOT U TpaHCaMMHUPOBaHUSA OKcanoaleTaTa.

Takum 06pa3oM, OPHUTMHOBLIA LMKN BMOCUHTE3a MOYEBUHbBI, LKA
TPVMKapbOHOBBLIX KWCMOT M TpaHCaMUHMPOBAHWE OKcanoaleTara CBA3aHbl
mexay coboii yepes pymapat u acnaptat (puc. 11.4).

MeTabonusm oTaeNlbHbIX aMUHOKMUCNOT. Hapsagy ¢ 06wumu nyTamu
MeTabonM3Ma aMUHOKMCAOT CYLLECTBYIOT creunduyeckme nytm mMeTabonms-
Ma OTfeNIbHbIX aMWHOKMCNOT, BegyLiue K 06pa3oBaHNi0 MeTabonMyeckn ak-
TUBHbIX COEAVHEHUIA.
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Bo Bcex BMgax opraHvM3mMoB NPOMCXOAMT NUPUAOKCa/b3aBUCUMOE fe-
Kap60KCVI}'II/IpOBaHI/IE a-aMMUHOKWUCNOT C 06pa3OBaHVIeM OGUOreHHbIX aMUHOB:

R-CHCOO PyP
,l\lH y co2 + r-ch2nh2
4-NH3 fekapbokcunasa
AMVHOKNCNOTA  4MnHOKUCIOT AMUWH

BroreHHble aMyHbl 06/1a4at0T BbICOKOI 6MONOrMYECKOli aKTUBHOCTBIO.
MHOTrMe U3 HUX UTPaKT POJib MeAUATOPOB. M0 HEOGXOAMMOCTM B OpraHM3Me
MPOUCXOAMUT UX 06e3BPEXMBAHNE MYTEM OKUCIUTENBHOTO A€3aMUHUPOBaHNS
Moj AeiicTBYEM aMUHOOKCUZA3:

+02+HD
R- CH2- NH2

AMUHOOKCKa3a
AMUH Anbferung

B mutoxoHapuax cogepxutca FAD-3aBucMMad aMMHOOKCMAA3a, a B
uutonnasme - nupugokcanbgocdar (PyrP)-zaBucumas amuHookcugasa. B
KPOBU 3TU (pepMeHTbLI COZepXaTcA B He3HauuTeNbHbIX Konuyectax. FAD-
3aBMCKUMasi aMMHOOKCUa3a AeiiCTBYeT Ha MEPBMYHbIE, BTOPUYHbIE 1 TPETWY-
Hble amuHbI, a PyrP-3aBrcmMmMas aMMHoOKcuKaasa (cogepxatyas Cu2) okucns-
€T MOHO- U AuaMUWHbl, BKNoYasa ructamMmuH. Nostomy FAD-3aBuUCUMYIO amu-
HOOKCMAa3y MHOTAa HasblBaldT MOHOAMUHOOKCUAA30M, a NupuaoKcanbhoc-
(haT3aBUCUMYH0 —AaMUHOOKCMAA30M.

MoHOaMMHOOKCKa3a BeCbMa. BaXHbI (DEPMEHT AN HOPMa/lbHOro
MeTabo11M3Ma Mo3ra.

MpofyKTbl fe3aMUHUPOBAHNA aMUHOB - anbAernfibl OKUCNAKTCA [0
Kap6OHOBbLIX KUC/IOT:

NADH+H+ + R -ctOH
H Anbpernaue- K
Ansferva - FyApeFeraya venota

MeTa60n13M KapbOHOBbLIX KUCNOT MPOMCXOLMT NO M3BECTHLIM MeTabonunye-
CKUM MyTAM.

B opraHusme MeKONWTalOLWMX HEKOTOPble aMuHbl, 06pasyloLuecs
npu Aekap6oKCMAMPOBaHNN aMUHOKUCIOT, BbIMOMHAKT BaXKHble 6uonornye-
CKMe yHKUUN.

B kneTkax mosra u3 rnytamara obpasyercs y-amuHobyTtupat. Oba co-
e[JMHEHNS OTHOCAT K HelipomeamaTopam, BAVAIOLLMM Ha nepejadvy anekTpu-
4ecKMX MOTEHLMANoB B CMHANCax HelipOH-HEePOHHbIX W HENPOMBbILEYHbIX
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KOHTaKTOB. [NyTamaT akTMBMPYET, Y-aMUHOBYTUpAT MHIMGUPYET nepefauy
HEPBHbIX UMMY/LCOB.

+

NH3 NH2

CH-co0" cn

CH2 - rnyTamartze- GHy

CH2 Kap6okcunasa CH2 ,

(e0]0] (ol0]0)
Cnytamar y-AMUHOGYTUpaT

Iﬂ,eKap60KCl/I}'Il/IpOBﬁlHVIB TMCTUANHa CONnpoBOXAaeTcA OﬁpaSOBaHVIEM
rmcTaMmnHa:

H3w CH-COO' CH NH2
cy, CH2
Fuctngunge-
_NH Kap6okcunasa -NH
MmetnanH ctamuH

McTaMuH 06pasyeTcs BO BCEX OpraHax M TKaHsX, MHOFO €ro cofep-
XKUTCS B IETKNUX U B KOXe. OCOGEHHO UHTEHCWBHO MPOMCXOAWT BblAENeHMe
rMCTaMUHA U3 TYYHbIX KJIETOK COEANHUTENbHO TKaHW B OTBET Ha MPUCYTCT-
BME a/lNIepreHa, Bbi3blBash /IEPrUUECKy0 peakuuto. Bosblioe KOSMYecTBO
rMcTamMuHa o6pasyercs B CNU3UCTON XenyaKa, rae OH CTUMYMPYeT CeKpe-
LIMIO MENcyHa W.CoASHONA KUCNOTHI.

TpunTod)aH BHauane NoABepraeTcs rMApoOKCUIMPOBaHMIO ¢ 06pasoBa-

HUEeM 5-rngpoKcUTpUnTodaHa, KoTopbliA, B CBOK ouepespb, AeKapboKCUImpy-
eTes:

NH2
'y QK00 H,N-CH-COO H
H
TpunTodaH 5-IvapokenTpunTogaH 5-IwapokenTpunTaMmH
(cepoTOHWH)



B npouecce feKap6OKCUNUPOBaHUS M3 5-ruapoKcUTpunTodaHa o6pa-
3yeTcs 5-TMAPOKCUMTPUNTAMUH, UKW CEPOTOHWH, 06M1afarolinii MOLLHbIM Ba-
30MpeccopHbIM AeiicTBruem. Okono 90 % CepoTOHVHA COAEPXUTCS B 3HTEpPO-
XpOMapUHHbIX KIeTKaX KULIEYHUKA YeNOBEKa, OCTaslbHas yacTb - B Tyu-
HbIX KNETKax KOXW, Cefle3eHKe, NeveHu, noukax, nerkux. MHoro cepoToHuHa
B TPOMBOLMTAX KPOBW W B LiEHTPabHOW HEPBHOW cucTeme, MHTEHCUBHO 06-
pasyeTcsi OH B CEpOM BeLLEeCTBe FO/I0BHOrO MO3ra U B runotanamyce. Hapy-
LUeHUs MeTabo/M3Ma CepoTOHUHA B FOJIOBHOM MO3re 06Hapy>XeHbl Y 60Jib-
HbIX LIM30(PEHNEN.

CneflyeT OTMETUTb, YTO B OPraHWU3Me XXMBOTHbLIX W Ye/loBeKa U3 TPU-
TohaHa 06pasyeTcs HUKOTUHAMWA, MO3TOMY TPUNTO(AaH YaCTMUHO MOXKET
BOCMOJIHSATb HEAOCTATOK HAKOTUHAMUAA B NULLE.

B pacTeHusix TpunTodaH 4epes TPUNTaMuH (UM UHAOAMANMPYBAT)
MOXET NPeBpaLlaTbcs B UHAOMUIYKCYCHYH KUCMOTY (reTepoaykcuH) - rop-
MOH pocTa.

TpuntotaH TpunTamuH MHponunauetat
(reTepoayKcuH)

K 610reHHbIM aMHaM OTHOCUTCS rpynna KatexonamMmuHoB - Meanaro-
POB 1 rOPMOHOB ((PEHUNITMNAMUH, (DEHUNITAHONAMUH, AUTULPOKCUDEHNN-
anaHuH (JODA), fodaMuH, HopaZpeHanvH W afpeHanuH), o6pasyroLmxcs
13 (heHnnanaHmHa n TMPo3nHa.

HopagpeHanuH 1 afpeHannH CUHTE3NPYIOTCA B XpPOMadMUHHBIX KeT-
Kax MO3roBoro BellecTBa HafNoYeYHUKOB, BbIMOMHAS TOPMOHaNbHYO QYHK-
LMo, B afleHO3PFMYECKMX CUHAMCax rof0BHOro Mo3ra M B OKOHYaHWAX CUM-
naTWYecKnX HePBOB BEreTaTUBHOI HEPBHOM cucTembl (puc. 11.5).

WHakT/Bauua afpeHanvHa W HOpafpeHasMHa Npoucxoaut nyTem
[le3aMUHVPOBaHNA Y METUIMPOBAHUA.

B menaHouuTax, cneumanm3vpoBaHHbIX KNeTKax, NMPOUCXOAUT CUHTe3
NMUrMeHTa MenaHuHa (0T rpey. melan —u4epHbIiA), MPMAAIOLETO LBET KOXe,
rnasam u Bonocam. buocnHTe3s menaHuHa NpoTekaeT A0 o6pazoBaHus JODPA
HO TeM Xe 3Tanam, 4To v Npu 6UOCMHTE3e afpeHanuHa, HECMOTPS Ha TO, YTO
(hepMEHT TUPO3MHTMAPOKCKIa3a B MenaHoumTax Apyroro tuna, Ho pesysb-
TaT peakLumn OfMHAKOB:
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H,N CH-COO HjN-CH-COO H3N~CH COO
T
Oh CH2
deHunanaHnH- TuUpo3uH-
rUApoKcUnasa rmapokcunasa OH
OH OH
deHnnananmH TUpo3uH 3,4-Aruapokcude-
HunanaunH(4O®A)
OODA-gekap
6okcunasa
>
vR Y
S.9 B
HO-C o wd. 02
"ABHWIWaHWIT™
aMuH-K-meTunn- L0 wmits|-B-
4OH TPaHcPePa3sa oKCUremasa
OH OH OH
AfpeHanunH HopagpeHanuH Nodamun

Puc. 11.5. Cxema 6MOcKMHTE3a HOpapeHannHa v agpeHanmHa.

o=

Tupo3nH OODA- *. MenaHuH

Tuposun-

Oor ‘N
rmapokcunasa

H
5,6-MHA0NXUHOH

MenaHuH, MUIMEHT KOXW, BOJIOC, NepbeB, CETYAaTKM a3 U Apyrux op-
FaHOB Pa3NMYHbIX XUBOTHbIX, NPeACTaBNAET COBOI NoNMMep ManonsBecTHO-
ro CTPOEHUS.

Y nbTpadMoneToBoe 06/1yHYeHNe YCUMBAeT BGUOCUHTE3 MEaHWHOBbIX
MUIMEHTOB B KOXe /II0feil. 3HaunTeNbHble KOMMYECTBa 3TUX MUTMEHTOB CO-
[IePXKATCH B 3/10KAUECTBEHHbIX OMYXO/MAX KOXW - MenaHoMaXx.

ANbGUHN3M —3TO FeHeTUYeCKU 0BYCNOBMIEHHAs HEeCmoCO6HOCTb CUH-
Te3npoBaTb TUPO3UHIMAPOKCUNA3Y B MEMaHOLMTAaX U COOTBETCTBEHHO Mena-
HUH. DTOT CUHAPOM Ha6/OAAETCS B PA3NUUHBIX (hOPMax. ANbBUHU3M MOXKET
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ObITb NONHBLIM (NMOMHOE OTCYTCTBME MUTMEHTA) AN HEMOHBLIM (MUTMEHT OT-
CYTCTBYET TO/MbKO B OMpefeneHHbIX obnactax). MyTauyuu, 6nokupytoLme
6MOCHHTE3 MeNaHNHa, LWNPOKO PacrpoCTpaHeHbl Y XUBOTHbIX.

B KneTkax )XWpoBOro Tena HaCeKOMbIX B MpoLecce CUMHTEe3a MenaHu-
HOB MPOMCXOANT 06e3BPEXMBaHNE TOKCUYHBIX ()EHOMOB.

HapyweHue metabonnsma eHnnanaHmHa n TMPO3MHa MOXET MPUBO-
OUTb K TAXKENbIM NaToNorMyecKUM COCTOAHUAM.

D EeHUIKeTOHYPUA XapaKTepn3yeTcs BPOXKAEHHLIM HapyLUeHUEM Me-
Tabonunsma heHnnanaHnHa, 06ycnoBeHHbIM OTCYTCTBUEM WM HEJOCTATOM-
HOCTbIO (hepMeHTa (heHUnanaHWMHrugpoKcunasbl. PeHnnanaHnH He MOXKET
npespaLlaTbCa B TUPO3UH W HaKanMBaeTCs BO BCEX XXWAKOCTAX OpraHv3ma.
MponcxoanT MHTEHCUBHOE TpaHCaMUHUPOBaHWe eHnnanaHuHa ¢ o6pasosa-
HVem deHunnupysata. B KpoBM MOBLIWEHO COAepXKaHWe (heHnnnupysaTa,
(heHunnakrata n QeHunnaverata. OCHOBHbIM TOKCUMYECKUM MeTabo/nMTOM
cCuMTalT (EeHNNNMPYBaT, KOTOPbIA WHIMOGUPYeT NupyBaTAervaporeHasy B
KneTkax mosra. VIHrmbuposaHue npespaiieHns nupyeata B aLetnn-CoA Ha-
pyLllaeT HOpPMabHbIA MeTabonnsm, pasBuTre U PyHKUKUKA Mo3ra. TW Hapy-
LLUEHNSA NPUBOJAT K PE3K0O BbIPaXXeHHOMY 3amef/IeHW0. YMCTBEHHOIO passu-
TMA AeTeld. YacToTa BOSHUKHOBEHMS (DeHUIKETOHYPUM cOocTaBnseT okono 1
cnyyas Ha 20000 HOBOpPOXAEHHbIX. BonesHb HacnefyeTcs Kak ayTOCOMHbIi
peueccuBHbIN Npu3Hak. SledyeHne PeHUNKETOHYPUN CBOAUTCA K AMETE C HU3-
KUM cofepKaHueM (eHnnanaHnHa, 4Tobbl ero MNOCTYM/EHNE B OPraHn3M He
MpeBbILwano NoTpebHOCTU OpraHn3ma.

A4YKanToOHYpus -  HacnefiCcTBeHHOe HapylueHue MmeTabonusma
(heHWnanaHWHa n TMPo3nHa, 06YCIOB/IEHHOE OTCYTCTBMEM (DEPMEHTa roMo-
reHTn3aT-oKcuaasbl. FOMOreHTM3aT HakanIMBaeTcs B OPraH13Me 1 BbIBOANT-
A C MOYOil. Moua Ha BO3ayXe TeMHeeT B pesy/ibTaTe OKWUC/IeHNS TOMOTeHTU-
3aTa 1 nonumMepusaLuy B'Me1aHMHONOA06OHbIA TEMHbIV NMUTMEHT a/IKanToH.

A. Tappog B 1902 r. ycTaHOBWU/I, YTO aNkanTOHYpUA HacnefyeTca Kak
€[MHWNYHbI PeLecCHBHbI MeHAENeBCKNIA NPU3HaK.

BrnocnHTes 6e1K0B. B XuBbIX Opi aHM3Max 6enku HaxoaaTca B AuHa-
MWYECKOM COCTOSHUW, T.e. OHW MOCTOSIHHO CU T e3UpYyOTCA U NOABEpratTCs
rMAponMsy ¢ AanbHeiLwnm npeBpaLwieHnem, T.e. OHW NOCTOSHHO OBHOBAAIOT-
ca. CKOpoCTb 0OHOB/EHNS GeNKOB Pas/IMYHbIX OPraHoB U TKaHeil HeoguHa-
KoBa. Tak, 6efkv opraHm3ma No3BOHOYHbIX XXMBOTHbIX OGHOBAAKTCA B Lie-
nom B TeueHue 135455 cyTok. [MNpu aTOM GenKu NeveHu, NOMKeNyA04HON
Xene3sbl, CTEHKW KULWKW U N1a3mbl KPOBM 06HOBNAKOTCA B TeyeHue 10 CyTok,
MbllweyHol TkaHun —30, konnareHa - 300 cyTok. B opraHusme 3a 1 cek pas-
pywaetca okono 3 000 000 apnTpOLMTOB, @ O4UH 3PUTPOLLUT COLEPXKUT OKO-
no 280 000 000 monekyn 6enka remornobuHa. EXXecyTOYHO B opraHusme

284



CUHTe3npyeTcs B cpefHeM 1,3 r 6enka Ha Kr maccbl. CHTe3 Moneky bl 6en-

Ka NpoTeKaeT ¢ 60NbLLIOW CKOPOCTbI0 —2-5 Cek.

BenokcuHTesnpyoLas cCMCTeMa BK/IHOYaET:

— Habop 20 NPOTENHOTEHHbIX aMWHOKWCIOT;

— MuHUMYM 20 pasHbix T-PHK, o6nafarowmx ABOMHON cneunguyHoCcTbIo, C
O[}HOV CTOPOHbI, K ONpefeneHHoW aMWHOKUCOTE, a C ApYroi —k onpege-
NeHHOMY (hepMeHTY aMmuHoauun-T-PHK-cuHTeTase;

— Habop MUHUMYM 20 pasnnyHbIX PEPMEHTOB - aMUHoaumn-T-PHK- cuHTe-
Ta3, 06nagaloLwnx ABONHON CNeumndUYHOCTLIO - K ONpeseneHHON aMUHO-
KMcnoTe 1 K ogHoli T-PHK;

— pr60oCOoMbI (MOIMCOMbI) C NpUcoeanHeHHbIMU K HUM U-PHK (M-PHK);

— n-PHK(M-PHK), HecyLLas nH(hopMaLmio 0 CTPYKTYpe MONeKy bl 6enka;

— pasfnyHble 6enKoBble PaKTopbl - (hakTopbl MHUYMauun (IF-1, 1F-2, 1F-3),
thakTop anoHrauuv —EF-G u gpyrue;

— ATP, GTP;

— WNOHbI Mg2+.

Bca nporpamma 6roxmmmuyeckmx npoueccos 3anucaHa 8 AHK, mone-
KYNSPHOM XpaHWAWLLie FeHeTUYeckoin nHpopmauum AHK cogepXuT reHsbl,
KOTOpble KOAUPYHOT onpeaeneHHble 6enkn. Kaxablii reH obnagaeT yHUKab-
HOW [e30KCMPUOOHYKNEOTUAHON MOC/AeA0BaTeNbHOCTLIO. [eHOM MeKonu-
TalowWwmx cogepXnt He meHee 500000 UHAMBMAYaNbHBLIX TEHOB, Ha KOTOpble
npuxoantca meHee 20% cymmapHoi AHK reHoma.

TpaHckpunuma. Ansa Toro, 4Tobsl XpaHawaaca B AHK nHhopmauus
morna 6biTb MCMONb30BaHa, €e HeobXxoA4MMo CHayana nepenucarb (TpaHc-
KpnbumpoBsatb) B nocnegosatenbHocTe PHK. MoTok aToii nHgopmaumm mso-
6paxeH cxemoit JHK —PHK —6enok (puc. 11.6), Ha KOTOpoOiA NpeLcTaBneH
MepeBOf FeHETUYECKOr0 «A3blKa» HYKNEeOTWUAHbIX MOCNeAoBaTeNlbHOCTel B
nocnefioBaTesIbHOCTb aMUHOKUCIIOT.

AMWHOKUNCNOTbI
AmMunHoauunn-T-PHK
benku
Pnbocombl
TpaHckpunTbl PHK
i *
*
TpaHcKpunuus TpaHcnaumsa
(6rocuHTes PHK) (6nocnHTE3 6eNKOB)

Puc. 11.6. Cxema NoToKa reHeTMYeCKOW MHopMaymnm.
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Cxema AHK —PHK o0603HauaeT 6uocuHTes PHK, nocneposatenb-
HOCTb HYK/IEOTUAO0B B MOJIEKYlax KOTOPbLIX KOMMJIEMEHTapHa OnpeaeneHHo-
My y4acTKy (reHy) OfHOR uenu monekynbl syxuenoyHoit AHK, n 3ToT npo-
LlecC Ha3blBalT TpaHCKpunumeld. MNpouecc TpaHCKpUNUUW - 3TO NepeHoc
uHgopmauum reHa ¢ AHK Ha PHK. B psage cny4aeB B pe3ynbTaTe TpaHC-
Kpunuum obpasytoTes ra-PHK, koTopble B ganbHelieM nofsepratoTcs Mo-
Angmkaumm c obpasosaHueM o6oro n3 knaccos PHK.

Monekynsl PHK npefcTtaBneHbl OfHOM LENOYKONA, N TONbKO HEKOTO-
pble BUPYCbl MMEIOT reHom B Buge AByxuenoyHol PHK. Moatomy PHK' He
NofYVHAETCA Npasuny KoMmacmeHTapirocTn. Bee Bugpl PHK cuHTesnpyetca B
sape npy nomown epmeHTos PHK-nonvnmepas.

B KfeTkax aykapuoT COAepXutca Tpu pasnnyHbiX. Tna AOHK-
3aBucuMbIX PHK-nonumepas, a B knetke E. coli - ognH. PHK-nonumepasa |
KaTanusupyetr O6MOCUHTE3 NPeALUECTBEHHUKOB Tpex pa3auyHbix p-PHK,
PHK-nonumepasa Il katanusmpyet 6MOCUMHTE3 NpeALwecTBeHHNKOB M-PHK, a
PHK-nonuwmepasa Il - 1-PHK.

OHK-3aBucumas PHK-nonnmepasa, sbigeneHHas us E. coli, npeacras-
NAeT reTeporneHTOMep M COCTOMT M3 YeTbIPex PasniyuHbIX Cy6befnHuUL, B CO-
OTHOLWeHMN aZppo. B cocTasB (epmMeHTa BXOAWUT. MPOYHOCBA3AHHbIA LHK.
Cy6beaivHULbI BbINOMHAIOT CTPOro OnpefefieHHble yHKuun. Hanpumep,
P-cybbeanHuLa NpuHMMaET yyacTre B 06pasoBaHum hocdognapupHbIX CBS-
3eil, ponb c-cy6befUHMLbI COCTOMT B Y3HAaBaHWUW CTapTOBOrO CUrHana v npa-
BW/IbHOT0 PacrnosioXXeHns BCEro NeHTaMepa nepej Hadanom TPaHCKPUNLMK.

Yuactok AHK, oTBevalowmii 3a nepBoHavanbHoe cBsAsbiBaHe PHK-
noinMmepasbl, Ha3blBaeTCsA MPOMOTOPOM U COAEPXMUT npumMepHo 30-60 nap
HYK/e0TUA0B.

[na 6uocuHTesa PHK Heo6xoanMbl crneflytoLive KOMMOHEHTbI:

1) marpurua AHK (NpeanoyTuTensHO ABYXLENOYeYHas, 04HAKO BO3MOX-

Ha TpaHCKpMNuusa n ¢.ogHolenovevHoi AHK),

2) puboHykneosugTpudocdarel (NTP) - ATP, GTP, CTP, UTP,
3) HOHbiMg2+.

Peakuma uHuumnauum n anoHraumm PHK npoTekaeT cornacHo cne-

JyloLleMy ypaBHeHu0:

(PHK), acomas + NTP -» (PHK)HIXTETKBF PPj.

AOna PHK-nonumepas He TpebyeTcs 3aTpaBka, OHU He BAMAOT Ha AHK
MaTpuLy 1 He 06n1afaroT HyK/1ea3HoM akTMBHOCTbID. CuHTes uenn PHK mo-
XET HaumHaTtbeca de novo, OfHaKO Ans Toro, 4tobbl M-PHK Hecna cmbicno-
BYIO Harpysky, ee CUHTE3 [JO/DKEeH HauMHaTbCA B CTPOro OnpefesieHHOM Mec-
Te Havyana reHa. [ins ysHasaHua PHK-nonumepasoin Hauana nocnefoBatesib-
HOCTW HYKNeoTWAOB, KOAuUpYlowWwmx reHd, JHK umeeTt B CBOEM cocTase Mpo-
MOTOpPHbIE Y4acTKM, KOTopble y3HatoTcd PHK-nonumepasoi. 370 Tak Hasbl-
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BaeMblii TATA-60KC - KOpOTKWA yyacTok AHK o6oraweHHbin A u T n
MMERLMIA TUNMYHY nocnegosatensHocTs: ... TATAAA... . CuHTe3 PHK
NpovcxXoauT B HarnpasneHun 5-3' (COOTBETCTBEHHO B 3' 5' HanpasneHuu
kogupytowein uenn AHK). Monumepusauyms npoucxonuT 6e3 3aTpaBku.
OHK-3aBucumaa PHK-nonvmepasa opueHTUPYET pPacrnosiodXeHwe Mepsoro
nykneosuarpugocgata (GTP nam ATP). 3'-OH-rpynna nepsoro Hykneosug-
Tpudocdara BCTyMNaeT B peakLmio KOHAEHCaLUy Co CreayowmnmM HyKneosna-
TpugochaTtom. OpMEHTMPOBaHHbIA AUHYKNeoTua cBoeid 3'-OH-rpynnoi
BCTYNaeT B PeakLuio KOHAeHcaLUn Co Cnefyowmm HyKneosuarpudocgarom
1 TaknuM 06pa3oM MpoLLecc NPOA0MKAeTea A0 CUrHaNA TepMUHaumn. B Hava-
Nne pocTa uenu (Ha 5' KoHLE) ocTaroTes Tpu hocdaTHbIX yyacTka. B Havane
uenu MoryT 6biTb TOMBKO OCTaTKM MYPUHOBBLIX HYKNEOTUAOB PPpA umu
pppG. [0CTUrHYB caiiTa TepMyHaLMK, TPAHCKPUNT OTWENNSeTCA U TpaHC-
KpUNLMA 3aKaHYMBaeTCA.

Hayvano KoHey,
TpaHcKpunuuu TpaHckpununmn

OHK-matpuua
Mt ,
im» CTP,GTP,ATP-x

AHK-3aBucrmasn
M/l PHK-nonumepasa

PPi
a PHK-TpaHckpunT
[epBblit MocneaHwii
HYKeoTns, HYKeoTH s,
OGO3HAYeHVA: « o . nosoxeHMe reHa CUTHaNbI UHULMALMK
B gynnekce AHK N TEPMUHAL MK

a—angepHasi, b —KoHLUeBas
rnocnenoBaTe/lbHOCTH

Puc. 11.7. Cxema TpaHCKpunumu.

3penas TpaHckpubupoBaHHas PHK cofepXuT MoSIHY0 MH(opMaLnto
CMbIC/TIOBOrO yYacTKa reHa, KOPOTKYIO NNAEPHYI0 U KOHLEBYIO HYKNeoTUA-
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Hble MOCNesoBaTeNbHOCTU. CKOPOCTb TPAHCKPUMNLMM HYKNeOTUAHONM Lenu B
E. coli cocTaBnseT 50 HyKNeoTUL0B B CEKYHAY.

Apn rpvba 61egHON NOraHKM a-aMaHUTUH (LMKAMYEeCKWA nenTug) se-
NAeTCA MOLWHbIM MHruéutopom PHK-nonumepas. a-AMaHUTUH OCO6EHHO
npoyHo cBssbiBaeTcs ¢ PHK-monumepasoin 1l (K = 10 '8 M) n 6nokupyet
6uocuHTe3s npefwectseHHUKoB M-PHK. PHK-nonumepasa Il uHrnéupyetcs
60/iee BbICOKMMMW KOHLeHTpauusamm a-amaHutuHa (K = 10 6), a PHK-
Ho/MMmepasa | He YyBCTBUTENIbHA K 3TOMY f4y. a-AMaHUTWH, CBA3bIBAACH C
(hepMeHTaMm, 6I0KMPYET CTaAWIo aNoHraummn 6uocnHTesa PHK.

MocnpanckpunumoHHble nameHeHnsa (Mogugpmkaumna) PHK. Mep-
BOHauanbHble TpaHckpunTbl PHK npefcTaBnsoT coboit 6MONOrmMueckn He
aKTUBHbIE NPELIECTBEHHVKM, KOTOPbIE MpeBpaLanTca B PYHKUMOHAIBHO
aKTUBHbIE Monekynbl PHK B xofie co3peBaHuns (NpoLeccuHra).

dparmeHTauna ANMHHOLIENOYeYHbIX MpefLecTBEHHUKOB. [Mpea-
wecTBeHHNKM T-PHK 1 p-PHK ¢ 6onee AnnHHbIMK LensMn nof, AeicTemnem
(DEPMEHTOB HYK/ea3 pacLLensoTca [0 KOHEeYHbIX pasmMepoB [1pw 3ToM U3
OfHMX npefLluecTBeHHMKOB T-PHK o6pasyeTtca opHa Mmonekyna T-PHK, a
[pyrvie npejlwecTBEHHUKM (parMeHTUpYoTca ¢ 06pa3oBaHuWeM ABYX WK
Tpex pas3nuyHbiX T-PHK. B Takux cnyyaax gsa uUanM Tpu reHa atux 1-PHK
pacnofioXeHbl nocnegosarensHo B AHK v TpaHckprbupytotes ¢ obpa3osa-
Huem ogHoro TpaHckpunta PHK. B E. coli Bce Tpu p-PHK (5S, 16S, 23S) n
ogHy T-PHK Bbipe3aeT puboHykneasa I11'/M3 04HOFQ NepBUYHOrO TPAHCKPUI-
Ta PHK, pacwennas onpegeneHHble CBA3MN.

KawposaHue. Bcneg 3a Havanom TpaHckpunumn m-PHK npoucxogut
mMogmdurKaums 5' KoHUa. JTO TaK HasblBaeMblii npouecc KanuposaHus PHK.
KanuposaHuio noasepratoTcd ToAbKO T paHckpunTbl PHK-noanmepass! 11.
MepBbIM 3TaNOM K3NMpOBaHUA MOJ AeicTBMEM (epMeHTa ryaHniunTpacde-
pasbl K 5'-KoHUYy pacTyuweid uenm M-PHK npucoegmHsetca monekyna FrM®.
MponCcXoAnT OTLLENIEHNE MOJIEKY bl HEOPraHMYecKoro gocdara, a Tpu doc-
(hOpHbIX OCTaTKa CBA3bIBAIOT 5' 0CTATOK FMAPOKCUNLHOM Fpynnbl B OCTaTKe
ryaHosuHa ¢ 5' ocTaTKoM nepBoro octaTka Hykneotuga uenu (1.e. A unm O).
B pesynbTaTe 0CTaToOK HyKneoTua Kan-rpynmnbl OKas3biBaeTcs B 06paTHOi
OpVEeHTALMN NO OTHOLLEHMIO K OCTa/IbHbIM OCTaTKaM HYKNeoTUZAO0B Lienu.

BTOpbIM 3TanoM KanuvpoBaHWs MPOUCXOAMT MeTuanposaHue. MeTu-
NIMpoBaHue MPOUCXOANT B HECKO/LKO 3TanoBs. epBbiM 3Tanom npoucxXoanT
mMeTunupoBaHne no N7 ocTaTka ryaHo3uHa Kan rpynnbl. Katanusupyetcs
nepsas cTafua (hepmMeHTOM ryaHun-7-MeTuUNTpaHchepasoi, NepeHocAWUm
MeTaslbHYI0 rpynny ¢ S-afieHo3nIMeTUOHWHA Ha N7 ocTaTKa ryaHosvHa Kan
rpynnei.
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Mpouecc MeTUNNPOBaHNA OCTaHaBNVBAETCA Ha 3TOW CTafuu y OfHO-
KNeTOYHbIX 3yKapuoT, a Takoi Kan HasbiBaloT kan 0 Tuna. BTopbiM 3aTanom
npoucxoanT metTuanposaHme no 2'-OH rpynne pu6o3bl 5'-KOHLEBOr0 HYK-
neotunga uenu PHK (A unu G), a He ocTaTka ryaHo3nHa Kan rpynnbl. Peak-
LMo KaTanusupyet epmeHT 2-O-meTwunTpaHchepasa. MonyymsLuasca
CTPYKTYpa HOCUT Ha3BaHWeE K3na ]-ro tuna.

Ecnn nponcxoaut METUNMPOBaHE BTOPOrO C KOHL OCTaTKa HyK/eo-
3uga no 2'-OH rpynne prn6o3bl Lenn PHK, yxe cogepxxalleid kan 1 nopsaaka,
TO 06pa3yeTcs K3 BTOPOro Nnopsgka, KOTOpPbIi COCTaBNsAeT BCero okono 10%
oT Bceil M-PHK.

M-PHK He MOXeT cyLLecTBoBaTh B LUTOMIa3Me B CBOOGOAHOM COCTOA-
Huu, noatomy PHK 06pa3yeT komniekc ¢ 6enkamu, y4yacTeyroL MM B Npo-
Lieccax KanMpoBaHus, NoONMageHUNNPoBaHNA U CnnaicuHra.

[pucoennHeHne HYKNeOTUAO0B K KOHUaM HekoTopblix PHK npeacrasng-
€T OfiJUH U3 TWUMOB NpoLieccuHra. Tak, Hanpumep, TpuHykneotns CCA npucoe-
AnHseTca K 3'-KoHuaMm monekyn T-PHK. Y aykapuoT nocfe TpaHckpunuuu 5'-
KOHeL, Mofiekynbl M-PHK  moguduumpyetcs nyTem npUCOeSUHEHUA  Kar-
crpytoypbl (Konnayka), KOTOpbl npegcTaBnseT coboi 7'-metun-OTP. Takas
MoAuuKaLms 61o0kupyeT 5'-koHew, Monekynbl M-PHK, 3awmwas PHK oT rua-
ponusa 5'-3K30HyKneasamm, 1 obecreyvBaeT YNopsAOYEHHOEe CBA3bIBAHUE M-
PHK ¢ pnbocomamu Ha HayasbHbIX CTaauax 6MoCHHTE3a Be/KoB.

MonnageHw wpoBaHne MNPoOMCXoAmM)' NOCNe OKOHYaHUA TPaHCNALUK
UnW nocne crieumguyecko! o paclenneHmsa nepBuYHOro TpaHckpunta. dep-
MeHT poly(A)-nonumepasa nNpPUCOeAUHAET K 3 -KOHLY TpaHCcKpunTa
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100-200 ocTaTkoB afeHwnoBoin kucnoTel (AMP) nocne otwennenus 3'-
KOHLIEBbIX HEKOAMPYHLMX cainToB. Monn-A «xBocT» monekynsl M-PUK BblI-
MOSHAET crefiytoLne MyHKUNN:

4- cnocobcTByeT aKcnopTy 3penbix M-PHK u3 agpa B uuto-

nnasmy,
4- BNMsET Ha CTabunbHOCTb M-PHK B uutonnasme,
(> CNYXWUT B KAYeCTBE CUTHaNa 419 pubocombl.
CnnaiicuHr. OCO6eHHOCTLIO FEHOB 3yKapWOT ABMAETCA MX MO3anyHas,

TaK HasblBaemass 3K30H-WHTPOHHaA, CTPYKTypa. ITO 3HAYUT, YTO YYacToK
OHK, kogvpytowmit onpegenerHblii 6en0K, COCTOUT M3 CMbICOBBIX-y4acT-
KOB (3K30HOB) ¥ y4aCTKOB, He HeCyLWuX HpopmaLmmn AN CUHTe3a AaHHOro
6enKa (MHTPOHOB). VIHTPOHbI MOTYT 6bITb CMbIC/I0BbIM YYaCTKOM 18 fpYyro-
ro reHa.

OK30HbI VIHTPOHbI

PHK

Knaccuueckunii onbIT [AOoKa3aTe/NbCTBa 3K30H-I/IHTp0HHOI71
CTPYKTYpPbl reHOB.3yKapuorT:

npn rmbpuansaumn PHK ¢ yyactkom AHK, KOAVPYHOLLM AaHHBIRA
reH, B pe3y/bTare KOM/IeMeHTapHOr0 B3aMMOZEICTBISA 0bpasyeTcs
rnépus PHK-OHK; npryem HekoTopble yyacTkv AHK, He
npeacTaseHHble B PHK, BbICTynatoT u3 rubpuaa B Buae neterb.

CnnaiicvHr <. .0AuH" 13 BMAOB mnpoueccmHra M-PHK, oTkpbITbIl B
1977 r., NnpeAcTaBaseT COBOKYMHOCTb peakuuidi yaaneHus un3 oygyuleii M-
PHK MHTPOHOB M CLUMBaHME OCTABLUMXCA CMbIC/I0BbIX YHacTKOB. [pun TpaHc-
KPUMLUWIN-KOMUPYETCA BECb «Pa30pBaHHbIN» reH ¢ 06pa3oBaHMeM NepBoOHa-
YanbHOro TpaHckpuHTa PHK. 3aTem y3Ko crieyuguyHble QepMeHTbl 3HA0-
HYK/easbl N0 CTPOro onpefesieHHbIM POCPOANIPUPHBIM CBA3AM «Bblpe3a-
I0T» HEKOAUPYIOLLME YHaCTKM —UHTPOHBI (1), a KOAMPYIOLLNE CErMEHTHI -
3K30Hbl (3) nof AeicTBMeM (epmeHTa Mrasbl «ClMBAOTCA» MO 5- 1
3'-KOHLaM TOYHO B TaKOW XKe NocnefoBaTeNbHOCTH, B KaKO OHM pacronara-
NNCb B UCXO4HOM TpaHckpunTe (puc. 11.8).

BHauane npoucxogut paspbiB hocdoanahMpHONA CBA3M Ha 5' KoHLe
MHTPOHa C 00pa30BaHNEM «TOYKM BETBNEHMA», 3aTeM - Ha 3' KOHLE C OAHO-
BPEMEHHbLIM CLUVMBAHMEM 3K30HOB U yAalleHWeM UHTPOHA B BUAE NETIN, UK
nacco, unw lariat.
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OQHLOHYKNeashl

poly(A)

Ninrasel

3, 0392 33
5 poly(A)
3penblil TpaHcKpUNT

M-PHK co "cwutbimn’
3K30HaMu

Puc. 11.8. Cxema cnnancnura m-PHK.

OcTatku HyKneotTngos B Monekyne PHK; Tak Xe Kak 1 B monekyne AHK,
MMEKT TEHAEHLUMIO K KOMMJEMEHTApHOMY B3avmogeiicTsuto. Mapbl A—Y
n G—€ B monekyne PHK 06pa3ytoTcs Tak e, 04HaK0 3TV B3aMMOZAEeNCTBYS Npo-
UCXOAAT He Mexay fBYMS KOMM/JIEeMEHTapHbIMU LIeNoYKaMu, a BHYTPU OAHOA
LIENOYKN MeXay KOMMNAeMeHTapHbIMW y4acTKamu, B TO XK€ BpeMs COCefHue yya-
CTKM METYT COCTOATb U3-HEKOMIJIEMEHTaPHON NOCNef0BaTeNbHOCTU. 3T Yya-
CTKV METYT BbINAYMBATLCH W3 [BOWHOV CTPYKTYPbI B BUZE NETENb AW LUMUTEK.
M-PHK npokapnoToB MpefcTaBnstoT co60ii NOMHbIE KOMWUM FEHOB, U3 KOTOPbIX
HUYEro He «Bblpe3aHo»; HeT Karnos 1 poly(A)-(parmeHT *

Mogudukauns 0CHOBaHWA 1 OCTAaTKOB prb0O3bl NpeacTaBnseT Tvn
npoueccuHra. Y aykapuot ogHa 2'-OH rpynna npumepHO Ha CTO OCTAaTKOB
pn60o3bl B. p-PHK depmeHTaTUBHO MeTUNMpyeTcs 3a cyeT S-afieHO3WSI-
MeTUOHNHA. Y. 6akTepuid B p-PHK mMeTunmpytoTcs ocHoBaHUA. Tak, y ApOX-
XKeBOW anaHnHoBol T-PHK cofepXxutcs eBATb HEOObIUHbIX HYK1e0TUAO0B,
TaKnX, Kak NHO3WH, MCeBLOYPULNH, AUTUAPOYPUANH, PUBOTUMULNH U METU-
NNPOBaHHbIE NPON3BOAHbIE N'YaHO3MHA U UHO3MHA.

TpaHcnaumsa. Cxema PHK —mbenok BbipaxaeT 6uocuTes nonwren-
TULHbIX Leneil, aMMHOKMCNOTHAA MOCNef0BaTe/lbHOCTb (NepBUYHAA CTPYK-
Typa) KOTOpbIX OMpefensetca nocrefosarenibHoCTbio M-PHK mpu yyactum
T-PHK un p-PHK. 3T0T npouecc HasbiBalOT TpaHcnsauueii. TpaHcnaums
(oT aHrn. translation —nepeBof C fi3blka Ha A3blK) —MpoLecc 6nocnHTesa
6enka Ha ocHoe M-PHK.



TpaHCKpUNUMA 1 TPaHCALWA NPOTEKAIOT NPU y4acTUM MHOTOUUCTIEH-
HbIX 6€NKOB, BbINOMHAOWMX KaK pAf KaTaIMTUYECKUX, TaK U cneuuduye-
CKMX HeKaTanMTUYeCcKnX QYHKLNIA.

Hapsgy ¢ TpaHCKpunuuein n TpaHCAAunein Npu NOTOKE FeHeTUYecKoi
NHopMaLmn 1 ee nepepaboTKe ABNAIOTCA PENnAnKaLmsa, penapaums, pekom-
6uHauma n TpaHcnosunumsa AHK.

Pennukauua OHK - 6uocuHTes konumn AHK, npealwecTBytowein gene-
Huto Knetok (QHK — ** AHK).

Penapauyus AHK —ypaaneHne 1 NOBTOPHbIA CUHTE3 KOPOTKMX-(hpar-
mMeHTOB JHK, nofyunBLINX NOBPEXAEHUA NOA AeACTBUEM XUMUYECKNX UK
(hM3nYeCKMX haKTopoB.

Pekom6uHaums AHK - 06MeH cermeHTamy reHeTUYecKOro marepuana
MeXay pasnnyHbiMn monekynamu HK.

TpaHcnosnuma AHK - nepemelleHne reHa v3 O4HOrO MOMIOXKEHNS B
APYroe NnofoXeHne TOW Xe UK JPYTOil XpOMOCOMbI.

B Knetkax, MHPULMPOBaHHBLIX BMpYyCamu, COAEPXKalMMy XPOMOCOM-
Hyto PHK, npoucxofuT obpaTHasa TpaHckpunums u penavkaums PHK.

O6paTtHasa TpaHcKpununa —6nocnHTe3 AHK KomniemeHTapHoA Mone-
kyne PHK (PHK — *m HK).

Penankauys PHK —6MOCKUHTES KOMMU XPOMOCOMHOI BupycHoin PHK,
npeALIecTBYHOLLEl 06pa30BaHUI0 HOBbIX BUPYCHBIX YacTul, (PHK — «* PHK).

eHeTnYecknil Kog 1 ero xapakTepucTuka. B 1961 r. dpaHLy3kme
ornoxumukn @. XKakob u XK. MoHo (naypeaTsl Hobenesckoii npemum
1965 r.) BrnepBble yKasanu, 4YTO Aepegada reHeTM4eckoi MHopmauun ot
OHK npoucxogut ¢ nomoubio M-PHK. Tlocnegytowme pa6otel M. HupeH-
6epra, X.I'. KopaHubl n P.Y.. Xonmau (naypeatbl Hobenesckoil npemuu
1968 r.) noaTeepauAn runotesy 06 yyactum M-PHK B nepepave HacneAcTBeH-
HOW nH(popmauun oT AHK. OHM ycTaHOBUAW TPUNNETHYHO MPUPOAY KoAa, T.e.
KaXaas aMMHOKUCNoTa nMporpaMmMmupyetcs B M-PHK Tpems HykneoTuiamu, Ha-
3bIBAEMbIMM KOLOHaMM, M YCTaHOBUAW, YTO KoA M-PHK «uyutaeTcs» nytem
KOMIM/IEMEHTAPHOIO Y3HaBaHWA KOl0Ha aHTUKOAOHOBbLIM TpunieTom T-PHK.

OCHOBHbIMY YepTaMmn FeHETUYECKOro Kofa ABNAOTCA: TPUMIETHOCTb,
YHUBEPCANIbHOCTh, BbIPOX/AEHHOCTbL W HEMePeKPbIBAEMOCTb.

TPUNAETHOCTD - KaXAas aMUHOKNCIOTa KOAUPYETCA TPEMSA HYK/eo-
TMaamu. B TpUnneTHOM reHeTUYeCKOM KOfe MOTEHLMANbHO CYLecTByeT
43= 64 kogoHa. Cpea 3TUX 64 TPUNIETOB BbIAENAOT TPU TUMNA KOLOHOB:

1) kofoH MHuuMnaumm - AUG,

2) CMbICNOBbIE KOAOHbI (61) - KOAWPYIOT NOCNeA0BaTENIbHOCTL BK/IIO-
YeHN aMMHOKMUCIOT B CUHTE3NPYEMYIO NOAUMENTUAHYIO Lienb,

3) KopoHbl TepmuHauuu (3) - UAA, UAG, UGA.
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Puc. 11.9. FTeHeTnYecKkmnii Kog.

YHuBepcanbHOCTh. Bo Bcex opraHusma? - 3ykapuoToB, NPOKapuoToB 1
BUpYCaX UCMOMb3YHOTCA OLHWU W Te XXe 3HaYeHUs 15 BCEX KOLOHOB, T.e. reHe-
TUYECKMIA KOZ OCTaeTCs HEUSMEHHBIM Ha NPOTSHKEHUM NPUMEPHO TPEX MUIU-
apaoB net. OfHaKo y MUTOXOHAPWIA KO UMEET OTKNOHEHNS OT KNacCU4ecKoro
reHeTMYecKoro Koja uato CTaBuT BONPOC 06 UX NPOUCXOXAEHNN.

BbIpO>KAEHHOCTb reHeTuyeckoro koga. Hanuume 64 KOLOHOB A4
20 aMUHOKMCNOT MO3BONSET KOAUPOBATLCA HE OAHUM TPUMNETOM. TO/bKO
TpUNTOhaH M " METUOHUH KOAUPYKTCA OfHWM TpunnetoMm. OcTasbHble
18 amuHoKMCNOT 13 20 KOAMPYHOTCA HECKOMbKUMU (2, 3, 4 1 6) KogoHaMun 1
3TO CBOWCTBO Ha3blBaeTCA BbIPOXAEHHOCTbIO Kofa. CnefyeT OTMETUTbL He-
PaBHOMEPHOCTb BbIPOX/AEHHOCTU Koda. Hanpumep, Kof Ans neiiuuHa n ce-
pViHa BbIPOXAEH LUECTUKPATHO, a 415 MHOTUX aMUHOKMCAOT (FNyTaMWHOBOM
KMCNOTbI, TMCTUAMHA, TUPO3UHA U 4p.) KOJ BbIpOXAeH ABYKpaTHO. Bo Bcex
Cny4yasx ABYKPATHOM, TPEXKPATHOM 1 YeTbIPEXKPATHOMN BbIPOXKAEHHOCTM KO-
[la 0Ha KacaeTcs TO/MIbKO MOMIOXEHUs TpeTbero Hykneotuga. Cnefyet oTMme-
TUTb, YTO NPU ABYKPaTHON BbIPOXAEHHOCTM 3aMeHa TPeTbero Hyk/eotuaa,
cofiepXallero nypvHOBOE OCHOBaHWe, NPOUCXOAUT Ha NypUHOBOE (afeHUH
Ha ryaHuvH, n Hao6opoT), a MMPUMUANHOBOE —Ha MUPUMUMHOBOE. DTO JaeT
npesnonioXKeHne, YTO NepBOHaYanbHO Kog 6bin AynieTHbIM, a BNOCNeACcTBAN
3BOJIOLMMN CTa/1 TPUNIIETHbIM.
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Pennukauus TpaHcKpunuum TpaHcnauus

OHK " M-PHK 6enok
XX-A. BEPHO ...GCU... ...ana...
r..CGT... i [..GCA AoLana.
..CGC... HEBEPHO .GCG.. - ana..
...CGG... ..GCcc.. <~ Lana.

* VICX0AHbIV TpUNneT.

Puc. 11.10. BbIpOXKAEHHOCTb FeHETUYECKOI0o Koaa.

BbIpPOXKAEHHOCTb KOLa UTPaeT BAXHYH POJb A8 XUBbIX OpraHM3mos.
Bnarogaps BbIpOXAeHHOe™ Kkofa HEKOTOpble OLWMOKY. NPV penavkaumm nnm
TpaHckpunuum OHK He BbI3bIBAOT UCKaXXEHWS FeHETUYeCKOoN NHdopMaLmu
M He HapyLlualT akcnpeccun. Hanpumep, kogon. GCU npu TpaHcKpunuuu
CGA B OHK kKoavpyeT aMUHOKMUCNOTY anaHuH. Ecnn 6bl anaHuH Koaupo-
Ba/ICA TOMbKO OHWM 3TUM KOLOHOM, TO N1I060€ U3MeHeHne nocnefoBareib-
Hoct CGA B AHK npu pennvkauuu Uan TPaHCKPUNLMW NPUBOAMAO Bbl K
ero 3ameHe. OfjHaKko BCNefCTBUE YETbIPEXKPATHON BbIPOXAEHHOCTU, UMEO-
el MecTo ANA TPeTbero HykneoTnaa, HU OfHa M3 OWNBOK He NpuBeAeT K
NCKaXKEHWIO reHeTNYEeCKON MH(OopMaLmMmn 1 TONbKO OLMBKK, 3aTparuBaoLL e
nepsble fiBa HYK/IEOTMAA KOAOHA, NPUBEAYT K U3MEHEHWIO ero 3HavyeHuns. Ha
puc. 11.10 cxemMaTW4HO M306paXKeHO, YTO 3aMeHa TPeTbero KOMMOHEHTA He
B/IMSIET Ha TPAHCNALMIO;

BbIPOXAEHHOCTb [EHETUYECKOr0 Koda AenaeT reHom 6onee ctabusib-
HbIM U MeHee MOABEPXKEHHBIM MyTaumam. B cnyyae BbIPOXAEHHOro Koja
MYTaHTHbIA 6€10K HaCcTO OKa3blBAeTCA He TOMbKO (YHKLUMOHANbHO MOMHO-
LieHHbIM, HO MHOrga 60/ee Mone3HbIM MO CPaBHEHMWIO C MepPBOHaYaNbHbIM.
Takvm 06pa3oM, BbIPOXKAEHHOCTb FEHETUYECKOro Kofa MOXeT Cnoco6CTBO-
BaTb .COBEPLLEHCTBOBAHUIO TEHOMA XXMBbIX OPraHn3mMoB, U3 KOTOPbLIX B MPO-
Liecce 3BONIOLMM NPOUCXOANT OTOOP Hanboee XMU3HECTOCOBHBIX.

HenepekpbiBaeMOCTb FEHETUYECKOr0 KOAa YCTaHOBNeHa MyTeMm on-
pefieneHns NocnefoBaTe/lbHOCTU aMUHOKUCNOT B MyTaHTax. CYLHOCTb He-
NepeKpbIBAEMOCTM KOAa 3aK/04aeTCs B TOM, YTO KaXKAblli TPUNNET KoaupyeT
TONbKO OfHY aMWUHOKMCNOTY W NOC/MeA0BaTeNbHOCTL KOAOHOB YMTAETCA CO
CTPOro OMpeAeneHHON TOYKN WAW, KaK FOBOPSAT, B OMpPeAeNeHHON pamke.
CLBur pamku npuBoguT K 6eccmbicnnue. K npumMepy, BO3bMeM COKpaLLeH-
Hble Ha3BaHWA HYKNEOTWUAOB W KONEPMEHTOB HYK/EOTUAHOrO CTPOEHUS —
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AMP, GMP, UMP, FMN, FAD, NAD, CoA, KOTOpble B 3Ha4YMTENbHON Mepe
HarnoMWHAIOT TPUNNETbI TeHETUYECKOro Koda. Ecnv CABUHYTbL pamMKy YTEHWS,
TO TepseTCs BCAKWIA CMbICA.

B xpomocome 6akTepmanbHOro supyca tpX174, cogepxaleit 5375
HYKNeoTUA0B, KOAMPYETCA CUHTE3 fAeBATU pasnnuHblX 6enkoB. eHeTuue-
CKME W (M3NYEeCKMe UCCNefloBaHNA MOKa3anu, YTO TaKoe KONNYECTBO HYK-
NeoTU0B COAEPXKAaT HeJOCTaTOYHO MH(OPMaLMKN 418 KOAUPOBaHUA BCEX fie-
BATW 6enKkoB. BnocnefcTenmn 6b1N0 YCTAHOBNEHO, YTO B YeTbIpeX OTAENbHbIX
yyacTkax ofiHa 1 Ta e uenb AHK MoxeT koguposaTb pasHble-6enku. 310
BO3MOXHO B pe3y/bTaTe TPaHCKPUMLUUW U TPaHCNALMM B PasHbIX pamkKax
CUMTbIBaHMA. [eHbl ABYX pasHbIX 6e/KOB PacronoXeHbl B:OAHOM 1 TOM Xe
yyacTke [HK 1 HekoTopble U3 COCEAHUX MEHOB UCMOSBL3YIOT KOAOHbI UHK-
Lyauum, nepekpbiBatoLLMecs C KOAOHaMWU TepMUHALMW MPeALIeCTBYIOLWEro
reHa. MNepekpbiBaHWe KOLOHOB MHULMALMN U TepMUHaLUKN 06HapyxeHo B E.
coli n B AHK muTOXOHAPWIA. MepekpbiBaHNE M YTEHME KOLOHOB B pasHbIX
pamkax npefcrasnseT co60i cnocob KOHLEHTPAL Uy reHeTUYeCKOR NHpop-
mauuv B AHK, 1 npegnonaratoT, 4To OH UMeeT 6onee obLee 3HaUeHwe.

Pu6ocombl. BMOCMHTE3 Genka NMPOMCXOAUT B LMTOMNIa3Me U OCYLLEeCTB-
nsetca pubocomamu. P60COMbI COCTOAT U3 BYX CYyObefMHWL, COCTOALMX U3
p-PHK 1 MHorux 6enkoB. Pubocombl n nx cy6beguHULbI KnaccupuuupyoT no
Koath(hULMeHTaM CefyMeHTaUMn. Tak, prubocombl MPOKapuoT UMEDT KOIhU-
LMeHT cegumenTaumn 70 eguHuy Ceegbepra (70S), a k0ahhULMEHTbI Ceau-
MeHTaLum ee Masioli 1 60/1bLLOI cyObeanHuL, cocTasnstoT 30S n 50S.

KoadhhmupmeHT cegymeHTaunm pubocomsl 3ykapuoT paseH 80S, a cyob-
eanHuy, - 40S un 60S. Manaa 40S cyb6befuHMLa COCTOMT U3 O4HON MONEKY bl
18S-p-PHK 1 30-40 monekyn 6enkoB. bonbLias cyobearHULA COAEPXUT TpU
Tuna p-PHK (5S, 5,8Sm 28S) 1 40-50 6enkoB. CooTHoweHue p-PHK 1 6enkoB
y 80S pnbocom aykapuoT pasHo 1:1, ay 70S npokapmot—2:1.

Pn6ocomsl MPOKapuoT UMEIOT aHaNOrMyHy CTPYKTYPY, HO OHU He-
CKO/bKO Mefibye. PMBOCOMBI MUTOXOHAPWIA U XIOPONANAacToB 6113KM K prbo-
COMaM MpoKapuoT.

&

us.
Puc. 11.11. CTpyKTypa pubocom.

295



B kneTke npokapnoT KomyecTBo pubocom gocturaet 10 000-15 OO0
a B K/eTkax aykapuot —oT 100 000 go 1000 000 v 6onee. B kneTkax, WH-
TEHCMBHO CUMHTE3UPYEMbIX 6enku, pubocombl coefuHaace M-PHK obpasytoT
nosmpnbocomsl (MOANCOMBI), B pesynbTate 4Yero ofHa Mmonekyna mM-PHK
MOXeT TPaHCNMPOBaTbCA OJHOBPEMEHHO HEeCKO/bKMMMK pubocomamu. Pu6o-
coma cnocobHa CMHTE3MPOBaTb OAHY MONUMENTULAHYIO Lenb, a MoaMcoma -
HECKO/IbKO NOSIMMENTUAHBIX LieNnei.

B npouecce TpaHcnauum (6nocuHTesa 6enka) pub0oCoMbl BbINOMHAOT
pAA cneuugruyeckux QyHKUMA.

1. Cssa3blBaHve, yAepXuBaHWe W OpWeHTauus KOMMOHEHTOB 6efok-
CUHTe3upytoLein cuctemsl. M-PHK 1 pasnnyHblie ammHoaunn-r<PHK BcTpe-
yaloTcs Ha pubocomax, rae nponcxofmT cbopka NONMNENTUAHOA Lenu.

2. Mpwn o6pa3oBaHUM NENTUAHON CBA3WM PUBOCOMBbI BbINOMHAIOT PO/b
3HEepreTMYecKoi NoAcTaHUMK, KaTanusupys rugponus GTP.

3. Pubocombl oCyLLeCcTBAAOT MexaHn4yeckoe nepemelleHne m-PHK n
TPHK, T.e. BbINMONHAOT pONb TpaHCNoKaTopa.

TpaHcAALuMA reHoB, AN HEeNoCcpeCTBEHHbIN 6UMOCUHTE3S 6eNkoB, NPo-
TEKAET M0 CNedyoLWmnm CTagunsam:

1. AKTMBMpOBaHMeE 1 0T60p amuHOKMCNoT (ATP —3aBucumas cragus).

2. nnymaymsa cuHTesa nonvnentuaHoi uenu (GTP-3aBucnmas ctagns).

3. OnoHraunsa nonunenTtugHoi uenu (GTP-3aBucrmas ctagus).

4. TepMuHaUMa CMHTE3a NOAMNENTUAHOA Lenu.

5. MpoueccuHr (Co3peBaHwie), Uan NOCTTPAHCIALMOHHAA MOANDUKaLMS, GeNKoB.

AKTUNBUpPOBaHUE N 0OTHOP aMUHOKUCIOT BO BCex Tvnax KNeTok nep-
BOVi CTagweli TpaHcnauum sensetca ATP -3aB/CMOe NpeBpaLleHye aMUHOKMC-
NnoT B aMmHoauun - T-PHK. PeakLivu NpoTeKaloT B fiBa 3Tana, KOTopble KaTanu-
3MPYIOT (hepMeHTbI amuHoauua-T-PHK-CUHTeTasbl, KOTOpbIE NPOSABAAOT BbICO-
Kyt0 CreLnMUyYHOCTb K aMUHOKUCIIOTE 1 COOTBETCTBYHOLL el eil T-PHK.

Ha nepsom 3Tane Ha MOBbILEHWE PeaKLMOHHOM CMOCO6HOCTM aToma
yrnepoga kap6oHunbHoli rpynnbl (= C - O) 3aTtpaumBaetca ATP ¢ o6paso-
BaHWeM MPOMEXYTOYHOr0 CMeLaHHOoro aHrngpuaa amvHoaunn-AMP (akTu-
BUPOBAaHHO aMWHOKMCOTbI) 1 nupodocgarta. MupodocdaTasa pacwiennser
nupoctocaT Ha ABE MOEKY/bl HeopraHuyeckoro docdara, B pesy/brare
yero aTOTaTan SAB/ISIETCH HEOBPaTUMBbIM.

Ha sTopom 3tane koHuesas 3-OH rpynna 1-PHK atakyer atom yrne-
poja kapboHWNbHOM rpynnbl, 3amelyas ocTatok AMP ¢ o6pa3oBaH/emM amu-
Hoaumn-T-PHK. AmnHoauun-t-PHK npegcTtaBnsieT coboil CNoXHbIA agup, B
KOTOPOM COXPaHAeTCA NOBbILWEHHAA peakLMOHHAasA CNoCO6HOCTb Kap6oHUb-
Hoii rpynnsl (= C =0) amMnHOaLMNIBHOTO OcTaTka, Heobxoaumas Ans 06paso-
BaHMS aMUAHOM (NenTUAHOI) CBA3M B MO/eKy e 6enka.

B pesynbTaTte aTUX peakunil fOCTUTAOTCA ABe Lienn:

—1POVCXOANT aKTUBUPOBaHNE aMUHOKWUCIIOTHOTO OCTaTKa, T.e. MOoBbl-
LLIeHWe ero peakLOHHOM cnoco6HOCTY B 06pa3oBaHUM NENTUAHON CBA3N;
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—OCYLeCTBNIAETCA 0TOOP aMUHOKMUCNOT, T.K. aMUHOKUCNOTA COEANHS-
€TCS CO CTPOro OnpeAeneHHon cneunguyeckon T-PHK.

NH-

NH-,
AMuHoaunn-AMP
2
AmnHoauunn-T-PHK-
cuHTeTasa (Mg2l)
AmMmnHoaunn-AMP
Nil-
(0]
AMP + TpaHcnoptHad PHK —o—P—0-<
o
l'?_ H
c=0
|
NH3

AmMyHoaumn-T-PHK

WMHuunayna TpaHcnaumu. B 3TO cTaguv MPUHMMAKOT yyacTue
M-PHK, uHuummpytowas amuHoauun-1-PHK (popmunmetnoHnH-1-PHK y
NpoKapuoToB U MeTUOHWUN-T-PHK y 3ykapnoToB), manas U 60nbluas Cybb-
eAVHULbl prbocoMm, (akTopbl HMunauun IF-1, 1F-2, IF-3, NOHbI MarHus u
GTP. lHmunaums npoTekaeT B HECKOMbKO 3Tanos (puc. 11.12).
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Ha nepsom 3Tane fABa 6enkoBbIX (hakTopa vHuumaumm IF-1 u IF-3
npucoeguHsaoTcs K 30B-cybbeanHuue. 3atem 6enkoBblii hakTop IF-2 o6pa-
3yeT komnnekc ¢ GTP, yto obecneymBaeT accoumaumo 30b-cy6beanHMLbI C
M-PHK, cBsisbiBaHue dopmmuameTnoHmHoBoi i-PHK u obpasoBaHue 30S-
KOMTMJIEKCa UHMLALNN.

Ponb hopMunMeTUMOHMHA BrepBble 6bIS10 OTKPLITO, KOraa 6b110 06Ha-
py>xeHo B opraHu3me E. coli Hannuue aByx T-PHK ans MeTMOHWMHA: MHUUMA-
TopHas T-PHKfiretn T-PHKUEL KoTOpas BBOAWUT METUOHWH BHYTPWU NOAWMAEN-
TULHOW uenu n depmeHTa GopmunTpaHctepassl, KatannsvpyoLlero-obpa-
3oBaHMe  komnnekca fmet-T-PHK'md.  ®epmeHT  amuHoaumn-tT-PHK—
CUHTeTa3a NPUCOeANHSAET METUOHUH K 060MM pasHoBugHocTaM T-PHK. XoTa
HYKNeoTuaHble nocneposatenbHocTu T-PHKfel n T-PHKW pasnnyHbl, HO
OHW 00e cofiepXXaT OAWH 1 TOT Xe aHTUKogoH UAC, T.e. OHM CMOCOGHbLI CBA-
3bIBaTLCA C O4HUM U TEM e KofoHOM AUG.

M-PHK
1) fMET-T-PHK

[ 70S |M-PHK T PHK Imci )

Puc. 11.12. Cxema nHULMaL My 6uocuHTesa 6enka y npokapmor.

AHTUKogoH UAC komnnekca finet-T-PHKfd cBA3biBaeTCA ¢ KOLOHOM
AUG, T0nbKO €Cnu nocnefHuiAi pacrnonoXeH B Hayane KOAWPYHOLLeli nocne-
fgosatensHocTu M-PHK. Ecnn kogoH AUG pacnonoXeH BHYTPWU MOANHYK-
NeoTnaHON uUenn M-PHK, To coeauHseTca ¢ HehOpMMIMPOBaHHOW met-T-
PMK,MA [loatomy kogoH AUG M-PHK Ha3sbiBalOT reHeTU4ecKUM CUrHanom
UHULMaLMK, a Komnnekc opmmunmetmonunn - T-PHK (metnonun - 1-PHK'y
3YKapuoTOB) —MHULNATOPOM.

dakTop IF-3 obecneumnBaeT cBsA3biBaHMe M-PHK ¢ 30B-cybbeanHuLeii
1 npucoeguHeHne nHuUuuupyioweidr T-PHK K COOTBETCTBYHOLLEMY KOLOHY
nHuymaunun AUG.

MHnummpytowas gopmunaMetuonnn —t1-PHK (metnoHnn —t1-PHK)
B3aMMOAENCTBYeT C Komnnekcom IF-2 —GTP. 3atem 508-cy6beanHmua cBs-
3bIBaeTCA C MHMLMATOPHbIM 30S-KOMMIEKCOM, 06pa3ys MHMLMATOPHBIA 70S-
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KOMMMeKc. Ha TpeTbeM K 4YeTBepTOM 3Tanax MpPOUCXOAMT OCBOBGOXAEeHMe
(haKToOpoB MHULMALMN U TMAPOAN3 cBA3aHHOro GTP go GDP u Pi.

B pa6oTatowleii pubocome HaxoasTca fABa ydvacTka (LeHTpa, calita)

cBA3bIBaHMA T-PHK:
amMMHOoaLWNbHBIN (A) CaiiT, UMEetoLLMIA CPoACTBO K ammHoaunn-T-PHK,

—NenTuannbHbIA (P) caidT, MMetownii cpoacTBo K nentuann-T-PHK.

B pesynbTate o6pasoBaHusa 708-komnnekca MHULMALUU opMUIMe-
TMoHUN-T-PHK cBsi3biBaeTcst ¢ P-caiiTom. B KkoHUe WMHMUMaUUWM UHULWK-
pytowasa fmet-T-Pl IKinfly npokapuotos (met-T-PHK'nty aykapnoToB) Haxo-
ouTcs Ha P-caliTe cobpaHHOR pMbOCOMbI M coefjMHEHa BOAOPOAHbIMU CBA3S-
MU C UHALUMPYHOLWMM KogoHOM M-PHK (AUG=UAC). AMWHOaUUNbHbIA
Yy4acTOK B 370 BPEMS He 3aHHT.

AnoHrauyms. Mpouecc 3M10HraLMn CBA3aH C aMUHOALUIBHBIM W NenTu-
OUNbHBIM LeHTpamu. HapaluBaHvie NOAUMENTUAHON Lenu MpPOUCXOAMT C
N-KoHLa K C-KOHLY, HauMHas OT MHULMATOPHOrQ KOMMeKca, B pesysbrare
MOBTOPEHUS LMKNA, COCTOALLErO U3 TPEX 3TaroB:

1) TpaHcnopT amuHoauun-T-PHK Ha amyHoauWnbHbIA y4acToK pubo-
COMbI U ero npaBuibHOe pacrnonoXxeHue B A-caiite (y3HaBaHue KOLOHa),

2) obpa3oBaHue NeNTUAHON CBA3M,

3) TpaHcnokauus.

Puc. 11.13. Cxema 3/10Hraunm nonmMnenTUAHOM Lenwu.
TpaucnopT amuHoauun-m-PHK. LMkn anoHraymm HaymHaeTcd C

TpaHcnopTa amuHoaunn-T-PHK Ha cBobogHbIin A-y4acTok pubocombl. Kom-
nnemMeHTapHas ammHoauun-T-PHK goctaenserca 6enkoBbIM (haKTOPOM 3/10H-
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raumm EF-Tu u nocne COOTBETCTBYIOLLEIO PacrnonoXXeHUs Mexay KOLOHOM
M-PHK 1 aHTUKOAOHOM aMuHoaumn-T-PHK 3amblkatoTCA BOAOPOAHbIE CBA3M.
Mpoucxogut rugponn3 GTP, cesizaHHoro ¢ EF-Tu. O6pa3oBaHne HOBOrO
Komnnekca EF-Tu - GTP npoucxoauT € yyacTueM BTOPOro gaktopa 3/10H-
raumm EF-Ts, 1 3TOT Npouecc HOCMT LMKINYECKUI XapaKTep W YCKOpseTcs
3a cyeT aHepruu rugponmsa GTP.
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O6pasoBaHue NenTWAHON cBA3W. Korga ABa akTMBMPOBAHHbLIX aMUHO-
KUCMOTHBIX OCTaTKa —{opmunmeTvow n (MetroHun)-TPHK n ammuHoauun-T-
PHK pacnonoxeHbl psagom Ha P- n A-caittax (puc. 11.14), nog peiicterem
(hepMeHTa nenTuaMnTpaHctepasbl B P-LEHTPe NpoTeKaeT peakuus rpaHcren-
TUANPOBaHMA. STOT NPOLLECC CONPOBOXAAETCH HYKIEO(UIbHON aTakoi co CTo-
POHbI aTOMa a30Ta aMUHOr Py bl BTOPOro aMMHOKUC/IOTHOTO OCTaTKa aM1HOa-
umn-T-PHK, pacrnonoxeHHoro B A-caiiTe, atoma yrnepoja Kap6oKCW/bHOM
rpynnsl opMunMeTmoHun (metronunn)-TPHK. OctaTok (hopMUIMETUOHMHA
(MeTnoHMHa) NepeHocUTCA Ha CBOBOAHYIO aMMHOrpynny aMmmHoanua-T-PHK, un
obpasyeTcs nepsas nentugHas (amuaHas) CBA3b 3a CHET 3HEPTUM MaKPO3Pru-
YecKoii cBA3n ammHoauun-T-PHK B aMMHOaLMABHOM LiEHTPE.

Tpaxnokauun. CUHTE3MPOBaHHbIA AUNENTUA UKW NONUAENTUA Cunamm
rmapohobHOro B3aMMOAEeNCTBMSA cBA3aHbl ¢ P-ueHTpoM u ¢ T-PHK, koTopas, B
CBOIO 04epefb, cBA3aHa C KogoHoM M-PHK B A-ueHTpe. [Mentngnn-t-PHK He
MMeeT CPoACTBa K A-LIEHTPY, M Npu yyacTuu hakTopa anoHrauum EF-G 3a cuet
3Heprun GTP (haktop EF-G cunTatoT GTP-a30ii) NPONCXOANT NepemMeLleHne
HenTuaun-T-PHK 13 A-caiita B P-caiiT 1 nepeasmkeHue M-PHK oTHocuTensHO
pubocombl. Mpu 3TOM npoucxogut otgeneHue T-PHK*™. (T-PHK™%*) ot
P-yyacTka. COBOKYMHOCTb 3TVX NPOLLECCOB Ha3blBaeTCsA TpaHCoKaL Vel

B pesynbTarte TpaHC/MOKaLMn B A-y4acTOK pubOCOMbI MPUXOAUT crie-
LYIOLWMA HOBbI KOLOH M-PHK 1 K‘HeMy RpucoeguHseTca HoBas ammHoa-
umn-T-PlIK B COOTBETCTBUM aHTUKOAOHOM. Mexay aunenTtuaom P-caiita u
amMHoaLUNbHBIM OCTaTKOM B A-CaiiTe MPOMCXOANT NeNTUAUNTPaHChepasHas
peakuus ¢ o6pasoBaHWeM BTOPOI NMEATUAHON CBA3M U BUOCUHTE30M TpUnen-
TnAa. 3aTemM NPOVCXOAUT TPAHCIOKaLNa TpunenTtuaa B P-UeHTp, a B A-LIEHTP
NPUXOAUT cneayrowmii kogoH M-PHK. 3ToT npouecc noBTopseTcs B COOT-
BETCTBMU C MHAOPMaLMeli Cnefyrowmnx KOA0HOB, NoKa He NOCTYNWT CUTHan
0 TEPMUHALMN 3MTOHTaL UK.

TepMuHaLua. 3n0HFaLWK, T.e. 06pbIB CUHTE3a NOAMNENTUAHOW Lenu
MPONCXOAMUT MO CUTHAIAM TEPMUHALMKN, KOTOPbIMU ABMAIOTCA O4WUH U3 Tpex
TpunnetoB: UAA,; UAG n UGA (HOHCEHC-KOLOHbI). TepMUHUPYIOLLME KO-
[OHbI He UMELOT A4siA ce6a ammHoauun-T-PHK, noctynus B A-LeHTp BMeCTe €
(hakTopamMu TepMuHauun FR-1 1 FR-2, MHAYLUMPYIOT NENTUAUNICTEPA3HYIO
aKTVBHOCTb PMBOCOMHBIX 6€M1KOB, OTLLENNALWMX CUHTE3NPOBaHHbIV NoMun-
nentug. KoMniekc TpaHCNALUM GUCCOLMMPYET Ha COCTaBHbIE KOMMOHEHTHI.

B uuTONnasmMe KAETOK MpOKapuoT NOA  [felicTBMEM  NenTuamn-
Jethopmunasbl NPOMCXOAWT OTLieneHne QOpPMUIbHON Tpynnbl OT N-KOHUA
(DOPMUNMETUOHUHA. YacTo Kak Y MPOKapuoT, TaK ¥ 3yKapuoT NPOUCXOAWT OT-
LLienneHve KOHLIEBOTO METMOHWHA NOJ, feliCTBMEM (hepMeHTa aMUHOMNENTUAA3bI.

3HepreTnyeckne 3aTpatbl Ha 6GMOCUHTE3 MENTUAHON CBA3W COCTaBNA-
10T 4 Makpoapruyeckue CBA3N: fiBe Makpoapruyeckue csasm ATP 3aTpauu-
BAlOTCA Ha aKTUBMPOBaHWE aMWHOKWUC/IOTLI C 06pa3oBaHWEM amWHOoALWN-T-
PHK un 2 monekynbl GTP Bo Bpemsi afoHrauuu. [Ans cuHTe3a nepBoi men-

301



TUAHOW CBA3M pacxofyeTca 5 Makpoaprnyecknx cBAseld, T.K. 408 UHULMALMN
3aTpaynBaeTca LONONHUTENbHO Monekyna GTP.

MpoueccuHr (co3peBaHne), NoanTpaHCNALMOHHas Mogudnkauns 6en-
KOB. peBpaLLeHe CUHTE3VNPYEMOI NENTUAHOW Lienn B (YHKLMOHAIbHO aKTWB-
HbI 6enoK (Co3peBaHne) MPOMCXOAUT B PesynibTare MHOroCTaAninHOro NpoLecca,
KOTOpbI HaYMHAETCA cpasy Nocne TPaHCAALMM WM NpOTeKaer B NPOCBETe 3HAO-
nna3MaTnyeckoro petukynyma (3P). MonunentugHas Lenb, pacTyLyas B NpoLec-
Ce TPaHCALMN, Ha OCHOBE B3aMOAECTBUS PafyKaioB aMUHOKMCIOTHBIX OCTaT-
KOB B pe3y/ibTare C/IOKHOr0 MHOrOCTYMeHYaToro npoLecca npuHUMAaeT BTOPUY-
HYI0 1 TPETUYHYIO CTPYKTYPY. Y ONUTOMEPHbIX GENKOB YeTBEPTUYHAA CTPYKTYpa
(hopmMmpyeTCs B NPOLecCe B3aMMOLENCTBYA CYObeanHUL,

CTpYKTYpHYIO opraHu3auuto 6enka obecneumsaroT crneuunansHble 6en-
KV —LLIanepoHbl, KOTOPbIe CBA3bIBAIOTCA C elle pacTyLieli NenTUAHON Lenoy-
Koii B npouecce TpaHcnauuu. LanepoHbl 061afatloT CPOACTBOM K. Fuapo-
(ho6HbIM pafnKanam MOAMNENTUAHOW Lenu 1 B3aMMOAENCTBYS NPEensTCTBY-
0T arperayuy BHOBb CUHTE3MPOBAHHOMO 6enika ¢ Apyrumn. 6enkamv n Tem
cambIM CO3al0T YCNOBUSA A4/18 OpraHM3aumy COOTBETCTBYIOLENA BTOPUYHOI U
TPETUYHOW CTPYKTYPbl 6E/IKOBOW MOMEKY b,

LLlanepoHbl ABNAKOTCA 6enKaMu TennoBOro LWoka, OTHOCATCS K TPem
rpynnam - hsp-60, hsp-70 u hsp-90, cMHTE3 UX pe3Ko Bo3pacTaeT npu no-
BbILLEHWM TeMMepaTypbl U Apyrux opmax ctpecca. OHU 3auLiaoT 6enkun
K/IETKM OT AeHaTypauuu.

LlanepoHbl hsp-70 B3aMMOAENCTBYIOT C PacTYLLMM MenTUAOM B Haya-
Ne TpaHCAALMMW, KOHTPONMPYIOT 06pa30BaHe COOTBETCTBYHOLLENA CTPYKTYPbI
1 obecrneymBaloT TpaHCNopT 6enka. B MUToXoHApuK. LLlanepoHsl hsp-60 ox-
BaTbIBAOT CWMHTE3MPOBaHHbIA NoAvnenTug B Buae Gopmbl, 06ecneymsas 06-
pasoBaHuWe onpegeneHHoR KOHGoPMaLMK 6eN1KOBOW MONEKybl.

Kpome TOro, B 3aBUCUMOCTM OT 6efka, MOTyT NPOUCXOANTb Pasnny-
Hble MOCTTPaHCAALNOHHbIE PeaKLnn:

- creumduyeckoe pacLiensieHMe NOANNENTUAHBIX Lieneii ¢ npespaLle-
HVWeM nonvnenTWAa-npeALlecTBEHHNKA B KOHEYHbI NpoAyKT (MPOAYKTbI).
BHauane cooTBeTcTBYHOLWaA nenTugasa otwennset ¢ N-KOHUA CUTHa/bHBbI
nentug. fanee npespaleHne NPoKonnareHa B KosjareH, NPenpouHcynuHa -
B MPOWHCY/IMH, & NPOVHCYNNHA - B UHCYNUH. TpaHcnsaumsa m-PHK supyca
MO/IMOMBI [aeT OYeHb A/IMHHYIO NMOAUNENTUAHYIO Lienb, KOTOpas rmaponunsu-
pyeTcsi ¢.06pa3oBaHMeM HECKO/bKUX GENKoB;

- accoumauns MOHOMEPOB € 06pa3oBaHNEM ONMTOMEPOB;

- NpuUcoeiuHeHne Ko(akTopoB, KO(epPMEHTOB, MPOCTETUYECKMX Fpynn.
K (hepmeHTaM KoBaneHTHO npucoeiuHsAeTca nunoesas kucnota, FMN, FAD,
rem, rvKo3ubHbIE TPYNMbl U 4p.;

- ob6pasoBaHue AMCYNbMUAHbIX CBA3eW NyTeM OKMC/eHMA GOKOBbIX
Liereii OCTaTKOB LMCTENHa;
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- XMMWUYeCKas MOAM(MKaLMA paguKanos aMUHOKMCIOT. B HacTosulee
BPEMA W3BECTHO 6oniee 150 XMMUYECKMX MOAWUMUKaLMA aMUHOKMCIOTHBIX
OCTaTKOB B Mofiekynax 6enkoB. XUMWYeCcKoi moaudukaumeid sBnsetcs
(hochopumposaHme, rMAPOKCUNNPOBaAHME, KapboKCcUMpoBaHWe, auununpo-
BaHue, iofMpoOBaHMe 1 fpyrue.

MocTTpaHcnALMoHHaa Moaudmkaums 6enkos B 60/bLUVHCTBE ClyYaes
COMPOBOXAAETCA WM3MEHEHMEM CTPYKTYpPbl W, FNaBHbIM 06pa3om, UX (PyHK-
LIMOHaNIbHOW aKTUBHOCTW.

Perynaums 6uocuHTe3a 6enkoB. XKnBas KeTka cnocobHa KOHTponupo-
BaTb KO/IMYECTBO M CKOPOCTb BUOCMHTe3a 6enkoB. HekoTopble Benku CUHTe3mn-
pylOTCS TO/MIbKO NPW BO3HWUKHOBEHWMW ONpefesieHHbIX YCNoBUiA. Pasmep Xpomo-
comHoin AHK E. coli goctatoueH ana kogupoBaHus 3 Q00 6e/1K0B, 0jHaKO OfHO-
BPEMEHHO CUHTe3upyeTcs okoo 1 Q0D 6enkoB. B 46 xpoMocomax YenoBeK Ymnc-
N0 3aKOAMPOBAHHbIX 6E/IKOB 3HAUUTENBHO 60/bLLIE, HO He BCe 3TW 6e/Kn MocTo-
AHHO CUHTE3NPYHOTCA. [Ns BbIACHEHWNS MeXaHW3MOB KOHTPONS 6uocuHTesa ben-
KoB ®. XKako6 1 XX. MoHo (1961) NpeAnoXunm Te0pUI0 UHAYKLUN  penpeccum
aKTWBHOCTM TEHOB, N UX UAen Oblnn NOATBEPXKAEHbI NOCNEAYIOWMU FeHe-
TUYECKMMMN 1 BUOXMMUYECKVMW UCCNE[0BAHNAMM.

OcHoBHas mges Teopuu MHAYKLMM FEHOB 6asnpoBanach Ha Habnoge-
Huax 3a E. coli. Mpu BbipawmsaHum E. coli Ha nakTo3e KneTka cogepxana
HECKO/IbKO ThICAY MONEKYn pepMeHTa p-rasakto3vgasbl, KatannsvpytoLlein
rMAPONN3 N1aKTO3bl 40 ranakTosbl W TNOKO3bl. ECin Xe Boipawmsate E. coli
Ha ApYyrMx UCTOYHMKaxX yrnepoga (r10K03a, rnLepon), To KOMYecTBO MO-
NeKyn 3aToro grepmeHTa B KeTKe He rpesbiwaet 10. CnefosaTensHO, 1aKT03a
NHAYUMpYyeT 6MOCUHTE3 p-ranakTosugasbl. icxoas 13 aToro nakTo3a sBns-
eTcA UHAYKTOPOM, a P-ranakTosvaasa uHayumpyemoim epmeHTom. Og-
HOBPEMEHHO W COr/lacoBaHHO C BMOCUHTE30M p-ranakTo3njasbl CUHTe3Npy-
I0TCA rasiakTo3ng-nepmeasa v TMoranaktosung-TpaHcaueTunasa. ranakrosna-
nepmeasa OCYLLECTBAAET TPAHCMOPT /TAKTO3bl BHYTPb K/IETKK.

Bblna noctysmMpoBaHa MoAenb OMNepoHa, OObACHAIOWAA PeTynaLuio
6nocuHTesa 6enka (puc. 11.15). [eHeTuyeckme 3NeMeHTbl 3TOW MoZenu
BK/IOYAIOT PEFYNATOPHbIN reH (R), reH-onepatop, CTPYKTYpHbIe reHbl (X, Y,
Z) 1 NpOMOTOPHBIN yyacTok (P) ans cessbiBaHWs PHK-nonnmMepassl.

P - Y C
erynatop Kot:laT%TO% prKTz_QRble reHsbl
----- I~ n
AHK R P o X Y Z
OncpoH

Puc. 11.15. KapTa N1aKTO3HOr0 ONMepoHa ero PerynsaTopHoro reHa.
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Onepatop O n npomoTop P pacnosnioxeHsbl pagom B Mosekyne AHK.
PerynatopHsblii reH (R) He 0653aTeNbHO JO/KEH MPUMbIKAaTb K ONepoHy, KO-
TOPbI/i OH KOHTPOUPYET.

@. >)Kakob, XK. MOHO 1 gpyrue uccnefosatenn yCTaHOBUIN, YTO 3KC-
npeccus CTPYKTYPHOro reHa (reHa, KOAVPYHOLWEro cMHTe3 6enka) KOHTPONu-
pyeTcs MyTeM 3KCMpeccun perynsTOPHOro reHa. PerynsaTopHblil reH onpe-
fenseT cuHTe3 6enka-penpeccopa, KOTOPbIA CBA3bIBAETCA C  TEHOM-
onepatopom (puc. 11.16A) CsdA3blBaHWE penpeccopa € reHom-onepaTopom
NpenaTcTByeT cBA3bIBaHUIO PHK-nonnmepasbl ¢ MPOMOTOPOM U TeM-CaMbIM
NPenaTCTBYET TPAHCKPUNUUWU CTPYKTYPHbIX reHos (X, Y u Z), u cnefosa-
TeNbHO, TpaHcnALMKN. TakuM 06pa3om, ONepoH He aKCnpeccupyeTes.

n 1 agHKI R X

SIPIIff ruln-lnn
|

PHK-nonu-
Mepasa
Penpeccop
OHK R (@) X Y Z
MrjlK. '\f\j\ljl\jmf\s\-iPHK-nonM- TpaHckpunuus
Mepasa CBsl-
3aHa ¢ npo - c-MPHK
MOTOPOM I I | TpaHcnsauua
P-TanakTo- TpaHc-
aueTunnasa
A3 Menveasa .

Komninekc
VHAYKTOp + penpeccop

Puc. 11.16. Cxema penpeccrpoBaHHOro (A) n nHayumposaHHoro (b)
NIaKTO3HOr 0 OnepoHa.

B npucyTcTBUM MHAYKTOPa NPOMCXOAUT MHaKTUBALMS penpeccopa B pe-
3ynbTarte 06pa3oBaHNA UHAYKIOp-penpeccopHoro komnnekca (puc. 11.166). Ta-
Knm obpasom, 6nokupyeTcs AelicTBUE penpeccopa U YCTPaHAeTCs BAUAHME
PerynsTopHOro reHa Ha CTPYKTYPHbIW TeH, T.e. CHUMaeTCs WHrnbuposaHue
6uocnHTe3a 6eska. MpoMCXoAUT 3KCMpeccust CTPYKTYPHOrO reHa, TpaHc-
KpUnuusa, a 3aTeM TpaHcnaums.
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OCc06eHHOCTM TaKoro MexaHu3ma COCTOAT B TOM, UTO perynsuus 6uocuH-
Te3a 6enKa NpouCXoanT NyTeM perynauum 6uocmHtesa MPHK, T.e. nog KOHTpoO-
NleM HaxoAuTcs MpoLece TPAHCKPUNLMK, & KOHTPO/b TPAHCAALUY —11LLb Cred-
cTBMe. KOHTpO/b ocyllecTBaseTcs 6narogaps B3aMMOMNpPeBPaLLeHU0 HeaKTuB-
HOFO B aKTUBHOE COCTOsIHWE Befka-penpeccopa NoA AeicTBreEM NHAYKTOpa.

Buonornyeckoe 3HaueHe UHAYKUUN —pPenpeccun Kak CUCTEMbl KOH-
TPONA COCTOUT B TOM, YTO MO3BOJISET OpraHU3My afanTupoBaTbCA K U3MeHe-
HUSIM BHeLIHen cpefpl. KneTke HET HEOOXOAMMOCTW CUHTE3VMPOBaTh GEeNKu-
(hepMeHTbI AN MeTabonu3ma Tex NuUTaTe/bHbIX BELLECTB, KOTOPbIE HEe MOCTY-
naltT M3 OKpYyXatoLleil cpedbl. Takoi MexaHU3M KOHTPOJISi CYLEeCTBYET He
TONbKO Y 6aKTepWiA, HO Uy BbICLUMX XXMBOTHbIX CO CBOMMMW OCOOGEHHOCTAMM.

KOHTpO/Ib TpaHCKpUNUUW FeHOB NyTem UHAYKUWMW - penpeccun npeg-
CTaBNsieT cO60I OCHOBHOW MexaHU3M, MOCPeACTBOM KOTOPOro KNeTKW MOryT
perynmpoBatb GMOXMMUYECKIE NPOLECCHl. BTOPOI MexaHM3M perynauum ak-
TUBHOCTU 6€/IKOB —3TO MX NOCTTPAHCNALUOHHAA MOAUDMKALMS.

12. METABONN3M HYKNENHOBbLIX KNCNOT

HyknenHoBble KACNOTbI MOTYT MOCTYNaTh B OPraHW3m C NULLEN B BUAE
HYK/eonpoTemHoB. B xenyake nog AeicTBUEM NENCUHA U CONMSHOR KUCMOTbI
NPOMCXOANT YaCTUYHOe, a B KULIEYHWKE MOf e/iCTBMEM TPWUMCKUHA NOHOe
0CBOGOXAEHWE HYK/IEVHOBbLIX KMCNOT OT 6eKOB. B TOHKOM OTfene Kuileuy-
HWKa Noj felicTBMeM (epMeHTOB puboHykneasbl (PHK-asbl) 1 gesokcupu-
6oHykneasbl (AHK-a3bl) KULWIEYHOTO COKa M MOLKEeNYLOYHOR >Xenesbl Mpo-
UCXOLAUT TUAPONNU3 HYKNENHOBBLIX KUCMOT B OCHOBHOM [10 HYKNEO3UAMOHO-
hochatoB. KuleyHsle (octhaTasbl KaTanusnpyoT ruaponns HyKneosngmo-
HohochaToOB A0 HYKMEO3WAOB W HeopraHuyeckoro docata. CTEHKOW Ku-
LIeYHMKa MOTYT BCACbIBATLCA HYKNEOTUAbl U HYKNEO3WAbl, KOTOPbIE B TKa-
HAX MOryT ObITb MCMONb30BaHbl B GMOCHHTE3e HYKMEMHOBbLIX KUCAOT WK
npeBpaLaTbCs A0 KOHEYHbIX NPOAYKTOB MeTabonmsma.

BuocuHTe3 HykneoTugos. [lOCTyn/neHWe HYKNEMHOBLIX KWUCAOT U
a30TUCTbIX OCHOBaHWIA C NWLLEA 415 MIEKONUTAIOLWMX COBCEM He 06s3a-
TeNbHO, T.K. NOYTN BCE OPraHM3Mbl CMOCOOHbI CUHTE3MPOBATb MUPUMUANHO-
Bble 1 MYPUHOBbIE OCHOBaHWS U3 MPOCTbIX COeANHEHNIA.

CylLecTBYIOT ABa NyTW BMOCKMHTE3A: OAUH —A/19 NUPUMULUHOB, a ApY-
oM = Ana NypvHOB. 11epBbIiM npoaykToM HYKNEOTUAHON NPUPOAbLI MMPUMU-
[AMHOBOrO NyTW ABNseTca ypuamn-5-moHogocha’l (UMP), a nypuHoBoro ny-
TW - WHO3MH-.Y-MOHOOCKaT, KOTOPbIE 3aTEM C/YXaT NpefLecTBEHHUKaMM
COOTBETCTBEHHO MUPUMUAMHOBBIX U MYPUHOBLIX HYKNeoTuaos (puc. 12.1).
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kapbamounndoctat
(CO2,NH3),
acnapTar,

, PVP. -

2 ANY;
J lI 6 (hepmeHTOB

’

0 H
0-p—0- Gy

o- M -u3 PRPP
SR oit-

Ypugux-5'-moHotoctat(MMP)

N[,Cs,Csh('s - u3 acnaprtaTa
N3 -n3 NHs
C2 -u3 CO0:2

CO2, acnapTarT, rnauumH,
2(rnytamuH), 2(Cj-1'H4)

PRPP
|
4 AT
10
4 ATP+ 4P ; (PEPMEHTOB
»
o)
ﬂ 'H
A (g
, ClI
0 N' SN . H
-0—p—o0—CH,
-u3 PRPP
0_
‘OH  of?

WHo3nH-5-moHoocdat (CMP)
N w acnaprata
N3n Kg-13 ammngHoro asota
rnytTamMmuHa
Nz - U3 ranymHa
C2 n Cs -u3 Cj-FHs
Cs 1 Cs- 13 rAnumHa
Cs n3 CT)2

Puc. 12.1. Cxema 6uocuuteza UMP n IMP.

B 06oux cnyyasx fLOHOPOM prb0o30(hocthaTHOro KOMMOHeHTa HYK/eo-
TMAoB ABnseTcs 5-ochopnbosnn-]-nupotdocdart (PRPP), KoTopblii 06pasy-

eTcs 3 pnbo3o-5-hocthara:

0 ATP AMP 0
-0-P-O-CH, -O-PO-Cfip o, H
0 Pu6o3otocha rnu (O ) 0 0
WT OH poochokmHaza H 0—p-0-P—0
OH OH OH
OH 6- 6-

Pn6030o- 5-pocat

5-®ocopunbosunn-1-nupodoctat (PRPP)

Oba nyTn BefyT K 6MOCMHTE3Y HYKNEOTUAa, HO B KaXoM 06pasyercs
CBOe 0CcHoBaHue —ypauun B8 UMP 1 runokcaHTuH (6-okconypuH) B IMP.
MpUMUANHOBBLIA NYTb. MUPUMULNHOBbLIE OCHOBAHWS CUHTE3NPYIOTCS

13 kapbamoundgocgara u acnaprara. buocuHtes kapbamoungocara npes-
cTaBnseT coboi NOArOTOBUTENbHbIN 3Tan, Kak U Npy 6UOCHHTE3e MOYEBHHBI.
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) i1

n, Fnytamud + HCO-j 4 2ATF>> 2ADP 4 Pi + rviamar + C=0
~ Rap6amonngoctpar- y OvPOj!
CUHTEeTa3a Kapbamow-

thocdpat

Pewatowinum atanom 6MOCMHTE3A MMPUMUAMHOB SIBNSETCS 06pa3oBaHme
N-kapbamonnacnapTaTa 13 acnaprara 1 kapbamonngochara.

3 °<
2 NH: VN CH-COO b nh2ew, cH2
c=0 CH2 N , | r_rnrf
. COO* Acnaptatkapba- O \ .Y
07P02 MouATpaHchepasa M H
Kap6amo- AcnapTar
ungocdar N-Kap6amounacnaprar
JurnapoopoTasa
C.-COO

N H

[Avrnapoopo-Tar
PRPPy.  Oporardocdo-

p16o3NATPaHC-
thepasa
PIr ‘g zg
HN CH HN cn
I T oo o=t &
(ﬁ 0=cC c—€00 (ﬁ
N
20-P-0-C11: -0-p-0-CH2
O- H coz2 1 A
i—t M\ OMP-geKap- H! CH
OH OH Bokcunaua OH OH
OpoTuanH-3"-tocdar UMl
(OMP)

Peakuuto KaTa/M3upyeT acnapTaTTpaHckapbamonnasa, KoTopast
npeacTaBnsieT co6oi CNOXHbIA GepMeHT 1 COCTOMT M3 ABYX GOMbLUMX KaTa-
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NNTUYECKNMX W TPpex ManblX PerynsatopHbiX CybbeanHul. KatanuTuyeckas
cy6beuHMLa COCTOUT U3 TPeX MOAUNENTUAHBIX Lenei (TpuMMmep), a peryns-
TOpHas —13 ABYX (4uMep). PerynatopHble cy6beuHMLbI UMEOT crieyuduye-
CKME anjocTepuyeckme yyactku ceasbisaHna CTP n ATP.

Puc. 12.2. Cxema cTpoeHns acnaptaTTpaHCcKap6amomnnassl.

[Jerngpartaumsa kapbamounnacnapTara CoOnpoBOXAaeTCs €ro LuKamsaum-
el n npoucxoauTt obpasoBaHMe NUPUMULMHOBOTO KO/MbLA B. BUAE AUTUAPO-
opoTaTa, AerMapvpoBaHie KOTOporo BefeT K 06pasoBaHMI0 OpoTata. 3ame-
weHne nupogocdata B PRPP Ha a30TuCTOe OCHOBaHWe NPOMCXoAnT ¢ obpa-
LEeHNEM a-KOHUTypaummn Ha p-KoH(urypauuio. K opoTaTty npucoeanHseTca
pnbo3sodoctaTHbIi ocTaTok 5-hocthopubosmn-1-nupotocthata ¢ obpasosa-
HVem Hykneotuga (opotugunarta). vaponus nupodgocdara noanepxusaeT
3HEepreTuKy TeyeHns 3Tol peakuyun. Mpu gekap6oKCUAMPOBaHUM OpOTUANNa-
Ta o6bpasyetcs ypugunat (UMP).

HyKneo3naMoHO-, HYKNeo3ngau- W-Hykneosngrpudgocharbl B3avMo-
npeBpaLlatoTcs Nog feiicTenem depmeHToB. HykneosuamoHogochaTbl nog
[elicTBMeM crneunuyecknx HykneosuamoHoocaTkuHas ochopunnpy-
0TCA [0 HyKNeo3naangocharos 3a cHeT ATP, Hanpumep:

UMP + ATP —- m — UDP IADP
UMP-knHa3za

Hykneosungaudocdarsl M HyKkneosnaTpudochaTbl NpespawiaoTcs Apyr
B Apyra noj AeiicTBUEM. HYKNeOTWAKMHa3bl, (DepMeHTa C LUMPOKOW crneuu-
(OMYHOCTBIO:

UDP+ADP = = - = UTP + AMP
Hykneotuna-
K1Ha3sa
UDP+ATP = = = = = UTP+ADP
Hykneotuna-
K1Ha3a

Untngnatpudocgar (CTP) cuHTesmpyeTcs nyTeM aMUHUPOBaHUA
UTP. [JoHOpOM amWHOrpynmnbl y MAEKONUTAKOLWNX ABNAETCA FNyramuH, ay
E. coli- ammuak.
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0 FnyTamuH, [nyTamar, NH,
1 ATP, H20 ADP, Pi,

HN N'
AL
OJ UnTvgnATpUrdoc-
N (haTcmHTCrasa N
|
pn6o3a pnbo3a
I I
PPP PPP
UTP CTP

BMOCMHTE3 MMPUMUAVHOBLIX HYKNEOTU0B PEryanpyeTcs nyTem UHIU-
6MpOBaHUs NO NPUHLMMY 06paTHON CBS3U.

( FnytamuH + 11COu + 2ATP~)
(Kap6amovndocdar )

(KapGamounnacnaprar)’

J

(UMP)*-.....
t [

(LIIJI>
(Cre>
Puc.12.3. Perynauua 6MoCuHTE3a NMPUMULUHOBBIX HYK/IE0TU/0B.

UMP wuHruéupyet epmeHT kapbamoundocgarcuHretasy, a CTP —
acnapTaTkapbamomnTpaHcdepasy.

MypnHOBLIA NYyTb 60/1€e CNOXKHBINA MO CPAaBHEHWIO C MMPUMUAVHOBBIM, U
OH BK/tOYaeT 10 chepMeHTaTMBHbLIX peakumid. MepBbiM W peLualoLyM 3Tanom
61ocMHTE3a NYPUHOBLIX  HYKNeoTWAoB fBnseTcs  o6pasoBaHue  5-choc-
thopunbo3unn-1-amuna (pocpopmbosnnamma) n3 PRPP 1 rnytamuHa:
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0]

-0-P-0-CH2 ,, H
o-p-o CW, ,, NH,
O- oT d o nytamuH MnyTtamar A

TV v 1 PP

H 0—P-0-P--0 H H

0l . 6. o Awmugodochoputo- OH OH

3unTpaHchepasa
5-docdoprbosun-1- 5-dochoprbosni-
rwpodocar (PRPP) 1-amuH

3HepreTuky M HeobpaTUMOCTb JaHHOW peakuun obecneynBaeT rnapo-
nn3 nupodocdara.

NAD+

pr6030-5-thocthat
Kaihiomkrruihi puLL-5-pocpar
thochut (XMP) AnCLLBIO-

[ nyTamHH
A1lP I

- \_®ymapar
rToTf/l ]
prG<a0-5 thaccar pu6oao-5-thocdparr
(«DP 1 (appy- \ AMA
atp JI* ADP ATP
ATP? NATP
*
ADP- VA
ATP

*  HykneoTngkuHasa
Puc. 12.4. Cxema 6MOCUHTE3a NYPUHOBbIX HYKNEOTUAO0B.
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Oco6eHHOCTb BMOCMHTE3a COCTOWUT B TOM, 4TO cHOpKa MypUHOBOrO
LMKNa nponcxoauT Ha pubosodocdare ¢ 06pa3oBaHNEM MHO3MHMOHODOCHO-
Ta (IMP), u3s kotoporo o6pasytotca AMP 1 GMP. danbHelilee dochopunu-
posaHne AMP n GMP BefieT K 06pa3oBaHUIO HYKNeo3naangochaTos U HyK-
neosunarpudocgatos (puc. 12.4).

Perynauus 6MocMHTe3a MypPUHOBbLIX HYKNEOTWAOB OCYLLECTBNAETCA Ha He-
CKO/IbKUX 3Tanax MHrMbrpoBaHMeM No NpuHUmMMYy obpatHoii ceasun. IMP, AMP n
GMP uHrnbupytot epMeHTbl 5-thocthoprn6o3un-1-nupodoctar-cuHTeTasy u
rnyTaMmuH-thocopubosnnnupodochaT-aMmugoTpaHchepasy (puc. 12.5).

3a TOYKOW pa3BeTBNeHNs NyTel 6uocuHTesa AMP n GMP, T.e. nocne
o6pasoBaHust IMP, AMP uHrnéupyet hepMeHT afjeHUI0CYKLUHATCUHTETA3Y,
a GMP 1MP-gerngporeHasy.

Pr6030-5-thocthat

5-docthopubosun-1-aMmuH

MOHoochaT CyKUuHat

| J

GMP AMP

— - UHrnbmposaHme
Puc. 12.5. Perynaumnsa 6MocnHTe3a NYpPUHOBbLIX HYKTEOTULOB.

CneflyeT OTMETUTb, 4TO 6UoCMHTE3 AMP 1 GMP npoucxofuT cbanaH-
CUpOBaHHO, 6arofaps B3avMOCBA3N Ha YPOBHe TakuX cybecTpartos, Kak ATP
n GTP. GTP npvHumaeT yyacTue B 6uocnHTese AMP, a ATP B 6rocrHTe3e
GMP. Takas nmepekpecTHas B3aMMOCBS3b 06ecrneynBaeT Heob6Xo4MMOe COoOT-
HOLLIEHWE BMOCUHTE3a MYPUHOBbLIX HYK/IEOTU/OB.
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BuocuHTes dATP, dGTP, dCTP u dTTP. B npouecce 6ruocuHTe3a
OHK yyacTByIOT 1e30KCMPUBOHYKNeo3naTpudoctaTbl, KOTOpble 06pasytoTcs
13 COOTBETCTBYIOLLMX pUBOHYKNeo3ungpochaTos. B BoccTaHOBNEHUN OCTaTKa
pn603bl MPUHMMAIOT yyacTue depmeHTbl pUO6OHYKNeoTUApeLyKTa3a, TUope-
[OKCUHPeAyKTasa v 6e/l0K TMOPEAOKCHH.

TuopeaoKCcUH —He60bLLIONM 6eN0K C 0fHO BHYTPULLENOYHONM ANCY/b-
tugHoit cBasblo (TR-S2). TuopeaokcuHpeaykTasa KatanmavpyeT NADPH-
3aBMCMMOEe BOCCTaHOB/IEHWE OKWCeHHOro TnopegokcnHa (TR-S2) ¢ obpaso-
BaHWeM BOCCTaHOB/IeHHOro TuopegokcuHa (TR-(SH)2). PuboHykneoTugpe-
[yKTasa Katanu3upyeT BOCCTaHOB/IEHNE OCTaTKa pubo3bl B 2-4€30KCMpr603y
3a cyeT TR-(SH)2 B npupoge CyLiecTBYIOT fBe pUOOHYKNEOTUAPeaYKTasbl.
PepMeHT M3 TKaHeid MNEeKOMUTalWMX COAEPXWT HereMUMHOBOE >Keneso u
cybcTpatamMu Ana ero ABNATCA HyKneosuaaudocdartel. B opraHusme E. coli
pnboHyKNeoTUapeLyKTasa npefcrasnseT coboii BM-3aBUCUMBIVE PEPMEHT, 1
ee cybecTpatamu ABASIOTCA HyKcosngrpudocdarel. Ob6a pepmeHTa B KayecT-
BE JOHOPOB 3/1EKTPOHOB MCNOoMb3yoT TR-(SH)2.

UDPI

Cl1LTP ADP Alr aw r
Puc. 12.6. Cxema GMOCUHTE3A [1e30KCUHYKNEo3naTpudochaTos.

B npouecce peakumMnm NpoMCXOANT BOCCTAHOB/MIEHVE PUBOHYKNE03na-
augochatos [0 Ae30KCMpuboHyKkneosuagugocdaTos (puc. 12.6). Tpu u3
Hux - dADP, dGDP wm dCDP nog geiicTBuem HyKneoTuakuHasbl ochopu-
nupytoTca o dATP, dGTP n dCTP.

dUDP cnyxuT npegwectBeHHKoM dTTP, HO ypauun foKeH npespa-
TUTbLCA B TUMUH (puc. 12.7). BHauyane dUDP pgethocdopunupyetca o dUMP.
3aTem nog feicTBueM (hepmMeHTa TMMUAMNATCUMHTETa3bl NPOUCXOLUT MeTU-
NNPOBaHWe MNUPUMWUAMHOBOTO LUWKNa B MATOM  MofoXeHun.  N5Ne-
MeTuneHTeTparngpodonar Asnserca [OHOPOM rpynnbl -CH3 u AoHOpoMm
3/IEKTPOHOB B peakLn MeTUINPOBaHMUS.



HN HN ,CH3
n5nicch2-fh4 4tp  ADP
fdUDP)- V-Y  (dTDP)
r . Tumungunar- OK
CUHTETa3a ’ ATP
JIC30KCUT 1603a-P [ie30KcHpnbo3a-P
dTMP VADP
- HykneoTtngknHasa (dTTP)

Puc. 12.7. buocwre3 dTTP.

Kata6onm3m HykneoTugos. B opraHusme mMeTabonnsm HYKNemHOBbIX
KMCNOT CONPOBOXAAETCA MOCTOAHHBLIM MX GMOCUHTE30M U ferpagaunenn. k-
30HYKNeasbl M 3HLOHYK/eas3bl oCyLecTBAAT ruapoams AHK n PHK go Hyk-
neotngos. Crneuunduyeckne octarasbl (HyKNeoTUgasbl) OTWENAAOT OT HYK-
NeoTUA0B HeopraHuMyeckunii goctaT ¢ obpa3oBaHNEM HyKneo3naoB. docgo-
punasa Katanu3vpyeT paclienneHue HyKneo3uios ¢ o6pa3oBaHMeM OCHOBa-
HUIA 1 pn603o-1-thocara.

OPOAL, : rrr

oL gt X HO-CH, o N N Nib
H 1 n 5-Hykneotupgasa an ) + Pi
OH OH il p |
Hykneosuna-
GMP OH thocdopunasa
'yaHO3MH
o'
NLI2 O-o=
-O-p=o
N- HO-CH2 0
+ P-5-®
Pubosogocpar-
< n I VH &_} Msomepg)sam
lyaHWH PM6030—1—¢)0cd)aT
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Kata6onuam AMP MOXeT npoTekaTb aHanormyHo GMP ¢ o6pasoBa-
HMeM afieHnHa. AflEHVWH 1 TyaHWH B MpoLecce rMAponUTUYECKOro fe3amu-
HUPOBaHWSA MpeBpaLlatoTCa B TFUMOKCAHTUH W KCAHTWH COOTBETCTBEHHO.
PacwenneHne AMP MOXeT AT HECKONbKO UHbIM nyTeM. AMP nog geiicT-
BMEM afileHunarrfiesaMuHassl gesamuuupyetca fo IMP. Mocnegytolime peak-
LMW1 NpoTeKatoT 06bIUHLIM NyTeEM C 06pa3oBaHMEM FMMNOKCaHTWHA, KOTOPbIN
fanee nof AeicTBMeM (epMeHTa KCaHTWHOKCMAA3bl OKUCAAETCA 40 KCAHTU-
Ha, & KCaHTWH 40 MOYeBOI KncnoTbl. KcaHTMHOKCHAa3a NpeAcTaBseT coboi
(hnaBonpoTeunH, cogepXawnii MmonnmbaeH n xeneso. B kauecTse okucnnTens
MCNO/b3YeT MOMEKYNAPHBIA KNCNOPOZ MW NepoKCug BOAOPOAA.

w "I X H ft
J nn (T | °X
u N
H H
MNOKCaHTUH KcaHTuH MoueBas kucnoTa

MoueBasi KMCNOTa ABNSETCS KOHEUYHbIM MPOAYKTOM MeTabonusMa ny-
PUHOBBIX OCHOBaHWiA y GO/bLLUMHCTBA MPUMATOB, B TOM UWC/IE U YE/0BEKa,
CBMHEM, NTWL,, HEKOTOPBIX PENTUNI U GOMbLINHCTBA HACEKOMBIX.

Y HaseMHbIX PenTUWiA, MTWL U HACEKOMbIX MOYeBas KUCNOTa He
TONbKO MPOAYKT KaTaGonn3ma nyprHoB, HO U MPOAYKT 6MOCMHTE3a U BbIBE-
AEHUSI aMUHOTPYNN a-aMUHOKUCAOT. 3TU XXUBOTHbIE CUHTE3UPYIOT U3 aMUH-
HOT0 a30ra MypKHbI 1 3aTeM UX OKUC/SIIOT JO MOYEBOI KNC/OThI.

Y nayKoB rNaBHO 9KCKPETOPHOI (hopMOii NYPUHOB CYXKWUT FyaHUH.

YprKonu3. Y MHOMMX XXMBOTHbIX MOYEBas K1CN0Ta NPeBpaLLaeTcs Ao
aNNIOHTOMHA 1 APYFNX KOHEUYHbIX 3KCKPETOPHbIX MPOAYKTOB. DTOT MpoLiece
Ha3bIBAOT YPUKOINIOM.

Y MIEKOMUTAOLNX, MOMITHOCKOB M PENTUANA KOHEUHbIM MPOAYKTOM
KaTabonmM3Ma MypuHOB SBASETCS aoNTOMH. Y aM(ubnii u pbi6 1 BO MHO-
rMX MUKpPOOpraHu3mMax affioHTOMH Janee MpeBpallaeTcs B aN/OHTOMHOBYHO
KMNCMOTY U MOYEBUHY, a Y MHOTMX GECMO3BOHOUHBIX KOHEYHBIM MPOAYKTOM
ABNSETCS aMMUaK, KOTOpbIi AU(YHANPYET B BOAHYHO Cpeay.

MoTeps ypMKoNu3a B NPOLLecce 3BOMIOLMU CTaa NPUUKMHON BO3HUK-
HOBEHWs nogarpbl. Mogarpa HacneACTBEHHOe 3a60MeBaHME, CBA3aHHOE C 13-
ObITOUHLIM COAEPXKaHWEM MOYEBOI KUCNOTbI B KPOBU. B pesynbTate npouc-
XOAWT HaKOMAeHWEe W KPUCTaNN3aLMs COMeil MOYEBOW KUCMOTbl B CUHOBU-
aNbHOM XMAKOCTU BOKPYT CYCTaBOB, UTO BbI3bIBAET CUMbHYIO 60/b.



2H20 CO:+

+ 07 HA H_ ,0
K Z "
YpaTtoKcngasa
N' N ©
H H
AnnaHTonH
~HD
AnnaHToMHasa
r}'II/IOKCI/IJ'IaTli,DO
tho NH2 V NH? NH,
2NH3 J 2 N coon
o=
fCO. Ypeasa AnnaHTouKasa c A N'Hr - O
nh2 B N
MoueBunHa ANNaHTOMHOBast KIC/OTY.

KaTtabonnsm nUpUMUMAMHOBLIX OCHOBaHMA. Katab6onusm nupumu-
[OVHOBbIX OCHOBaHWIA, 06Pa3yHoLLIMXCA U3 HYKNeOoTUAO0B, MPOTEKaeT No 0fHO-
MY W3 HECKONbKWX MyTeil, B 3aBUCUMOCTM OT BMAa opraHusma. OamH u3 oc-
HOBHbIX MyTeli B OpraHn3me M/IEKONUTAIOLMX XKMBOTHbIX 1 Ye0BEKa BK/IHO-
4yaeT BOCCTAHOBNEHWE ypauuna n TUMUHA ¢ 06pa3oBaHMeM FMAPUPOBAHHBIX
retepouuknoB. MeTabonmsm LUTO3MHa MPONCXOANT TEM Xe MyTeM Mocne ge-
3aMMHUpOBaHMA 1 06pasoBaHmns ypauuna (puc. 12.8).

O6pa3ytowuniics amMmak 06e3BpeXMBaeTCA U BbIBOAUTCA C MOYONA. B
npoLiecce TpaHcamuHUpoBaHus u3 (3-rugpokcmbyTupara obpasyeTcs nosny-
anbferng MeTUnManoHara, KOTOpbIiA NpeBpawaeTcs B MeTUAManoHun-CoA.
MeTunmanoHnn-CoA npespaliaeTcs B MeTabonuT LMKNa TpUKapboHOBbIX
KNUCAOT - CyKUnHUN-CoA.
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Puc. 12.8. Kata6011M3mM NMPUMUANHOBBIX OCHOBaHWIA.
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13. MHTETrPALUMA METABOJIMNSMA

>KvBoWi opraH1sm no cBoeli NpUpoge NpeacTaBseT AUHAMUYHYIO CUC-
TEMY B CMJTy OTPOMHOI0O KOMMYeCTBa B3aMMOCBA3aHHbIX U B3aMMO3aBUCUMBbIX
peakumii. MeTabonmueckme npoLeccbl NOAAEPXKMNBAOTCA B HEPaBHOBECHOM
COCTOSHMM 3@ CYeT MOCTOSHHOIO 06MeHa BeLLeCTBOM W 3Heprueii Mexay
XXVMBbIMW OpraHn3MamMu 1 OKpY>KatoLLein cpesoil.

B npegplgylmnx rnasax, U3 MeTOLUYECKUX COOOpaxKeHWuid v obnerye-
HUA U3YYeHWUs W YCBOEHWUSA MaTepuana, Mbl pacCMaTpuBaan OTAeNbHO 6uo-
3HepreTuky, 06MeH yrnesofos, NUNUA0B, GENKOB, HYKNEWHOBbLIX KUCMOT U
YaCTMYHO KacanucCb B3aVMOCBA3M MEXAY OTAeflbHbIMU MeTabonmuecKumm
nyTamMu. B geicTBUTENbHOCTU B OTAENbHbIX KMETKaX, TKaHAX 1 opraHax, a
TakXe B OpraHn3me B LIe/IOM, Mbl UMEEM [eN0 C efUHbIM UHTEerpupoBaHHbIM
BO BPEMEHMW W MPOCTPAHCTBE OOMEHOM BELLECTB W IHEPFUMN, XapaKTepusyio-
LLMMCH MHOTFOYMCNEHHBIMU HEPa3PbIBHBIMWU U B3aMMOCBA3aHHbLIMU KaTabo-
NNYECKUMMN 1 aHaboNNYeCKMK NpoLieccamu.

B pesynbTaTe 06pa3oBaHMs 06WKUX MeTabOANTOB CO3Aal0TCcAa MNpegno-
CbIIKA NS B3aMMOCBA3W U B3aVMOPEryasuuv 1 BO3MOXHOCTU MNepekntoye-
HMA OQHOrO MeTabonMyecKoro NyTu Ha ApYroi, 1 Hao6opoT.

WHTerpauua mMeTabonm3ama OCYLLECTB/ISETCA KaK Ha YPOBHe O0O0LMX
MPOMEXYTOUHbIX Me Tab0MMT 0B —K/AKYEBbIX MeTaboNNTOB U MpeALLecT-
BEHHWKOB HECKOMbKUX MeTaboNnyeckux. nyTeid, Takux, KakK [1OK030-6-
thocdat, nupysart, aueTun-CoA, a TaKxe Ha OCHOBE 3HepreTM4eckomn 3aBu-
CUMOCTM. 3Heprus, 0cB06OXKAAIOLLAACA MPU OKUCNEHNN O4HNX COEAMHEHNIA,
ncnonb3yeTcs Ansa 6UoCuHTEsa Apyrux.

B3anMocBA3b pa3inyHbIX NyTeil meTabonmsma yrnesogos. B opra-
HW3ME XXMBOTHbLIX W-Ye/I0BEKA CYLLECTBYET TeCHAsA B3aUMOCBA3b MEXAY pas-
NWYHBIMU NYTAMU MeTabonM3ma yrineBofoB — aHaspobHbIM U a3p0o6HbIM
OKWC/IEHWNEM; TIVKOIIU30M U LIMKNOM TPUKAapPOOHOBbIX KWUC/IOT; FIMKONN30M U
neHTo30(octhaTHbIA NyTem MeTabonn3Ma yrieBofoB; OKNCIUTENbHbIM U He-
OKWCNUTENBbHBIM MeHTO30(ocMarasiMmy NyTAMK.

B 1861 ropgy JI. MacTep ycTaHOBW/, YTO Ha BO3A4YyXe KIETKM APOXOKeN
noTpebnAT B 7 pa3 MeHbLUe r/II0KO03bl, YeM B aHa3POOHbIX YCNOBUAX, T.€.
nurnbupoBaHve rNKoNn3a gpixaHnem. B pesynbraTe addekta MNactepa me-
Tabo/M3M yrneBooB Nepek/oyaeTcs Ha 60/1ee 3KOHOMUYHBIA NYTb MeTabo-
n3ma - a3pobHoe OKucneHue. MacTepoBCcKuii ahdeKT CBA3AH C MHIMBMPO-
BaHWeM POChHOoPPYKTOKMHA3bI LuTpaTtom 1 ATP.

B 1862 r. O. Bapbypr nokasai, 4T0 B a3pO6HbIX YCA0BMAX OMyXose-
Bble KMETKM MPeBpPaLLatoT 60/bLUE FIF0KO3bl B 1aKTaT MO CPABHEHWIO C HOp-
ManbHbIMN KeTKaMu.

. Kpa6Ttpm B 1929 r. 06Hapy>uf, 4TO F/1H0KO3a CHWKaeT notpebne-
H/MEe KWCNOpPOfa WHTEHCUMBHO AblllaWUMU PaKoBbIMU TKaHAMU. DheKT
KpabTpu, no CBOEA CyTwW, ABNAETCA MPOTMBOMOMOXHBLIM 3hekTy lMacTepa.
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3ameansTb CKOPOCTb AbIXaHus nocne f[06aBfeHns rKO3bl CMOCO6HbI He
TONbKO K/IETKW OMYXOMEBbIX TKaHeW, HO U KNETKM CeT4aTKU W neikounTsl. Me-
xaHu3m ahpekta KpabTpn 06BACHAIT KOHKYPEHTHBIMU B3aMMOOTHOLLEHWNAMU
MeXZay F/IMKONN30M U MUTOXOHAPUAMM 3a AZIP v hoctaTt HeopraHMYecKuit.

Hanuuue athpektos MacTepa, Bapbypra n KpabTpu ykasbiBaeT Ha Tec-
HYI0 B3a/IMOCBSA3b W B3aMMOpPErynsuuio aHaspobHoro n aspobHoro meTtabo-
NN3Ma YrneBodos.

WHTerpaums pasnmuHbiX nyTei MeTabonm3ma yrieBogoB YeTKO npocmar-
pVBaETCS Ha yPOBHE MeTabonmma rmioko30-6-thocthaTa, KOTopbIi HaXoAUTCS Ha
nepeceyeHnn HECKOMbKUX MeTabonmyecknx nyTeid. 3a rirko3o-6-hocgar moryT
KOHKYpMPOBaTb (hepMeHTbI rmoKo3oocdaTnomepasa, rMoko30-6-octaT-
JerungporeHasa, ocdornokomyTasa W rnioko3o-6-thochaTasa, Hanpasnss
MeTabonmM3mM no aHaspobHOMY WM aspPO6HOMY OKWCNEHWIO, OKUCAUTENIbHOMY
neHTo30(octaTHOMY NYTN UM Ha BUOCMHTES FNINKOTeHa.

B3aMmocBA3b MeXAy OKUCMTENbHO-AeKapboKCUAMpyorueii CMCTeMOoi
N cUCTeMOIi TpaHCepasHbIX peakuuii neHTo3ogocaTHOro. NyTM MeTabo-
N13Ma YrneBofOB OCYLLECTBAAETCA (hepmMeHTamMu pr6030thocdhaTn3omepasoin
1 pubynosodocdaT-3-3nmmepasoil.

B3anMocBA3b Mexay 06MeHOM yrneBoAoB W AUNUAOB. buocuHTes
AMNUL0B W3 yrnesofos. C AaBHUX BPEMEH W3BECTHO, YTO MPW OTKOPME XW-
BOTHbIX KOpMaMmW, COAepXXalw MMy MpeMMyLLECTBEHHO YreBoabl (Kpaxman,
KNeTyaTKy) B X OpraHu3me OTK/afbIBAOTCA 3HAYUTE/bHbIE KONNYECTBA XU-
pa. 3TO CBMAETENLCTBYET O BO3MOXHOCTM BMOCUHTE3A XMNPOB M3 YTEBOLOB.
AHanornyHoe ABMEHNE He ABMSETCA PEAKOCTbIO M B OpraHusme nogeid. Us-
BECTHO, YTO Y Nt04eld, KOTOPbIe YNOTPe6IAOT MHOMO YI/1eBOAO0B, YBEIMYMBa-
€TCH OT/IOXKEeHWe XMPOoB. Mo3TOMy NMLaM, CKNOHHBIM K MONHOTE, PEKOMEH-
LyeTcs orpaHuyeHve ynotpebaeHus NpoLYKTOB C BbICOKUM COAepXaHWEM
YrNeBoJ0B.

MexaHu3m 61OCMHTes3a XXUPOB U3 YrNeBOAOB U3yuYeH [OBO/LHO fJe-
TanbHO. L-Mnunuepondocdar, Heobxoanmblii ans GuocuHTesa Tpuauunrim-
LeponoB (HelTpanbHbIX XuUpos) u tocthoayunranyeponos (docthaTnaos),
o6pasyeTcs npu BOCCTAHOBMEHWUMN AUTMAPOKMCaLeToHdochaTa, KOTOPbIA AB-
NnAeTca MNPOAYKTOM. paclienneHns (pykTo30-1,6-6uctochara B npoiecce
(hpykTo306UCHOChaT-anbi0Aa3HON peakLmu.

BUOCKHTE3 "BbICOKOMONEKYNAPHBIX KapOOHOBLIX (KUPHbLIX) KWUCNOT
nponcxoanT u3 auetun-CoA, KOTopbIii MOXeT 06pa3oBbIBaTLCA B pe3ynbTare
OKNCNNTENBHOr0 AeKkap6boKCUIMpoBaHUa NupyBaTa Noj AeicTBUEM HUPYBaT-
ferngporeHasHoro komnnekca. MupyBaT ABASETCA LEHTPa/bHbIM MPOMEXY-
TOYHbLIM MPOAYKTOM 06MeHa yrneBosoB.

TpaHcnopT aueTnn-CoA 13 MATOXOHAPWIA B LMTOMIa3My TECHO CBA3aH
c 06bmeHOM yrneBofoB. MNepeHoc aueTun-CoA 13 MUTOXOHAPWIA B LiMTOMNa3-
MY NMPOWCXOAMT B OCHOBHOM B BWAe uUMTpaTa. LiMTpaTt, Kak usBecTHo, obpa-
3yeTcs B peakuuy KoHAeHcaumun auetun-CoA ¢ okcanoauetaToM, KaTanvsu-
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pyemoii unTpatcmMHTasoin. OkcanoaueTaT npeAcTaBnseT coboil NPoAyKT Kap-
6oKCMNMpoBaHUa Nupysarta.

Kpome Toro, oKucanTeNbHbI neHTo30qocaTHbIA NyTh MeTabonmnsma
YrneBof0B fBNSETCA OfHUM U3 UCTOYHWUKOB BOCCTAHOBUTENIbHbIX 3KBUBANEH-
TOB Npu 6uocuHTe3e KucnoT. Tak, Hanpumep, Ans 6MOCHHTE3a nanbmuTata
Tpebyetca 14 monekyn NADPH, wecTb U3 KOTOPbIX MOCTaBAsAeT OKUC/K-
TeNbHbIA NeHTo30(ochaTHbIN NyTb MeTabonmM3ma yrineBofoB, a BOCEMb MO-
nekyn NADPH o6pasyeTcs B npouecce nepeHoca 8 monekyn auetnn-CoA B
LMTONNa3My C y4yacTMeM LuTpaTa u ManaTaerngporeHasHoin cuctemsi.

MepeHoC aTOMOB BOAOPOAA M3 pasHbIX Cyb6CTPaTOB COMPOBOXAAETCA
o6pas3oBaHMeM KeTeKWcnoT (MpeALlecTBEHHUKOB FIIOKOHCOreHesa) 6e3 yya-
CTMA aTMOCHEPHOrO KMUC/IOPOAa, KETOKMCNOTLI B NpoLiecce fekapboKcuimpo-
BaHuA BbigenaoT C02 Takum o6pa3om, o6pa3oBaHue v BbifgeneHne CO2npu
6VOCMHTE3€e XKUPOB U3 YINIEBOLOB NMPOUCXOANT NMPU MEHBLUMX KOAMYecTBax
02 noToMy 4YTO BOAOPOJ BOCCTAHOB/IEHHbLIX KO(EpMEHTOB UAeT He B fibiXa-
TeNbHYI0 Lienb, a Ha BOCCTAHOBUTENbHbIE GUOCUHTETUYECKME NPOLIECCHI.

B cBA3M C 3TUM [bIXaTe/bHblA KO3MMULMEHT NPy BNOCUHTE3E XKUPOB
3 YyrneBofoB 6yeT NOBbILLEHHbIA N NPU MHTEHCUBHOM >XUPOOTIOXKEHUN OH
MOXeT paseH 1,5 u gaxe 2.

[ObixaTenbHbll KO3QMULNEHT pacCUMTLIBAIOT MO HUXKENpUBeLEHHOMN
(hopMmy/ie, N OH MOXeT 6bITb WUCMOMb30BaH Kak rokasaTeslb OTHOCUTENbHOMO
MCNO/Mb30BaHWUA OPraHN3MOM YrneBofi0B, XXMPOB U Ge/IK0B, T.K. MNPy MOJHOM
okucneHuu yrnesofos RQ paseH 1, xxupos - 0,71, 6enkos - 0,80, a npu
CMeLlaHHOM nuTaHun —oKono 0.86.

Yucno moneir o6pasosasLuerocst CO?
KQ

Yucno moneii nornoweHHoro 0 2

BUOCMHTE3 yrNeBOJ0B U3 XKMPOB B OPraHW3Me XXMBOTHbIX OrpaHu-
UeH, TaK Kak y. HUX HEeT hepMeHTOB, CMOCOBHbLIX MpPeBpallaTh XUPHbIE K-
CNOTbl B METAbONUTLI T/IOKOHEOTreHe3a 1 TO/IbKO FIULEPOs, Kak KOMMOHEHT
)KMPOB, MOXET MCMO/Mb30BaThCA AN 6UOCKMHTE3A YIIeBOA0B. BO3MOXHOCTL
06pa3oBaHNA YreBOAOB U3 XXMPOB NOATBEPKAAETCS 0COGEHHOCTAMN MeTa-
60M1M3Ma Y- KMBOTHbIX, BNafatolnX B 3UMHIOK CMSUKY. Y 3TUX XMUBOTHbIX
OCEHbIO OTK/AJbIBAETCS B OPraHM3Me MHOFO XXMpa, KOTOPbI MOCTeneHHOo
UCMOMb3YETCs A5 NOLAEPXKAHUS XN3HEHHBIX (YHKLMIA OpraHM3Ma Bo Bpems
cnsyki. OTMeYeHo, YTO B 3TO BPeMs NMPOWCXOAWT BUOCUHTE3 TIMKOTeHa U3
XXUPOB. EC/IM XXMBOTHOE MOAHATbL HA HECKO/IbKO YacoB 60pCTBOBaHUS, TO 3a
3TOT NEpUos OuYeHb BbICTPO U MOUTU MOMHOCTbIO UCMOMb3YETCS TINKOTEH B
MbILILAX W neyeHn. Mocne BTOPUUHOI CMSUKW B OpraHM3Me BHOBb MOSBAS-
eTCs FNNKOTeH. ATO CBUAETENLCTBYET O NPEBPALLEHNN XMUPOB B YTNIEBOAbI.



OfHMM 13 nokasaTenein BUOCUHTE3a YrneBOAOB U3 XUPOB SBASETCH
CHWXEHME [AbIXaTeNbHOro Ko3(pduLmeHTa Y XUBOTHbIX BO BPEMS 3UMHel
CMAYKN.

PacTeHns n HekoTopble 6akTepuu, 6narogaps HanMuMIO rAMOKCMAaT-
HOrO LKA, Cnoco6Hbl MCMONb30BaTh aueTun-CoA ans 61ocMHTesa yrieBo-
[0B. B pesynbTare ofHoro o60poTa rIMOKCUIATHOIO LiMKNa obpasyeTcs fge
MOJIEKY bl OKCanoaueraTa, OfHa W3 KOTOPbIX NOALEPXKMBAET LMKINYHOCTb
mpouecca, a BTOpas MOJeKyna okcanoaueTata MOXeT 6biTb Cyb6CTpaTom
rntoKoHeoreHesa. OCo6eHHO MHTEHCMBHO MNpoLecc 61UoCKMHTEe3a YIIeBOLOB U3
XXVPOB NPOMCXOAMT BO BPEMSA NPOPACTaHNsA CEMSAH MACAUYHbBIX KyNbTYp.

B3anmocBA3b MeXay 06MEHOM YrneBOAOB M HYK/NEMHOBbIX Ku-
cnot. MNeHTo30(hocthaTHbLIA NyTb MeTabo1M3ma yrnesoLoB NoCcTaBnseT pubo-
30-5-thochat ans 6mocuHTesa 5-thocthopubosun-1-nmupodoctara; KOTopbIii
SBNSETCA [OHOPOM pr6030thocthaTHOro octatka B 6MOCHHTE3e HYK/IE0TWUAOB
N HYKNENHOBbIX KUCMOT.

[Jerpagaumsa HYKNemHoOBbIX KWUCNOT U HYKNEeOTUAOB. CONPOBOXAAETCA
o6pa3oBaHmeM pnbo3o-1-toctara. Pnb60o3o-1-thocthaT n3oMepusyetcs B pn6o-
30-5-(hochat, KOTOPbINA, B CBOKO 04epefb, MOXET NPeBpaLLatbCs B reKcosbl.

B3anmocBs3b Mexay 06MeHOM HYK/eMHOBLIX KUCAOT M GenKoB COCTo-
UT B TOM, 4TO aMUHOKMCOTbI CMYXaT cybeTpaTtaMu B 6MOCUMHTE3e HyKen-
HOBbIX OCHOBaHMWI. Tak, NMPUMUAMHOBLIA LKA CUHTE3MPYyeTCs U3 acnapTa-
Ta 1 kapbamoundgocdaTa, a NypuHOBLIA =3 acnapTarta, rnyTaMnHa u rav-
uMHa. Kpome TOro, HyKNenHoBble KNCNOTbl —HENOCPeACTBEHHbIE YHACTHUKN
6rocuHTe3a 6e/KoB.

B3anmocBasb Mexgy 06MeHOM YENeBOfoB U 6enKoB. buocuHTes
yrnesofoB 3 6enkos. [laBHO W3BECTHO; YTO KOPMJIEHME XMNBOTHbIX Benkamu,
0cobeHHO nocne ronofaHus, 06ecneynBaeT X HOPMaabHOE CYLLECTBOBaHNE
N B 3TUX YCNOBUAX NPOUCXOAUT CUHTE3 FNIMKOreHa B MeYeHU U B MbILLLIAX.
Mpyn 3KcnepuMeHTa/IbHOM a//IOKCaHOBOM AunabeTe pe3Ko HapyLuaeTcs Wuc-
Monb30BaHve yrneBofoB. KopMieHye Taknx XXUBOTHbIX 6ENKOM AN aMUHO-
KUCNoTaMu COMNPOBOXAAETCA YCUNEHUEM TUNEPrIMKEMUN W TOKO3YpUMN.
Takas 3aKOHOMepHOCTb HabntogaeTca y nofeid, 60bHbIX caxapHbiM guabe-
TOM. 3TN HabNIOLEHNA ABNAOTCA CBUAETENBCTBOM GMOCUHTE3A YINeBOLOB U3
6enKoB, a-BepHee —3 aMMHOKMNCAOT. BUOCKHTE3 yrneBoaoB M3 6enKoB NHO-
raa (0cobeHHO Npy caxapHOM guabeTe) MoXeT gocturatb 75 -80% oT 06Le-
ro KOJM4YecTBa MCNo/b30BaHHbIX 6ENKOB.

OnpefeneHHas 4aCcTb aMUHOKWCIOT Y M/EKOMMTalLWMxX, nocne gesa-
MWHVPOBaHWA, B 3aBUCUMOCTU OT COCTOSHWS OpraHvM3ma, MOXeT BK/IH0YaTbCA
B [NIFOKOHEOreHe3 ¢ 06pa3oBaHNeM FNOKO3bl. B 3aBMCMMOCTM OT CNOCOBHO-
CTW K T/IIOKOHEOreHe3y amMWHOKMCNOTbI NOAPa3fensioT Ha: [NHOKOTenHble;
[MIIOKOTEHHbIE U KETOreHHbIE; KETOFEHHbIE.

[ NIOKOreHHbIMK ABNAIOTCS YeTblpHaAUaTb aMUHOKUCIOT, U3 KOTOPbIX
B mpouecce MeTabonuama 06pasytoTca nupysaT, 2-OKcornyTapaT, CyKuu-
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Hun-CoA, dpymapaT v okcanoaueTaT. MupysaT U yKkasaHHble METAB0NNTDI
LMKna TpuKapboHOBbLIX KUCNOT Yepe3 oKcanoaleTat MOryT npespaliarbea B
(hocthoeHONNMPYBAT, a 3aTeM —B rNIoK0o3y. K rM1KOreHHbIM aMMHOKMCNOoTam
OTHOCATCS aNaHWH, apruHWH, acnapTtaTt, acnaparvH, UUCTEUH, CepuH, rnyTa-
mart, rnyTamuH, rUUuH, TMCTUAUH, METUOHWH, NPOJIUH, TPEOHWH, BaJIMH.

[IMKOTEHHBIMU N KETOTEHHBLIMU ABAAIOTCA NATb aMWHOKWCOT: U30-
NelUMH, TUPO3UH, NIN3MH, TpUNTO(haH 1 (eHnnanaHuH. M3 aTux aMMHOKKC-
NOT MOTyT 06pa30BbIBATLCS KaK NPeALEeCTBEHHUKM TTHOKO3bI, TaK 1 aueTus-
CoA wu 3-okcobytupun-CoA - npeAlwecTBeHHUKN KETOHOBBIX: Ten —
3-okcobyTupara n D-3-rugpokcmbyTumpaTa.

Y pacTeHWil 1 MHOTMX MWKPOOPraHW3MOB BCE aMUHOKMCAOTbI MOTYT
NpUHUMATbL y4acTue B CMHTe3e FNI0KO3bl MOCPeLCTBOM peakuuii Unkna Tpu-
KapbOHOBbIX KUCNOT U FINOKCUNATHOMO LMKNa.

BunocnHTe3 6enkoB(aMUHOKMUCNOT) W3 YrNeBOA0B. Y TNeBoAbl ABNA-
tOTCA OCHOBHbIM MCTOYHMKOM 06pa30BaHWs B OPraHnM3mMe OKCOKWCOT: Nupy-
BarTa, OKcanoauerarau 2-oKcorsiyrapara.

B npouecce BOCCTaHOBUTENILHOTO aMUHMPOBAHUA UM TPaHCaMUHUPO-
BaHWA M3 nupysaTa 6yaeT 06pa3oBbIBaTLCS aMUHOKMCNOTA anaHuH; nupysart
SBNAETCA NPeALECTBEHHNKOM BafMHa W iefiunHa™.

OkcanoalietaT —peALecTBEHHUK acnapTaTa, a acnaprar —acnaparu-
Ha, METUOHUHA*, TPEOHWHA™* 1 NN3UHA*. TPEOHNH B CBOIO OYepesb ABMSETCA
npeALIecTBEHHUKOM M3oneiuHa*.

2-OkcornyTtapaT B MpOLECCE BOCCTAaHOBUTE/IBHOTO aMWHUPOBaHUA
Wn TpaHCaMMHUPOBaHUA MpeBpaLLaeTca B rayramar, a rayramar - B riyTa-
MWH, NPOMVH W apryHUH*.

M3 thochoeHonnupysaTa n 3puTpo30-4-octata CUHTEIUPYIOTCA aMu-
HOKMUCNOTbI (DEHWNaNaHUH*, TUPO3NH* u TpuntogaH*. Pu6030-5-thocgar
BbIMOMHAET PO/b NPEALIECTBEHHMKA NPY BUOCUHTE3e TMCTUANHA™.

AMWHOKMCIOTA CEPUH CUHTE3NPYETCA U3 MPOMEXYTOYHOro MeTabonm-
Ta rnMkonusa—3-gocoramuepara.

YrneBofbl ABNAOTCA He TO/IbKO UCTOYHWKOM OKCOKMCNOT, HO U aTo-
MOB BOZOPOAA, B BWAE BOCCTAHOBMEHHbIX KOPEPMEHTOB, B npoLeccax 6umo-
CMHTE3a aMUHOKWCIIOT.

CriefyeT OTMeTWUTb, YTO B OPraHU3Me BbICLUMX XXWBOTHbIX W MOAeN
OVOCMHTE3 aMUHOKUCANOT (B TOM Yuncne U 6eNKOB) U3 YrneBoAoB NMponMcxoauTt
B OFpaHUYeHHbIX KO/IMYECTBAX Y HE MMEET CYLLeCTBEHHOro BMONOrnMYecKoro
3HAYEeHNUS.

B3anmocBA3b Mexay 06MeHOM 6enkoB ¥ Aunupos. buocnHTes
>KUPOB n3 6enKoB. MHOroyncreHHble HabMloAeHNa NoKasblBaloT, YTO CO-
[epXaHve >XMBOTHbIX Ha 6enKoBOW WM MPEUMYLLECTBEHHO Ha 6enKoBOWA

*AMWUHOKNC/IOTbI, KOTOPbIE HE CUHTE3UPYIOTCSA B OPraHmM3Me BbICLUMX XXUBOTHbLIX U Yeno-
BeKa-



[MeTe He BbI3blBaeT HapyLLEHWU B 06MeHe BelecTB. OTMeYeHO, YTO B 3TUX
YCNOBMSIX AOBO/ILHO aKTVBHO MPOTEKAET GMOCUHTES XXUPOB U €ro OT/IOXKEHNE
B OpraHusme.

[ns 6MocnHTE3a XMPOB (TPMaLWUATIMLEpPOIOB) HEOOXOANMbI ABa KOM-
MOHEHTA: XXUPHbIE KUCNOTbI U ravuepondocdar.

VicxogHbIM MeTabonMTOM B GMOCUHTE3E XXWPHbLIX KUCMOT SBASETCS
auetun-CoA. AMUHOKMCIOTHI anaHwH, LUCTEUH, FIMLWH, CEPUH U TPEOHUH
nocne Ae3amMWHUMPOBaHMS npeBpawatoTcs B auetun-CoA 4yepes nupysar.
Be3a30TuCTble OCTaTKW feiiluuHa, U30NeiilnHa, NM3nHa, heHunanaHnHa, Th-
po3uHa v TpunTodaHa ApyrMMu nyTaMu npeepawiatotcs B auetun-CoA. Ta-
KUM 06pa3om, 60/bLle NOMOBUHBI aMUHOKMCNOT (11 13 20) MoryT 6bITh Uc-
TOYHMKOM aueTun-CoA ana 6MocuHTE3a XUPHbIX KMCIoT. Kpome Toro, cy-
LEeCTBYIOT U Apyrve nyTn obpasoBaHuns auetun-CoA 13 aMUHOKNCIOT.

MpambIX NyTeid 6GnocuHTE3a rauuepondgochaTa M3 aMUHOKMCAOT, MO
BCEl BEPOATHOCTU, He cyuiecTByeT. HoO 601bWIMHCTBO aMWUHOKUCAOT, nocrne
[le3aMWHMPOBAaHNSA, BOB/EKAOTCA B [/IIOKOHEOTeHes, B MPOLECCe KOTOPOro
nerko obpasytoTcs ramuepanbgerna-3-gpocaT v AUFMAPOKCHaLeTOHpochaT.
MocnefHuin BoccTaHaBAMBaeTca L0 ravuepondocdara. C Apyroi CTOPOHLI,
rN0KO3a WIN TNIMKOTEH, CMHTE3MpPOBaHHbIE B MPOLECCE TTIIOKOHEOreHesa 1
rNIVKOTeHe3a, MeTabonn3npysacb FIMKOUTUYCCKUM MyTeM, MOCTaBAAT He-
06xoanMble TpruosodoctaTbl AN 6UOCMHTE3a NUANAOB.

MpuBefeHHbIE BbILLE AlaHHbIE CBUAETE/TLCTBYHOT O TECHOW MHTErpaLmm
mMeTabonmn3ma yrneBogoB, NUMWAOB, 6eNKOB, HYK/ENHOBbLIX KWCMNOT W pas-
NNYHBIX NyTel MeTabonmama. NaBHYH ponb B 3TON B3aUMOCBSA3W BbIMO/HSA-
eT UMK TPUKaboHOBbLIX KUC/OT.

B3anmocBa3b Mexgy 06MEHOM OpraHM4yeckMx U HeopraHM4ecKux
BewecTB. O6MeH OpraHMYeCcKNX COEAUHEHNI B OpPraHM3mMe HepaspbIBHO CBS-
3aH C 0OMEHOM MMWHepasibHbIX BELLECTB, B YAaCTHOCTH, C 06MEHOM BO/AbI U CO-
neid. Bce 6GOXMMMYECKIE NPOLLECCHI B OpraHM3Me MpPOTeKatoT B BOLHOW cpe-
fe. Boga sBnseTcs TOW AucnepcHoii cpefoii, koTopas 06ycnaBnunBaeTt usm-
KO-XMMWUYECKME W/ XUMUYECKMe npoueccbl MeTaboim3ama. MHOro peakuuii
obMeHa - TMApoAK3a, FMapataummn, aernapatauum n apyrue cBsizaHbl C BOAOW.
Bonblias yacte C02, 4TO BblgeNsieTca M3 OpraHM3ma, 06pasyeTcs 3a CUeT Ku-
cnopopa BoAbl. BoccTaHOBNEHNE KOGEPMEHTOB B LiMK/IE TPUKapOOHOBLIX Ku-
CNOT, OKUCAWUTENLHOM NEHTO30(oCaTHOM MyTU U B MPOLIECCE P-OKUC/IEHMA
XXUPHBIX KUCNOT Ha 50% nponcxoauT 3a cyeT Bofbl. C Apyroii CTOPOHbI, BoAa
KOHeYHbIi MPOAYKT OKUCNEHUS YTNeBOAOB, NMNNA0B, GE/TKOB.

B pas3nuuHbIX pasgenax oTMeyanacb pofib APYrMX pasfIMuHbIX MUHe-
panbHbIX COEAUHEHWIA. Tak, Hanpumep, dochaTbl SABASAIOTCH aKTUBHLIMY
yyacTHUKaMn MeTabosim3ma yrnesogos, Gocgoaunnrinueponos, HyKnenHo-
BbIX KMUCMOT; MPUHUMAIOT y4acThe B 06pa3oBaHUN MaKpPO3IPrMYecKX coeam-
HEHWIA (ATP 1 €ro aHaioroB), Perynauumn akTuBHoOCra )epMeHTOB.
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BonbLioe KoNnYecTBo HEPMEHTOB NPOSABAAIOT CBOK aKTUBHOCTb TO/b-
KO NpU HaMuunm HeopraHW4veckux kKoakTopos. Hanpumep, TPOM6GUH KaTa-
Nnn3npyeT npespatieHve pubpuHoreHa B (mbpuH npu Hannumm Ca2'. dep-
MEHT apruHasa OCyLLeCcTBAAET FMAPOIN3 aprMHMHA C 06pa3oBaHMEM MOYEBU-
Hbl U OPHUTUHA NpU HanMumn Co2 . B MHOIOUYMCNEHHBIX (DEPMEHTATUBHbIX
peakumax ponb KothakTopa BbiNonHseT Mg2+(nupyBaTAernaporeHasHbli, ok-
cornyTtapaTaernaporeHasHblii KOMnaeKcbl, 6MocMHTE3 6enka n ap.).

Takux NPUMEPoB MOXHO MPUBECTU OYEeHb MHOrO W BCE OHW CBUfe-
TeNbCTBYIOT O TECHOM B3a/MOCBSA3M B OpraHu3mMe o6MeHa OpraHUYecKMX W
HeopraHWYecKknx COefUHEHUI 1 4TO BCe 6BUOXMMUYECKME MPOLecChl B opra-
HW3ME COCTaBNAOT eJMHOE Lienoe.

14, TOPMOHDI

FOpMOHbI - BellecTBa OPraHUMYecKoW TpUpoLbl, CUHTE3Mpylowuecs
cnewLmann3npoBaHHbIMY KNeTkamu, NocTynatwLue B KPOBb B MasblX Konnye-
CTBax M OKasblBaloLiMe perynmpytoLlee AeicTBuUe Ha 06MEH BELLECTB U 3Hep-
rmun, U3nonornyeckne PyHKUUK.

TepMuH «ropmoHbI» (0T rpey. hormao - Bo36yxaat, Nobyxaar) 6ol
BBeAeH B 1905 rogy Y. Beitnimcom n 3. CTapnMHIOM, U3y4aBLUMMMK B TO Bpe-
MSi paHee OTKpbITbIA (B 1902 rogy) MMW JKe FOPMOH CEKPETUH, CTUMY/M-
pyloLLMiA BbIPabOTKY CekpeTa NOAXenyA0UHON Xenesbl U BbIPaboTKY >Kenuu.

TOpPMOHbI 0Ka3blBalT MHTErpupytoLLee AeiiCTBME HA COBOKYMHOCTb
npoLieccoB MeTabonn3Ma Xusoro.opraHnsma. Hanbonee obmm onpegerne-
HWEM VX POSIN ABNAETCA POSb. MOCPeAHUKOB Mexay LIHC v BHYTpeHHUMU
opraHamu, cnoco6CTBYIOLIMX peann3alnnm perynaTopHoi gpyHkumm LHC.

Knaccuyeckoe ofipefeneHve noapasymeBano feiiCTBME FOPMOHa Ha
KNETKW, PacrofioXeHHble B OpraHuM3mMe Ha 3Ha4YUTE/IbHOM PacCcTOAHWMM OT
K/IeTOK-HPOAYLeHTOB. OfHaKO C TEYEHNEM BPEMEHW HOBas Mosyvyaemas Ha-
y4YHaa WH(popmauus Bce 6onee cmasblBasia 3TO MpefcTaB/eHne, NosBUNOCL
MOHATUE MapakpUHUK (JeACTBUS TOPMOHOB Ha COCefHWe KNeTKU M0 OTHO-
LIEHNIO K KNIETKaM-NPoAyLeHTaM) N NOHATNE ayTOKPUHWK (AeACTBUE FTOPMO-
Ha Ha camy KNeTKy-npoayueHT). VHcynmHonopobHbili daktop pocta (IGF-
I*), HanpuMep, MMeeT CNOCOBHOCTL NPOABAATL BCE BUAbI AEACTBUSA Ha KNeT-
KM<MUWLUEHW: KNACCUYECKMIA SHAOKPWHHbINA, NApaKPUHHbIA 1 ayTOKPUHHbIA.

TOpPMOHbI NPUCYTCTBYIOT B MNa3Me B O4EHb MasibIX KOHLEHTpauuax B
npegenax 10"M - HO'I0M, nosTomy Ans peanunsauumn nx JeiicTBUA Ha KNeT-
KU-MULLEHN HEO6XOAMMbI OYeHb YYBCTBUTESNIbHbIE PELENTOPbl, CMOCOBHbIe
CneLuduyHoO CBA3bLIBATL TOPMOH.

BOMbLWIWHCTBO FOPMOHOB MOC/E BbICBOOOXAEHUA B KPOBb U3 3HOK-
PVUHHOIA XKene3bl CBA3bIBAOTCA CO CNeLMdUYecKnM 6e/KOM-NepeHOCUMKOM B



nnasme, KOTOPbI/i CNOCOGCTBYET 3aluTe ropMOHa B KPOBAIHOM pyCfe U ero
3(hheKTNBHOM [OCTaBKe B MepUpepnyeckme TKaHU K KNeTKaM-MULLIEHSAM.

Cneuudmueckme 6GeNKM-NepeHOCUMKN  CYLLEeCTBYIOT A1 KaXAOro
Knacca ropMOHOB. BefikM-NCpeHOCUMKM MEenTUAHbIX FTOPMOHOB 3aluLialT
MX OT NPOTEO/IMTUYECKOTO pa3pyLUeHns B nniasme, 6eNK1-nepeHoCcCUnKn rna-
POO6HbIX CTEPOMAHLIX W TUPEOWAHbIX FOPMOHOB NO3BONAKT CO3/aBaTb B
nnasMe KOHLEHTpauMio 3TUX FOPMOHOB, B HECKOMbKO pa3 MpeBbILLAIOLLYO
UX PacTBOPUMOCTb B BOAE, GefiKn-NepeHOCUYNKN HU3KOMONEKYNAPHBIX TOp-
MOHOB aMWHOKMC/IIOTHOTO MPOWCXOXAEHUA NpefoTBpawalnT ux (uabTpa-
LMo B KNy6OUKOBOM annapaTte MOYEK ¥ 3HAYNTENbHO YBENMYMBAKOT UX Me-
PVOA NOMYXXW3HW B Nnasme.

[ns obecneyeHns feiicTBUA FOPMOHOB Ha Nepudepuyeckne KneTkum-
MWLLEHN NOCNeAHWNE JOMKHbI 06/1afaTh ABYMS XapakTepucTUKaMu:

1. TOpMOH JO/MKEH UMETb creunduYecKnii BbICOKOAMHHBIVA pelenTop,

COOTBETCTBYHOLL NI FTOPMOHY.

2. PeuenTop Ao/mKeH 6biTb CONPSKEH C MEXAHU3MOM PEryIMPOBaHNS Me-

TabonmnsMa KneTku.

PeuenTopbl K rnapodunibHbIM FOPMOHaM NenTUAHONM NpuMpoAabl pacno-
naralTcsl Ha BHeELUHel CTOpPOHe MemMbpaHbl KNeToK. AKTMBALMA 3TUX peLen-
TOpPOB FOPMOHaM¥ (NepPBUYHbLIMKU MOCPefHMKamMu) MPUBOAWUT K BHYTPUKIe-
TOYHOI NPOAYKUMKM BTOPUYHOIO MOCPeSHWKA (BTOPUYHOIO MECCEHKepa),
Hanpumep, CAMP, KOTOPbIA NHULMNPYET BHYTPUKETOUHbIE NPOLLECCHI.

CTepovgHble W TUPEOWAHbIE TOPMOHbI TMAPOGO6HLI, NO3TOMY OHWU
MOTYT pacTBOpPATbCA B MMNMAAX KNETOUHbIX MeMOpaH M NPOXOAWUTb BHYTPb
KNeTKK, rae CBA3LIBAIOTCA C BHYTPUKIETOUHbIMU pelenTopamn. O6pa3oBas-
LUMIACA KOMMJEKC pPeLenTop-ropMoH TpaHCNopTupyeTca B A4PO, FAe perynu-
pyeT npogykuuto PHK cneuuduyHbix 6enxkos.

PeuenTopbl K NenTUAHbLIM ropMmoHam. Vcknioyas ToNbKO peLenTop K
TUPEOUAHbLIM FOPMOHAM, PeLenTopbl K ropMOHaM —1pOM3BOAHbIM aMUHOKMC-
NOT W NenTUAHLIM FOPMOHaM PacrofioXKeHbl B M1a3mMaTUyeckon membpaHe.
CTpyKTypa peLenTopoB. PasfinyHa: HEKOTOpble PeLenTopbl COCTOAT U3 NPo
CTO NOMMNENTUAHOMA LEMNOYKN Ha OfHOV CTOPOHE MeM6paHbl, CBA3bIBaKOLLEl
BHELLHWA OMEH ¥ BHYTPEHHWI AoMeH pelenTopa (MeMOpaHHOW YacTbio).

Puc. 14.1. PeuyenTop, COCTOALMIA U3 NPOCTOM NOANNENTUAHON LIEMNOYKMN.
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[pyroii BapuaHT CTPOEHMA peLenTopa COCTOUT B HAMYKUM OLHON NO-
AUNenTUAHOW Uenu, Kwopas, 31rsaroobpasHo W3BMBasCb, MPOHW3bIBAET
TOMWY MembpaHbl, 06pa3ys MHOXECTBEHHble BHYTPeHHUe (BHYTPMKIETOY-
Hble), TpaHCMeMObpaHHble U BHellHWe (BHEK/IETOUHbIE) YHACTKU (LOMEHbI).

Puc. 14.2. PeuenTop, COCTOALLNIA U3 31F3aroobpasHo N3BUTON
nonunNenTUAHOW Lenu.

[Jpyrve peuentopbl COCTOAT M3 MHOXECTBA NOMMNENTUAOB, HanpumMep,
B COCTaB MHCY/IMHOBOTO peLenTopa BXOAAT 4 NOAMNenTUAHbIE LenoYKu, CBA-
3aHHble AUCYNbULHbIMU CBA3AMUW. [1BE a-CyObCANHULI PACMONOXKEHbI Ha
BHELLHeli CTOPOHe MeM6paHbl W HEMOCPEACTBEHHO CBA3LIBAOTCA C MHCY/M-
HOM, a iBe (3-Cy6beanHULbI NPOHN3LIBAIOT MEMOPaHY .

Puc. 14.3. 'HCYNMHOBBIN peuenTop, COCTOSALLNIA U3 YeTbIpex
cy6bejMHUL, CBA3AHHbIX AUCYNbMUAHBIMU CBA3AMU.

Bcnep 3a cBAsbiBaHMEM TOPMOHA C PELENTOPOM CUrHan nepegaertcs

BHYTPb KNETKW, TAe BTOPUYHblE NOCPeAHMKM 1 HOCHOPUIMPOBaHHbIE GENKI
o6ecrneynBarOT COOTBETCTBYHOLMIA MeTabonmnyecknii oTBeT. K OCHOBHbIM
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BTOPUYHBLIM MecceHkepaM oTHocaTcs cAMP, Ca2t, nHosutontpugochar
(1P3*) n gnauunrnuuepon (OAl, DAG*).

Benky  hochopunmpyroTcs MO CEPUHY W TPEOHWHY MpY  MOMOLLU
CAMP-3aB1CMMOI NpOTeMHKUHa3bl 1 DAG-aKTUBMpPYeMOii NpoTemHKrHasb! C.
Kpome Toro, cBsizaHHble C MeEMOPaHO 1 BHYTPUKIETOUHbIE TUPO3NHKMHA3bI
thochopunupyroT 0CTaTKM TUPO3WHA (HEePMEHTOB W PErynsTOPHbIX Genkos.
CurHan ropmMoHa y 60nbLINHCTBA PELLENTOPOB NepesaeTcs BHYTPUKIETOUHO
MyTeM CBA3bIBAHWA KOMMJIEKCOB PELEeNnTOP-UraHg C PacrofioXeHHbIMU B
membpaHe GDP--GTP-cBa3bIBalOWMMN O6enKaMu, HasbiBaeMbIMU G-6eikamu.
MexaHu3m B3auMogeiicTBma G-6enKoB 1 afieHUNaTLMKNa3HON CUCTEMbI OMK-

CbiBaeT C}'Ie,quOLLWIVI PNCYHOK.
FnokaroH v

PewienTop r/tokaroHa

N nVI'I-I'I'I-f-I/KI/I/II\B\ﬁH-bI. ., K,
G- 6en0K (a.p,y-cy<n»CnnHuLbl)

aKTUBHBIM KOMMN/IEKC
HACHWHaTUMKNA . a-cy6aennHuua

PerynatopHas cAMP-3aBncumas

cyGreanHMLa NpoTenHKMaasa
(HeakTnBHas thopma
cBfA3aHa C PerynsaTopHbIMN
cy6begnHuLamm)

KartanuTtunyeckas
cy6beanHmLa

Puc.14.4. ApeHnnaTumKnasHblii MexaHU3M peanvsaymnm
rOpMOHAasIbHOr0 CUrHana.

Korpa G-6enkn CBA3bIBAIOTCA C peLentopamu, MNPOMCXOAWUT B3auMo-
feicTeue u n3meHeHune s cucteme GDP-GTP - cy6beanHuua G-6enka. O6-
pa3oBaHHbI kKoMniekc Ga-GTP B3aMMOAENCTBYET C afeHUNaTynknasoii |
aKTUBUPYET 3TOT (hepMeHT. AKTUBALNA afileHUaTLMKNa3bl MPUBOAUT K 06pa3o-
BaHWI0 BTOPUYHOIO BHYTPUK/IETOYHOIO nocpegHmka CAMP 1 akTusuposaHuto
c-AMP-3aBucumoli npoTtenHkmnHassl A (PKA*), koTopas 061agaeT cnoco6Ho-
CTbiO perynaTopno pocgopmnmposaTb 60/bLLIOE YACIO PEPMEHTOB.
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BTopas rpynna nenTuiHbIX FOPMOHOB MHAYLMPYET 06pa3oBaHune aByx
BTOPUYHbLIX nocpegHukos: DAG u IP,. [pn aToM mexaHU3Me BCnej 3a CBs-
3bIBaHNEM FOPMOHa C PeLenTopoM NPOWNCXOANT B3aUMOLENCTBME CO CTUMY-
npyowmnm G-6e/IKoOM 1 ero akTusalms, YTo, B CBOK 0Yepefb, MPUBOAUT K
aKTuBauum mMembpaHHoi goconunasel C-y (PLC-y*). PLC-y rugponusupy-
eT octhaTnaunmHosm ron-4,5-6ucgocgar (P1P2*) ¢ obpasoBaHvem AByX Mo-
cpefHuKoB: 1P3 pacTBopumoro B uutosone, n DAG, ocTatoLwerocs B Mem-
6paHe. 1P3 B LMTO30/1€ CBA3LIBAETCA C yyacTKamMW 3HLOMMA3MaTUYeCKOro pe-
TUKYNYMa, OTKPbIBAET KanbLneBble KaHa/bl (Ca2~KaHanbl), YTO MPUBOAUT K
MOBLILIEHNIO KOHLUeHTpauun Ca2+B LMT030/1e, 3TO BbI3bIBAET aKTUBUPOBaHNE
MHOXeCTBa PePMEHTOB, B OCHOBHOM MyTeM akTUBaLWUW WX KalbMOAY/MHO-
BbIX cyobeanHmy. DAG umeeT aBe ponun: 1) OH CBA3LIBAETCA C.MPOTEUHKU-
Hasoih C (PKC*) n akTnBMpyeT ee, a TakKe 2) OH OTKpblBaeT Ca2+kaHanbl B
nnasmartumyeckoi membpaHe, ycunuas gelicteue 1P3. MpoTtenHkmmasa C, kak
N NpoTerHKMHasza A, hochopuinpyeT CepUHOBLIE N TPEOHWHOBbLIE OCTATKM
MHOIMX (DEPMEHTOB, U3MEHAS TEM CaMbIM UX aKTUBHOCTb.

dochaTnanannoanton-4,5-6uchocgar

Puc. 14.5. ®0ochoTMANNNHO3UTONBHBIA MEXaHN3M peanm3aumnm
ropMoHasIbHOro curHana.

TONbKO OAMH TWN PeLEenTopoB, a MMEHHO —PeLenTOoPbl K HaTpuiiype-
TUYeckuM hakTopam (Hanp., NpeAcepAHOMY HATpUilypeTUYecKoMy (akTopy
ANF*), cBA3aH HenocpeACTBEHHO ¢ npoaykunein cGMP. Bcnep 3a cBA3bIBa-
HVWeM FOpMOHa C peLenTopoM K HaTpuilypeTnyeckoMy (hakTopy npomcxoaut
aKTuBaumsa npoaykuunm cGMP BHYTPUKNETOUYHbIM y4YacTKOM peuenTtopa. 06-
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pagoBaBLUmniica cGMP akTuBMpYeT NpoTenHKMHa3y G, KoTopas (ochopunn-
pyeT (epmMeHTbl, U3MeHSAA UX aKTUBHOCTb, YTO peanusyetcd B 6uonornye-
CKOM apdhekTe epMeHTOB.

Cuctema perynaumm obmeHa BeLLECTB MHOIOYPOBHEBAsA U UMeeT Me-
XaHW3Mbl CaMOperynaumMm no TUNy MONOXMTENbHOW W OTpULaTeNbHON 06-
paTHO CBA3N.

B vepapxuv perynsTtopHbIX CMCTEM OpraHu3ma BbICLIASA POSb OTBO-
antea LUIHC. BHelwHWe v BHYTPEHHWE CUMHabl BbI3bIBAOT aKTUBHOCTL OM-
pefeneHHbIX OTAEN0B roN0BHOINO0 MO3ra. IMnynbebl U3 3TUX OTAEN0B MNepe-
flaloTca B runotanamyc, BblpabaTbiBaloLMii Tak Ha3blBaeMble PUINSNHT-
FOPMOHbI: IMGEPVHBI 1 CTaTUHbI —BELLECTBA NeNTUAHON NPUPOALI, COOTBET-
CTBEHHO aKTUBMPYIOLLMe 1 TOPMO3ALLMe BbIPpaboTKy roOpMOHOB. rMNogr30M.
Cuctema runotanamyc-runogus ABNSETCA KIOYEBON B peannsauyum Heipo-
rymopasnbHOli perynsuum 06MeHa BELLECTB 1 SHepruu.

Puc. 14.6. AHATOMMNYECKOE CTPOEHNE CUCTEMBI TUMOTaaMyC-rMnomus.

Mnotn3 ceKpeTUPYeT B'KPOBb FOPMOHBI Ba30MPECCUH U OKCUTOLMH U
BblpaGaTbiBaeT TPOMHbIE FOPMOHbI, KOTOPbIE, B CBOK OuYepedb, aKTUBUPYIOT
BbIPabOTKY MeputhepuyYecKUMi 3HAOKPUHHBIMU XKene3amMmnm co6CTBEHHO rop-
MOHOB —BELLECTB Pa3/IMYHOI NpUposbl, HEMOCPEACTBEHHO AEHCTBYIOLMX Ha
KNETKN-MULLEHN.

OpMOHbI, BbIpaGaTbiBaeMble 3HAOKPUHHLIMU YKefle3aMu, Mo Mexa-
HU3MYy OTpuLaTeNbHO 06PATHON CBA3M YrHETAlOT BbIPAGOTKY TPOHHbLIX rop-
MOHOB TUMO(U30M. M3MeHeHMe KOHLEHTpauuM MeTabosMTOB K/IEeTOK-
MULLEHell OKa3bIBAeT BNIUSIHME Ha BbIPaGOTKY rOPMOHOB, AeCTBYHOLIMX M60
Ha 9HOKPUHHbIE XEeNe3bl, NGO Ha runoTanamyc.

Knaccudukayus ropmoHoB. CyllecTBYeT HECKOMbKO BapuaHToB
KnaccuuKaumum ropmMoHoB. OfHa U3 KnaccuuKauuii yunTbIBaeT XUMuYe-
CKO€ CTPOEHME FTOPMOHOB U BbIENSET CNEAYHLLME TPYNMbl FTOPMOHOB:
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TOpMOHBI NenTUaHOro ["opMOHbI cTepoug-
CTpOeHMnA HOro CTPOEHMA

ALPEHOKOPTUKOTPOMHBIA
rOpMOoH (KOPTUKOTPOMWH, AnbJoCTEPOH
AKTI,ACTH?™)
AHTULNYPETNYECKUN TOPMOH
(ALF, ADH*) KanbumTpuon
["nokaroH KopTuson
"opmoH pocTa (comatoTp”
nuH, CTT, GH*) [MporectepoH
WHCynuH TecTocTepoH
KanbLyMTOHWH 3cTpaguon

JlaKkTOreHHbIi FOpMOH (npo-
naktuH, NTr)
JNoTenHU3NpyoLWmii ropmMoH
(moTponuH, I, LII*)
MenaHouUTCTUMYNNPYOLLKIA
ropmoH (MCI')

OKCUTOUMH

MapaTnpongHblii ropMoH
(napatropmoH, IMTI)
TWUPOTPOMHBIA FOPMOH (Tu-
potponuH, TTT - TSH*)
PoNNNKYNOCTUMYNNPYIOLLNIA
ropmoH (®CI, FSH¥*)
XOpPUOHNYECKNIT TOHA[0TPO-
nuH (XT)

[Mpoun3sogHble
aMUHOKMUCNOT

ALpeHanuH

HopagpeHanuH
TupokcuH (T4

TpuiiogrmpoHnH (T3

[OpMOHbI runoTanamyca. mnotanamyc ABMAETCA K/OYEBLIM Opra-
HOM vHTerpauum mexay LIHC v sHgokprHHON cucTemoid. OH BbipabaTbiBaeT
BA30MPECCUH, OKCUTOLMH W PENU3UHI-TOPMOHLI (OT aHrn. release - BbICBO-
60XaaTb): NMM6epPUHbI U CTaTWHbI. JINGEPUHBI aKTUBUPYIOT CUHTE3 COOTBET-
CTBYIOLLMX TPOHHBLIX FOPMOHOB runodusa, cTaTuHbl 06/1a4aldT NPOTUBOMO-

NOXXHbIM AeﬁCTBMEM.
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PenusnHr-rupMoHbl runoTtanamyca (IM6CPUHbLI U CTaTH bl )
BeLuee ren/cTpykTypa Konunuectso
aMUHOKUCIOTHbIX
0CTaTKOB
.4
SER - GLU - GLU - FRO - PRO - ILE - SER - LEU - aSP - LEU - THR -
PHE - HIS - LEU - LEU - ARG - GLU - VAL - LEU - GLU - MET - ALA -
ARG - ALA - GLU - GLN - LEU - ALA - GLN - GLN - ALA - HIS - SER -
ASN - ARG -LYS - LEU - MET - GLU - ILE - ILENH2

TYR - ALA - ASP - ALA - ILE-PHE -THR - ASN - SER-TYR - ARG -
LYS - VAL - LEU - GLY -GLU - LEU - SER-ALA - ARG -LYS - LEU -
LEU - GLN - ASP - ILE - MET - SER - ARG - GLU - GLN.=GLY - GLU -
SER - ASN - GLN - GLU - ARG - GLY - ALA - ARG - ALA - ARG -
LEUNHj
| tmaiitftponvH-pcnM3MHT ropmMoH L, ona/tonubcpTu 1 1&, .
pyrmGLU -HIS RP -SER-TYR -GLY -LEIJ- ARG-PkC GLYNH2
Comar o O T ;L a

ALA - GLY -CYS-LYS - ASN - PHE - PHE - TRP.- LYS - THR - PHE -
THR-SER- SER - CYS

AMPOTPOLL T-PENIOMHT TOPMPIA (TLWLKYINGEPUT .

pyroGLU - HIS - PROinH,

H-CYS-TYR-ILE-GIN-ASN CYS-OH

MTAHbCNUANH -r 7r. -l 1» 3wd
pyroGLU-LEU-GLYNH2

pyroGLU-HIS-PHE-ARG-GLYNH2

"OpMOHbI runoTanamyca BbipabaTbiBalOTCS NOJ AECTBUEM HEPBHbIX
MMMYNbCOB, 06/1aJak0T BbICOKOW aKTUBHOCTLIO M KOPOTKUM MEpPUOAOM Nony-
pacnaga. TuponmbepuH KpbiCbl UMeET Neprog nonypacnasa 4 MUHYThI.

CopMOHbI Tunogunsa. Funous UMeeT NepedHIoLD, 3aHI0K U Npome-
)KYTOUHYIO 40NM, KOTOPbIE OT/INYAOTCS MO CTPOEHMIO U (PYHKLMSIM.

MepeaHAs- Ao rMNohU3a 0TBETCTBEHHA 3@ BbIPabOTKY TPOMHbLIX Fop-
MOHOB, UMeNWMUX MNOAUNENTUAHYI0 UM 6efKoBy Npupody. KneTkamu-
MULLIEHAMU NS HUX SBASIOTCA KNETKW Nepudepuuecknx sHAOKPUHHBIX Xe-
Ne3, OTBETCTBEHHbIX 3a BbIPaboTKy ONPeeseHHOro ropMoHa.

3afHAs 40Ns runogu3a BblgenseT B KPOBb OKCUTOLMH 1 Ba30MPCCCUH,
KOTOpbIE CUHTE3MPYIOTCA B rMMoTanamyce.

OpMOHbI Mepudepryeckux aHAOKPUHHBIX >Kenes. Meputepuyeckue
3H[OKPVHHBIE XKenesbl BbIAENST FOPMOHbI Pa3fIMUHOWM NPUPOALI: NEenTUA-
HOIA, cTepouaHOW U Ap. DHAOKPUHHBIE XKENe3bl BbIAENST FOPMOHbLI Noj
LeiCTBMEM CUTHaNA COOTBETCTBYHLLMX TPOMHbLIX FOPMOHOB runodu3a.
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FOpPMOHbI MenTUAHON NpMpogbl. FTOPMOH poCTa —BeLLecTBO nen-
TUAHON NPUPOAbI, cocToslee 13 NpUMepHO 200 OCTATKOB aMUHOKWUCAOT. AkK-
TUBaLMA BbIpabOTKM ropMoHa pocTa MPOUCXOAMT Nog AeiicTBMEM COMATOTPON-
HOro ropmMoHa runoTanamyca, COMaTocTaTuH 06nagaeT’ MHIMGMpYOWNM aeii-
CTBMEM Ha BbIpaboTKY ropMoHa pocTa. [aBHbIM 3(eKTOM rOPMOHa pocTa siB-
NAeTCA aKTMBaL A UM BbIPabOTKM MHCYNMHOHOA00HOTO (hakTopa pocTa-1 (IGF-
1*) B TKaHsX. [paKTUYecKn Bce nepudepuyeckne TKaHn 061afaroT cnocobHo-
CTblO CMHTE3a MHCYNMHONOLO6HOro (hakTopa pocTa-1, 04HaKO OCHOBHbLIM MC-
TOYHUKOM [GF-1 siBnseTcs neveHb. CUMTalOT, YTO NeveHOYHbIN IGF-1 0bnaga-
€T CMOCO6HOCTBIO WMHTErpasbHOro PerynnupoBaHus pocta nepudepuyeckux
TKaHel, OH TakXXe aKkTMBMPYeT BbIpabOTKY COMATOCTaTWMHa, YTHETAIOLLErO Bbl-
paboTKy ropmMoHa pocra.

[JelicTBne ropMoHa pocTa 3aKN04aeTCs B aKTUBALMMN TIIOKOHEOreHesa,
MOBbLILLIEHUW MOTMOWEHNA aMUHOKWUCNOT KNeTKaMu, aKTUBaLUW Nnnosmsa un
MOBbILLIEHUA CMHTE3a 6ENKOB.

MponakTWH CUHTE3NpYeTCA aunfodUIbHBIMU. KNeTKaMun afeHornHo-
(hm3a. MpoNakTH - eANHCTBEHHBI FOPMOH, COAEPXaHNe KOTOPOro KOHTPO-
NNPYeTCs  MexaHW3MOM OTpuuaTenbHON 06paTHOM CBA3WM  NPONAKTWH-
WHIMOMPYIOLWMM FrOPMOHOM, NMPUYEM KOHTPOMb NPOM3BOAWNTCA HEMoOCpeacT-
BEHHO HO COZEpPXaHWIo ropMoHa. B HacTosLee BpeMs M3BECTHO, YTO B PO/
MPONAKTUH-UHIMOMPYIOLLLETrO FOPMOHA BbICTYNaeT fothamMuH. bronoruyeckas
po/ib MPONAKTMHA COCTOWUT B aKTMBaLMM BbIpabOTKN MONOKA, OAHAKO B HOP-
Me nakrtauus BO3MOXHA TONbKO MOC/e NnpeABapuTesbHOro BO3AelCTBUA Ha
TKaHb MOJIOYHOW XKefie3bl 3CTPOreHOB.

Uenoseyeckunii nnaueHTapHblii NakTOreH NpoayumpyeTcs nnaueH-
TOV Ha NO3J4HWMX CpoKax 6GepeMeHHOCTU. DTOT FrOPMOH NPOAYUMpYyeTCH B
OYeHb 60MbLINX KoAMYecTBax (0Kono 1 r/cyT), aTo Hambonbluas CyToYHas
CeKkpeuus cpean BCCX M3BECTHLIX rOPMOHOB. OH y4yacTByeT B 06ecreyeHnu
NaKTaummn y MIEKORNTAIOLLMX.

OHafo0T PONUHBI ABNAIOTCA FUKONPOTENMHAMMU, HAMbBOoee CNOXHbLIMU
cpeau MenTugHbIX-TOPMOHOB. K cemeiicTBY rOHafOTPOMMHOB OTHOCATCA
hONIMKYAOCTUMYNMPYOWMIA ropmoH (PCIT, FSH*), noTemHusupyowuia
ropmoH-(/IF,. LH*) n xopuoHunyecknit roHagotponuH (XT, CG*). Kaxabli
rOPMOH. 13 ceMelicTBa rOHafOTPONNHOB ABMSETCA reTepogyMepoM, COCTos-
LWUM 13.8BYX cy6beguHuy (a u /?). npuyem cybbeanHMLa a ABnseTcs o6Lei
[N BCeX FOPMOHOB cemeiicTBa. MonekynspHas macca roHafoTpONMHOB CO-
cTasnaeT okono 25000 [a. Bce ropMoHbl nepefatroT CUrHan BHYTPb KETKU
yepes cucTemy peuentop-G-6enok afeHWnaTuuKnasHblli MexaHusm Knet-
KaMWU-MULLEHAMW [N TOHALOTPOMUHOB ABMAIOTCA KMETKU CEMEHHWKOB U
ANYHWMKOB, OTBETCTBEHHbIE 3a NPOAYKLMIO NONOBLIX FTOPMOHOB- 3CTPOreHOB
MporecTepoHa W AWragpoTecTOCTePOHA. Y MYXCKMX 0C06eli NoTenHU3u-
PYIOLLWIA TOPMOH CBA3bIBaETCA C Knetkamu Jlelignra v akTMBUpyeT cekpe-
LMI0 TeCTOCTEPOHA, a (e TANKYNOCTUMYNUPYIOLLMA FTOPMOH CBA3bIBAETCH C
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KneTkamu CepTonin v aKTUBMPYeT BbIPabOTKY TeCTOCTEPOHA W AUTNAPOTC-
CTOCTEPOHA. Y CaMOK NIOTEMHN3NPYIOLLMIA FTOPMOH CBA3bIBAETCS C KeTKaMu
TeKU W aKTUBMpYeT BbIpaboTKy 3CTpaanona, a PonamKynocTUMynmMpyoLLmia
rOPMOH CTUMYNUPYET CUHTE3 3CTPOTreHOB K/ETKaMu rpaHynesbl. Yenoseue-
CKWIA XOPUOrOHUYECKN A TOHaAOoTPOMNMH BbipabaTbiBaeTCH B NaleHTe, ero
YPOBEHb TaKXe 3HauYUTE/IbHO YBENNYMBAETCA MOCMEe UMNAaHTauun, n ABAd-
eTcsa Hambonee paHHUM Mpu3HakoMm BepemeHHocTU. Ha onpegeneHun XI B
KPOBM M MOYE OCHOBaHbl Hambosnee pPacnpocTpaHeHHble TeCT-NofoCKW: AnA
paHHero onpefgeneHuns 6epeMeHHoCTU.

TUPOTPONUH WMEET TIMKOMPOTENHOBYIO CTPYKTYpY. TUPOTPORUH
cBA3bIBAETCA C peLenTopamy 6asasibHON MeMbpaHbl TUPEOMAHbLIX (ONINKY-
noB. B mexaHu3M BHYTPWKIETOYHOW Mepefayn curHana BXogdT. G-6enok,
afleHMNaTUMKNa3HbIA MexaHU3M, NpoTenHkuHasa A. brionoruueckuii adpdekT
TUPOTPONUHA 3aKN0YaeTCA B YCUNEHWUW BbIPaboTKM TUpeouuTamMmn TMPOKCU-
Ha (T4) v TpuitogTrpoHuHa (T3). AnnTenbHas CTUMYNALMA PELENTOPOB Bbl-
3bIBaeT TaKXe YBeNMYeHne CUHTE3a OCHOBHOIO MpeLlecTBEHHWNKA TUPEOUA-
HbIX FOPMOHOB —TUPeornobynuHa.

ALPEHOKOPTUKOTPONHbIA ropMmoH (AKTI, KOPTUKOTPONMWH) Bbipa-
6aTbiBaeTC 6a30(hMNbHLIMU KNeTKamy nepegHei JOAV Funodu3a, uMeeT no-
nunentugHoe ctpoeHne. Monekyna AKTI vmeeT 39 aMMHOKUCAOTHBLIX OC-
TaTKOB Y BCEX BUI0B XWBOTHbIX.

H-SER-TYR-SER-MET-GLU-HIS-PHE-ARG-TRP-GLY-LYS-PRO-VAL-
GLY-LYS-LYS-ARG-ARG-PRO-VAL-LYS-VAL-TYR-PRO-ASP-ALA-
GLY-GLU-ASP-GLN-SER-ALA-GLU-ALA-PHE-PRO-LEU-GLU-PHE-OH

Buonoruyecknii adekT 3aK04aeTCA B CTUMYIALMN CUHTE3A U CEK-
peumn ropMOHOB KOpPbl HAAMNOYEYHUKOB, MOOUIM3ALUM XuUpa, CTUMYNALUU
MenaHoLM1TOB.

CeMeiicTBO Npo-0NMOMENaHOKOPTMHA. [eH Mpo-onMomenaHokKop-
TuHa (MOMK, POMC*), aknpeccnpoBaHblii B NepefHeil 1 NPOMEXYTOUHON
ponax runodusa, Kogupyet 285-aMUHOKUCNOTHBIA NPeaLecTBEHHUK, KOTO-
pblil NPY pa3nMYHOM MPOLLECCMHIE MOXET AaTb A0 8 pas/MyHbIX MenTWAOB:
AKTI, a-, (3 ”.y-MenaHouuTCTUMYNUPYIOLNE TOPMOHBI, (3 K Y-
NUNOTPONWHSI, /a-, " p-,” Y-3HAOP(HUHbLI, KOPTUKOTPONMH-NOA06HbIA NenTua
MPOMEXYTOYHOW 40/1N.

BasonpeccMH M oKcuTOUMH. BasonpeccuH (aHTUAMYpeTUYecKuit
ropmoH, AZIN) n OKCUTOLMH BblpabaTbiBAKOTCA B runoTanaMyce 0cobbimMu
HelpoHaMK, CBA3bIBAlOTCS C 0COObIMK Genkamu (HepomsnHamu 1, 11 u 111),
(DYHKLUWS KOTOPbIX COCTOWUT B HEKOBANIEHTHOM CBf3blIBAHUW TFOPMOHOB W
TPaHCMNOPTUPOBKE FOPMOHOB B CBA3aHHOM COCTOSIHWMW B CEKPETOPHbIE FpaHy-
Nbl TUNogK3a, 0TKYfa U BbILENAIOTCA B KPOBb MOCNE AUCCOLMaLMN KOMMIIEK-
ca Helpoqn3nH-TOPMOH.



XunmMuyeckas CTPyKTypa OKCMTOLMNA M BasonpeccuHa cxogHa. O6a
rOpMOHa ABMISIOTCS HOHAMEHTUZAMU, OTIMYAIOLLUMUCST MeXay Coboi amu-
HOKMC/IOTaMU B TPETHEM 1 BOCbMOM MO/I0XeHUM 0T N-KOHLa.

S S

H-CYS-TYR-ILE-GLN-ASIn-TYS-PRO-LEU-GLY-CO. nh2

OKcuTOLMH

S— - S

H-CYS TYR PHE GLN ASN CYS PRO-ARG-GLY-CO NH2

BasonpeccuH
Puc. 14.7. CTpoeHune oKcuTOLMNa U Ba3ONPECCUHa.

Bronornueckoe feiicCTBMe OKCUTOLMHA Y M/IEKONUTAIOWMX 3aK/oYa-
eTCs B CTUMYNALMM COKPaLLeHUa rNafKoinMyCcKynaTtypbl MaTKu Npu pogax v
COKpaLLeHns rnagkux MbllUeyHbIX BOIOKOH BOKPYT anbBeos, Bbli3blBatoLLee
CeKpeL o MOoKa.

BasornpeccuH, Kak u crefyeT u3 ero HassaHus, CTUMY/MPYeT COKpa-
LeHne rNafKol MycKynaTypsl COCYAO0B, YTO Bbi3blBaeT MOBbILIEHNE apTepu-
anbHOro AaBfeHns. BasonpeccuH Takke OKasblBaeT MOLLHOE aHTLULIYperu-
Yeckoe feiicTBue, Bbi3blBas pcabcopbLUMI0 BOAbI M3 MOYEUHbIX KaHa/bLieB,
KOHTPOAMPYS BOAHbLIA 6anaHc opraHu3Ma. Mpu HefoCTaTOYHOCTU Basomnpec-
CUHa pa3BuBaeTcA 3ab0neBaHWe HecaxapHblii AnabeT, xapakTepusytoLlieecs
Bble/leHMeM BO/bLIOrQ KOMYECTBa MOUM.

HaTpwnilypeTu4eckne ropMoHbl BbI3blBAOT YBENMYEHNE 3KCKPEeLUm
HaTpus C MOYOW. 1 OKa3blBalOT 06paTHOE AelicTBME BasonpeccuHy. B Ha-
cTosLLee BPEMS M3BECTHO 3 HATPUIypeTMUeCKMX FOpMOHa. MpeacepaHbIii
HaTpuiiypeTudeckuii nentug (ANP*) cekpeTupyeTes CepAeyHON MblLiLeit
npy NOBbIWEHNN 06bEMa BHEKMETOYHOW >XMAKOCTU. AKTWBHbIA npeacepa-
HbI/A HATPUIYPETMYECKNIA NenTUg, COAePXMUT 28 aMUHOKMCIOTHbLIX OCTaTKOB,
coepxawmnx 17 aMWHOKWUCIOTHOE KOMbLO, CHOPMMPOBAHHOE BHYTpULLENO-
YeYHo AucynbUAHON cBA3bl0. BTopas hopma HaTpuilypeTnyeckoro nen-
Tnaa 6bina BblaeneHa u3 Mo3ra cBuHein (BNP*), y yenoBeka oHa He 06Hapy-
XKeHa B MO3ry, HO 06Hapy)XeHa B CepfievHO MbillLe U KpoBU. TpeTbsa opma
HaTpuidypernyecknx nentugos (CNP*) BblgenseTca U3 Mo3ra 4enoBeka, HO
He 13 CepaeyHO MbILLbI.

Bronornuecknit aheKT HaTpUlypeTUYeCKNX ropMOHOB MOMUMO MO-
BbILUEHWA BbILENEHUA HATPUA C MOYOW NyTeM YyBenWyeHWs Kay60uKOBOW
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(hnnbTpauum 3aknoyaeTca B pacciabneHny Me3aHrnanbHbIX KINeToK Kily60ouKoB
W yBENIMYEHNN (PUNbTPALMOHHON NOBEPXHOCTU. HaTpuilypeTuieckme ropMoHbl
TaKXKe YCUIMBAIOT CEKPELMIO HATPUS KNeTKamy KaHanibLeBoro anuTenus, CHu-
XaloT KPOBAHOE AaB/eHNe, MHIMBUPYIOT CEKPELMIO Ba3OHPECCUHA W CHMXKAIOT
COKPaTUMOCTb FNaAKOMbILIEYHbIX KNeTOK. Peanusauus BHYTPUKIETOYHON ne-
pefjayuv CUrHana NPoOMCXoAUT NO ryaHUNaTUMKNasHOMY MexaHu3my.

PeHuH-anrnoTeH3nHOBasA CUCTEMa OTBETCTBEHHA 3a Perynayuto
KPOBSHOrO  fAaBfeHnsd.  [lyCKOBbIM ~ MOMEHTOM  aKTMBaLUWW  PEHVH-
aHrMOTEH3NMHOBOW CUCTEMbI ABASETCS NajeHue AaBneHuns, B 0TBET Ha T0, UTO
KNETKW KXXETarnoMepynsapHoro annapara noyek BblAeNsatoT PeHUH. PyHKLmA
peHnHa cocTouT B oOTwenneHun 10-aMMHOKWUCNOTHOIO (parmMeHTa OT
N-KOHLa aHrmoTeH3uHoreHa. OTLenneHHbIA 10-aMUHOKMCNOTHBIA NenTug
Ha3blBaeTCA  aHrMoTeH3uH-l, nofBepraeTcs  [eliCTBMIO. aHTMOTEH3NH-
npespawatouiero  ¢epmeHta (AMd, ACE*), KoTopbli  oTwennsert
2-aMMHOKMCNOTHBIW (parmeHT ¢ C-KoHLa ¢ 06pa3oBaHNeM aHrMoTeH3nHa-I1
(runepTeH3nmn, UNN aHrMOTOHWH). OH ABNAeTCA Hanbonee MOLLHLIM NMPUPOA-
HbIM Ba30KOHCTPWUKTOPOM, [eliCTBYIOLLMM B OCHOBHOM Ha aprepuponsl.
B pesynbTate [elicTBMS aHrMOTeH3MHa-I MOBbILLIAETCA KakK CUCTONNYECKOE,
TakK W guactonunyeckoe gaeneHune. OgHUM M3 6MONOTMYECKMX 3PPEKTOB aH-
rmoTeHsvHa Il ABNSeTCS ycuneHme CMHTE3a U CeKpeLun anbaocTepoHa Kopoii
HaAMnoYeyHNKOB.

MapaTwupeondHblii ropMoH  (NapaTMPeonanH, napaT-ropmon,
PTH*) - ropmMoH nenTWAHON NpMpoAbl C MOMEKYSpHON Maccoit 9500 CUH-
Te3MPYeTCA rNaBHbIMU KNETKaMU NapaluTOBUAHbLIX Xefne3, YyBCTBUTE/IbHbIX
K ypoBHt0 Ca2' nna3mbl. CUHTE3 napaTyPeoniHOro ropMoHa SBseTca Hepe-
rynMpyembiM, OfHAKO MPOLECC ero pacLiensieHns npoTeoIMTUYECKUMU tep-
MeHTaMW MoAJaeTca perynauun. FMpu MoBbILLEHNY COAepXKaHWs B niasme
Ca2+ nponcxoauT akTMBaLUsA MPOTEonn3a napaTMpeosHoro ropMoHa, B pe-
3ynbTaTe Yero ero cekpeums cHmkaetcd. Mpu HegocTatke Ca2+ B nnasme
NPOUNCXOAUT CHWXEHWE NMPOTEOIMTUYECKOTO PacLLEnIeHns napaTupeovHo-
ro ropmMoHa 1 ero CeKpeLus yBenmumBaeTcs.

Bronornueckuii adeKT napaTMpeongHoro ropMoHa 3akryaeTcs B no-
BbILLIEHMN cofepxkaHunsa Ca2' B mia3me, YTO peann3yeTcs Cnedyowymm nyTaAMu:

- MNOBbllLEHNEM pe30p6LMK KOCTEN 0CTeoKnacTamMm, YTO 0CBOOOXAaeT
Ca2ln hocthaTbl U3 'KOCTENR;

—CHUXeHVeM BbiBefeHNs Ca2+ moykammn 3a CYeT MNOoBbllUeHUs pead-
copbLMN ero KaHanbLEeBbIM ANUTENNEM;

—nMOBbILWEHNeM BbiBefeHUA (ocdaToB 3a CYET CHUXEHUA uX peab-
copbumu;

- CTMMynAumWeid BbIpabOTKM NeYeHbl, NOYKaMM U KULIEYHUKOM Kaulb-
LuTpuona, OTBETCTBEHHOIO 3a YBeNnnMueHne abcopbunmn KanbLus KULLIEYHU-
KOM.
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MapaLLYITOBAIHbIE YKeNe3bl

Iy

b-Kanbuntpunn N %
Puc. 14.7. Buonornyeckuin speKT napaTMpeongHoro ropMoHa.

KanbyMTOoHUH SBNSETCS MENTUAHLIM TOPMOHOM, COCTOSLUM K3 32
aMMHOKMCIOTHBIX (OCTAaTKOB, ceKpeTupyelcs C-KneTkamy LMTOBUAHONW Xe-
nesbl. Ka/bLIMTOHVH. YBENIMUMBAET CEKPELMIO MapaTMPeOMAHOr0 rOpMOHa U
CHUWXaeT BbIPaboTKy. ocTeonopuHa  6enka, NpoAyLMpyeMoro ocTeoknacTa-
MU, OTBETCTBEHHOrO 3a MPWKPEN/IeHUe OCTeoK/acTa K KocTu. Takum o6pa-
30M, Ka/bLUWTOHWH MOBbILAET ypoBeHb Ca™ B KPOBW MyTeEM MOBbILLIEHUS
CEKpeLy NapaTUpPeoUAHOIo FOPMOHA U CHIKAeT peabcopOuuto KocTu, Aeit-
CTBYS HENnocpeCcTBEHHO Ha OCTEOKACTbI.

WHCYNMH - TOPMOH MOZAXeNy[ouHOM enesbl 6e1K0BOW npupogbl. OH
ABNAETCS UJEHOM CEMeiicTBa (DYHKLMOHANBHO MOXOXUX MOMEKY/, BKIIO-
YAIOLLEro MHCYNNHOMOLOGHbIN hakTop pocTa-1, - 2 1 penakcuH.

BMOCMHTE3 MHCY/NMHA MPOUCXOAWT B P-KMeTKax OCTPOBKOB JlaHrep-
raHca noJykenyfouHoi xenesbl. Bnepeble (akT TOro, YTO HeKWii aHTuaMabe-
TNYECKNIA TOPMOH CUHTE3MPYETCS B MOMXKENYLOUHON XKene3e, NPeAnonoxun



Shafer B 1916 rogy. MepBuuHas CTPYKTypa UHCyNMHa 6blna ycTaHOBNEHA
Sanger B 1954 rogy.

Monekyna MHCyNnHa COAemKUT 21 aMMHOKMCIOTHBI OCTAaTOK 1 COCTONT
13 ABYX MOAMNENTMAHbIX Leneid: A-Lenu n B-uenu, cBA3aHHbIX 4BYMS AUCY/b-
(OMOHBIMM CBA3AMM, KPOME TOr0, OfiHa AVUCYMbdLLIHAA CBA3b UMeeTCs B A-Lienu 1
cBA3biBaeT 6 M 11 amMWHOKUCNOTHbIE OCTaTKW. A-Lenb cofdepxut 21-
aMUHOKWCNOTHbIA OCTATOK, B-Lienb cogepxuT 30 aMMHOKUCIOTHBIX OCTATKOB.

ByoCKMHTE3 MHCYNMHA MPOXOAUT HECKONbKO 3Tanos. lepBbiM 6enKo-
BbIM NPeSLeCcTBEHHNKOM UHCYNMHA ABMAETCA NPENPOMHCYNH, COLEPXKALLNiA
110 aMMHOKMCNOTHBLIX OCTATKOB Yy KpbiCbl, 108 —y yenoseka. MpenponHey-
NWH nNpeacTaBnseT coboii Monekyny NpouMHCynnHa (84 aMMHOKUCNOTHbIX OC-
TaTKa) C NPUCOeAVNHEHHOW CUrHaNbHOM NOCNe0BaTeNbHOCTbIO U3 24 aMUHO-
KUC/IOTHbIX OCTaTKoB. CuUrHanbHasa nocfefoBaTe/lbHOCTh, BepOATHO, UrpaeT
BaXKHYIO PO/b B NPaBWIbHOM NPOLECCUHTE TOPMOHa. MNpenpouHCYAnH nMeet
[,0CTaTOYHO rMAPOGOBHLIX BOKOBLIX Lieneid, KOTOpble (MKCUMPYIOT Mpenpo-
WHCYNIUH K CTEeHKe LLEpPOX0BaToro 3HAO0MNa3MaTUYECKOro peTukynyma wu
o6ecneynBatoT NpaBubHOE CKNafbiBaHWe MoneKynbl..CUrHanbHas nocnego-
BaTE/IbHOCTb MPENPONHCY/IMHA OTLLENNAETCA B NPOCBETE LLIEPOXOBATOrO 3H-
[0NNasMaTMyYeckoro peTukynyma (epMeHTOM ‘CUrHanbHOW nenTugasoin c
06pa3oBaHyemM NPOUHCYNHA.

B Monekyne npovHCYNnHa BaXKHYIO POJb B 06pa3oBaHum gucynbpung-
HbIX CBfi3eli MrpaeT CBA3bIBalOLLAA nocaefoBaTenbHocTb (C-nenTua), KoTo-
pas ob6ecneunBaeT MPOCTPAHCTBEHHOE pa3mexesaHne B-30 u  Al-
aMMHOKMCNOTHBIX OCTaTKoB. [locne cknafblBaHs 1 06pa3oBaHUA [UCY/b-
(hnaHbIX CBf3ei MONeKyna MPOWMHCY/MHA TPaHCMOpPTMPYeTcAa B annapat
FonbiKu, rae NPOUCXOAUT NPOTEO/IN3, MPONHCYMHA C 06pa3oBaHNeM WHCY-
/NHa, ynakoBKa WMHCY/INHA B CEKPETOPHbIE rpaHysbl. [pOTe0/N3 NHCYNNHA
HaumHaeTca B annaparte [OAbAXW U 3aKaHYMBAETCA B CEKPETOPHbLIX rpaHy-
nax. MpogyKTbl NPOTEO0/IN3a CEKPETUPYIOTCA B IKBUMOAPHbLIX KONNYECTBaXx,
BMECTe C HUMW CEKPeTUpyeTCs 0K0/10 3% NPOUHCYNNHA.

CekpeLms MHCYNUHa (3-KneTKamu, a TakxXe TPaHCKPUMUUA reHa UHCy-
NunHa, TpaHcnauua mMRNA u ee cTabubHOCTL B LUMTOMNNA3Me perynmpyrores
YPOBHEM TNHOKO3bI NNa3mbl. MMoBbILWEHHOE NOTPe6ieHne P-KNeTKaMu roKo-
3bl M1a3Mbl NPUBOAUT K aKTUBALMM MeTabonn3Ma 1 MOBbILIEHWNIO COOTHOLLIE-
Hus ATP/ADP. 370, B CBOK Ouepefb, MPUBOAUT K UHTMOMpoBaHUIO ATP-
YyBCTBUTE/bHLIX K -KaHanos. Mpoucxoaut genonspusaumns, nputok Caz+ u
ceKpeLma HCYnHa.

WIHCYNWH, CeKpeTupyeMblii P-kneTkamu NOAXenynoUHON Xenesbl, Ye-
pe3 cucTeMy nopTanbHOW BeHbl NoNajaeT B NeyeHb, rhe akTUBMPYET rny6o-
Kne MeTabo/IMyeckne N3MeHeHus.
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Puc. 14.9. MNepBnYHaa CTPYKTYpa MONEKY/Ibl NPOUHCYIMHA YeNoBeKa
N pasnmMuna CTPYKTYpPbl PasnnUHbIX NHCY/TUHOB.

B mem6paHe KNneTok cogepXarcs ABa OCHOBAHHbIX TuMa MepeHocyu-
KOB T/IIOKO3bl BHYTPb K/IETKM, 06ecrneymsatownx cyocTpaToM 3aHepretmye-
CKue mnoTpebHOCTM KeToK, 9T0. NaH3aBucumble nepeHocumkn u Na -
He3aBucuMble nepeHocumKku. N a'-3aBUCUMMbIE NMEePeHOCUYUKN HEe PerynnpyoT-
CA WHCYNNHOM, OHW COJEp>Karcs Ha MOBEPXHOCTAX K/eTOK, OPUEHTUPOBaH-
HbIX B MPOCBET KULLEYHUKAMN MPOKCUMaNbHOro 0TAeNa NoYeYHbIX KaHabLies
M COBMeELLAIOT NepeHoc rAKKO3bl NPOTUB rpafueHTa KOHLeHTpaLum us npo-
CBeTa KMLLEYHMKA UAN MOYEYHOr0 KaHasbla B KMeTKYy C MepeHOCOM WMOHOB
Na* no rpafueHTy KOHLeHTpauuu. MNockonbky Na+ gBUXKETCS Mo rpagueHTy
KOHLEHTpaLMii, TO 'BLICBOOOXAaEMan 3HepPrus WCnonb3yeTca 18 nepeHoca
rNOKO3bl NPOTUB FPajueHTa KOHLEHTpauuu, i pagueHT KoHueHTpauun Na
cospaetca Na /K'-ATP-a30ii MOHHOTO KaHana.

Na+He3aB/CMMble NMepeHOCUMKIM T/IH0KO3bl, COAEP>KaT HeCKO/IbKO 130-
(hopm 1 06ecneymBaloT NepeHoC rNHOKO3bl B KNETKY MO IPafiMeHTy KOHLEH-
Tpauun. BbIBNEHO 7 TUMOB MNEepeHOCUYMKOB rNtoKo3bl: Glut-1-7, ogHako
HanbOosbLLee 3HaYeHNe 418 UHCY/IMH3aBUCUMbIX TKaHel, TakuX, Kak cKeneT-
Hag MyCKynaTypa, )X1uposas TKaHb W cepfieuHas mbiluua, umeet Glut-4 v He-
MHOro MeHbluee Glut-1. 3T MepeHOCUUKW TIHOKO3bl aKTUBUPYIOT MOCTYM-
JIeHWe TJIIOKO3bl B K/IETKM M3 BHEKNETOYHOro MPOCTPAHCTBA U, TEM CambIM,
CHWKAKOT KOHLEHTPALMIO T/1H0KO3bl B KPOBW. MOCTYNMBLLAA B KNETKY FNHOKO-
3a 6bICTPO noasepraetcs (hochopuAMpPOBaHMIO A0 TOK030-6-(ocdarta, Ko-
TOpbIi MeTabonmsmpyetcs. Tak MoALepXKMBAeTCa HU3Kas BHYTPUKNETOYHasA
KOHLIEHTpaLuA TH0KO3bI.

MocTynneHve rAoKo3bl B KNETKY Onpefensetcs AeATeNbHOCTbIO Me-
PEHOCUYMKOB T/1I0KO3bl, MOTOMY YTO T/IOKO3a, KaK v noboe Apyroe rugpo-
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(h1nNbHOE BELLECTBO, HE MOXET CaMOCTOATEIbHO, 6e3 NOMOLLM NepeHOCUMKOB
(KaHanoB), NPOHMKATb B KNETKY.

WHCynuH ycunnBaeT 3axBat FIOKO3bl KNeTKamy nyreM yBefiMyeHus B
UX Mnasme KONMYeCTBa TPAHCMOTEPOB /IHOKO3bl M C MOMOLLBIO MX Nepeme-
LEeHMA U3 BHYTPUKNETOUHbIX NMPOCTPAHCTB Ha MeMbpaHy KneTku. YBenuye-
HVe KONMYecTBa NePeHOCUYMKOB T/II0KO3bl NPOMCXOANT ydke Yepe3 30 CeKyHf
CTUMYIALUMN UHCYIMHOM. C MUCTOLLEHWEM CUTHaNa UHCY/MHA NPOUCXOAUT
YMEHbLUEHNE KONNYeCTBa MNePeHOCUMKOB FOKO3bl Ha MOBEPXHOCTN KNETKY.
WHCYNUH BbI3blBAeT He TOMbKO ObiC-ipoe MosBAEHNE JOMNOMHWUTENBHORO. KO-
NNYecTBa MEPEHOCUNKOB Ha NOBEPXHOCTU KNETKWU, HO TaKkXKe BIMAET Ha 3KC-
npeccuio reHoB Glut-4 B CKeneTHbIX MbIWLaX, onpesfenss 6asanbHblii ypo-

BEHb NEPEHOCYMKOB Ha MeMbGpaHe.
VHCYH

APS P60dofe She Grb2 Gab-1 Cbl 1RS1.2,:

(DOCd)aaﬂO'[,—l'&ﬂ- raoko3o~6-pochar
SOS/Ras LLLLA
UDP-Intoko3a OKHCAUTENbHKLL
| MeTab0/M3M F/HOKO3b!
PDK
MEK [ NUKBreH-
/| 4 CTUW3N
/ aPKC At

|
/ / \ [nKoreH
MAP kuHaza
GSK3 P70S6k m

' Dkenpeccus Te*® _curHanos ' Y'I™II'yml” ' f1,,Ki0bl
perynsuums pocta n Cinc3rnMkereya-3rawagi
6enft*

Puc. 14.10. 9(hdeKT aKTMBaLUN UHCYTMHOBOIO peLenTopa.
Kpuctannuuyeckas CTpyKTypa WHCynMHa O6bina usyyeHa Dorothy
Hodgkin B 1969 rogy. bblio yCTaHOBMEHO, YTO B (DOPMUPOBAHUN KpUCTan-

JINYECKOI CTPYKTYPbI BXHYH pO/ib UTPAKT MOHbI LIMHKA, (hOPMUPYHOLLME C
6 MO/ieKynamMm WHCY/MMHA TaK HasblBaeMblii 2-Zn WHCYNWH FeKcamep, Co-
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CTOSILLNIA U3 3 CTPYKTYP MHCYNMHA-AMMEPA, AUCCOLMUPYIOLLETO B CBOK OYe-
pedb 0 MOEKYN UHCY/IMHA-MOHOMEpA.

MHCYNNH

2-Zn UNC7/o1
MoHOMEp

B’
Puc. 14.11. inccoynaumns KpUcTanNn4eckon CTpyKTypbl MHCYNNHA.

Buonormyeckunii aghheKT MHCYAMHA 3aKNH0YaeTCA B MOBbILEHUN MEM-
6paHHOro TpaHcnopTa rKo3bl, aMUHOKUCIOT U HEKOTOPbIX MOHOB, MOBbI-
LLIEHUN CUHTE3a FNUKOreHa v MNMUL0B, YTHETEHUN [NIMKOTeHOAN3a U [II0KO-
HeoreHesa, CTUMynsauum cuHTesa AHK; PHK n 6enkos.

[ ntoKaroH —enTuAHbIA FOPMOH, COCTOAWNIA U3 29 aMUHOKUCTOTHBIX
0CTaTKOB, CUHTE3MpYyeTCs' a-KneTkamy OCTPOBKOB JlaHrepraHca nokeny-
[04HOI Xenesbl. CUHTE3MpPYeTEs 13 6eNKOBOr0 NpefLlecTBEHHMKA NPOr/to-
KaroHa, MMetLLero 60MbLLIYI0 MOMEKYNIAPHYO Maccy. Meprog nonypacnaga
rNHOKaroHa B KPOBY OKOMO 5 MUHYT.

CTpyKTypa rnioKaroHa:
NH2-HIS-SER-GLN-GLY-THR-PHE-THR-SER-ASP-TYR-SER-LYS-
TYR-LEU-ASP-SER-ARG-ARG-ALA-GLN-ASP-PHE-VAL-GLN-TRP-
LEU-MET-ASN-THR-COOH

Bblgensscb nofkenyAoqHON Xene3oi, rnioKaroH nocTynaet B KPoBO-
TOK BOPOTHOI BEHbl 1 NePBLIA OpraH, KOTOPbI/i OH BCTPeYaeT Ha MyTH, U SB-
NIIeTCS €ero OCHOBHOM MULLIEHBIO - MEYEHb.

Mocne cBA3bIBAHUA T/HOKAroHa co cneuuguyeckMM peLenTopoM Ha
BHELWWHel CTOPOHe MeMOpaHbl KNeTKW MPOUCXOANT aKTUBaL WS afeHunaTumK-
Nnasbl ¥ MOBbIWeHWe BHYTPUKIETOYHOIO cofepxaHus cAMP. 3To npusoguT
B KOHEYHOM MTOre K akTMBaLuW rAnKoreHgpochopmnasbl NEYEHN U UHAKTU-
BaLUN rMUKOreHCUHTa3sbl. MPOMCXOANT aKTUBALMA pacLleneHns rMKoreHa.
Takum 06pa3om, JeiicTBUE T/IHOKAaroHa MpakTUYecKn MAEHTUYHO [eiCTBUIO
agpeHannHa (CM. HUXE).
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Buonornyeckoe AeiicTBME T/IIOKaroHa peann3yercs Yepes MexaHu3m
G-6enok —ageHunaTumknasa —cAMP 1 ABnsieTcA NPOTUBOMNONOXKHbLIM Aeli-
CTBMIO MHCYNUHA. [IOKaroH yckopsieT pacnag rnvkoreHa, MHrmbupyert ero
CUHTE3 B MeYeHu, YBeNMUMBaeT KOHLEHTPALMIO T/TH0KO03bl B KPOBW, YCUNNBA-
€T [NTIOKOHeOoreHes.

ComaToCTaTUH - UMKINYECKUIA NENTUAHBIA TOPMOH, COCTOSLLMIA 13
14 aMMHOKUCNIOTHBIX OCTATKOB, CUHTE3MPYeTCA B 5-KNeTkax 0CTPOBKOB JlaH-
repraHca nofXenyf04HoM Xenesbl U NGEHTUYEH COMATOCTATUHY, CUHTE3N-
pyemMomy runotanamycom.

Buonornyeckoe feiicTBme comatocTaTHa 3aKn4vaeTcs B MHrMbumpo-
BaHMM BbIPpabOTKM rOpMOHa pocTa. B nogxenyao4Hol ene3e comatocTaTvH
ABNAETCA NapakKpVUHHbIM MHIMOGUTOPOM BbIpabOTKM APYTNX €€ TOPMOHOB.

MaHKpeaTWyeCcKNiA noaMnenTua —nenTUAHbIA rOPMOH, COCTOALMIA
13 36 aMWHOKUCNOTHbLIX OCTaTKOB C aMUAHbIM C-KOHLOM, CUHTe3upyeTcs
a-KneTKaMun OCTPOBKOB JlaHrepraHca NogykenygoyHou Xenesbl. Bronorunye-
CKO€ [IeCTBME CM. HUXE.

[acTpoMHTecTUHaNbHbIE TOPMOHbI  W. MENTMUAbI. XKenyaouHo-
KuweyHbii TpakT (XKKT) cekpeTupyeT 60nee. 30: rOPMOHOB, MENTUAHbIX
HeMpoTpPaHCMMTTEPOB M (PaKTOPOB poCTa. <ATOT (PaKT MO3BONAET CUUTaTb
XKT camoii 601bLI0I «3HAOKPVMHHOM Xenesols. B Tabnuue HUXe npusese-

Hbl HEKOTOpble TOpMoHbI YKKT U X 0CHOBHOI 610Nornyeckuii adexT.

["opmoH
" NtOKOroHONOA06HbI
nentug 1(GLP-1%*)

1N0K0303aBUCHMbIA
VHCYIMHOTPOMHBINA MO-
nvnenTug (kenynoy-
HbI UIHTUOUTOPHBIV
nonunenTung, GIP*)
["acTpuH

XOﬂeLLVICTOKVIHVIH
(CCK*)

MecTo cekpeuun
OHTEPO3HAOKPVHHbIE
L-KneTKn npenmyLye-
CTBEHHO B MOAB3AOLL-
HOW 1 TONCTOM KULLKe

SHTEPO3HA0KPUHHbIE
KNeTKu ABeHaauatu-
MEePCTHOM KULIKN 1
MPOKCUMAasbLHOTO OT-
[ena TOWei KULWKK
AHTpanbHbI oTAeN
XenyfKa, iBeHaaua-
TUMNEPCTHas KuLLKa
[JlBeHagLaTunepcTHas,
ToLas KuLLKa
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Buonoruuecknii athhekT
YcunueaeT rnoKo303aBu-
CUMYIO CEKPELMIO MHCYNN-
Ha, UHTMBMPYET CeKpeLmio
rNoKaroHa, 3amegnser
OMOPOXXHEHNE XenyaKa
VHrnbupyeT cekpeumio
XKenyf04HOr0 COKa, yCunu-
BaeT CEKPeLMIo NHCYNINHA

YcunuBaeT BbIpaboTKY Xe-
NY,0YHOTO COKa U MencuHa

CTuMynupyeT coKpalleHue
YKENYHOTO MNy3bIps W Bblge-
NEHWe XeNnuu, ycunmeaeT
CEKPELMIO NULLEBAPUTE b=
HbIX (DePMEHTOB MOKeNY-
[IOYHOW Xene3oi



CeKkpeTuH

Ba3oaKTUBHbI NHTE-
CTUHaNbHbIA Nonu-
nentug (VIP*)
MoTunuH
MaHKpeaTnyecKuin

nonunentug (PP*)

OHKedannHbl

Cy6cTaHuyms P

Bom6e3MHNOoA06HbI
MMMYHOPEaKTUBHbI
nenTug,

FOpMOHbI - TPOM3BOAHbIE aMUHOKMCNOT. AfpeHannH U Hopagpe-
HaNNH —TOPMOHbI aMUHOKMCIOTHOW NpUpOfbl HAMOMWUHAKT MO CTPOEHUIO
aMUHOKMC/IOTY TMPO3WH, OT KOTOPOI OHW OT/IMYAKOTCS HANMYMEM [OMOJHU-
TeNbHbIX OH-FpynM, OTCYTCTBMEM KapGOKCUIbHOW FPYnMbl U KOH(UrypawLu-

[BeHaguaTunepcTHas,
Tolas KULIKa

Mogxenyao4Has xe-
nesa

TOHKWMIA KULLIEYHUK

MogaxenynouHas xe-
nesa

Xenypok, ABeHajLa-
TUNEPCTHAs KULLIKa,
XKEMYHBINA Ny3bIpb
Becb XXKKT

Yenynok, iBeHaaUa-
TUMEpPCTHas KMLLKA

el uenn y (3-yrnepogHoro atoma.

HO.

HO

H2C— N— CH3

HO

AlpeHanuH

HO

341

YcunmeaeT cekpeuuto 6u-
Kap6oHATOB NOAXKeNyfou-

HOW XXenes3om
PaccnabnseT rnagkyto

MYyCKynaTypy, ycunvnBsaet
cekpeuuto bukapboHaToB
NOKeNyJ04HOM Xene3oi
KoopanHupyeT cokpatu-
TeNbHY aKTUBHOCTb OT-

genos XK'T

WHrnbupyer cekpeLmio
61KapboHaTOB 1 6enKoB
MOJPKeNy[0UHOI Xene3ou
[LeicTByeT nofo6HO onua-

Tam

Perynmpyet yHKLMIO

LIHC npu 60nn (Houmuen-
Lut0), yyacTsyeT B obecne-
UeHWM PBOTHOTO pediiekca,
CTUMYNUPYET CEKPELMIO
C/IIOHbI, UMeeT aHTWAe-
npeccaHTHbIe CBOICTBa
CTumynupyeT BbI6pOC ra-
CTPMHA W XONELUCTOKUHM-

Ha

H
-c— OH
HZ —nh2
HopagpeHanuH



Puc. 14.12. CTpyKTypa agpeHanvHa n HopagpeHaanHa.

A[peHanvH, B OTBET Ha Pa3MyHbIe CTUMY/Ibl, HANPUMep, HU3KWUIA ypo-
BeHb [NIOKO3bl B KPOBW WM CEKPELMIO TOPMOHOB runoTanamyca, Bblaenser-
CA B KPOBb M3 MO3roBOro /108 HaAno4veyHnKos. KpoBb MepeHocuT agpeHa-
JINH K opraHam-MuLIeHsM, CPeAu KOTOPbLIX MEPBYIO POJib" UTPAOT MbILLbI.
Mog AeiicTBMEM afpeHanvHa MbllLeYHas TKaHb YCUNBAET NOTPeBIEHME rek-
co3 (B MepByt0 OYepefb r/HOKO3bl), YTO YyyluaeT 06ecneyeHne CoKpaLlato-
LUMXCS MbILLL, SHEPTMeid.

Broxummuecknii MexaHu3M [elAiCTBMA aapeHaIuHa NpeAcTaBnseT coboi
Lienb B3aMOCBA3aHHbIX PeaKLyii, KNYeBbIM 3BeHOM KOTOPbIX ABNfeTcs CAMP.

Mocne cBA3bIBAHMA afpeHannHa CO CrneuuMuUecknm peLenTopoM Ha
BHELLHel CTOPOHe MeMOpaHbl, MPOUCXOAUT. YBe/IMYEHE aKTUBHOCTW (ep-
MeHTa afileHUnaTnuKnasbl, 4To, B CBOK OYepefib,YBENMYNBAET CoAepXaHue
CAMP BHYTpU Knetku.

MoBbiWweHKe cofepxkaHus CAMP npuBoauT K ABYM a(hdeKTam:

1) yBenuueHne CKOpoCTu rNKONU3a U 2) CHUXEHWE CKOPOCTU TIMKO-
reHesa. 3Tu a((heKTbl OCYLLECTBNAIOTCA NMOCPELCTBOM aKTMBaLUN (hepMeHTa
CAMP-3aBMCMOI NPOTEMHKUHA3bI. Ee akTuBaumsa nNpoucxogut nocne css-
3bIBaHMS CAMP C HeakTUBHOW 01MroMepHoi topmoii cAMP-3aBUCMMOI
MPOTeVHKMHA3bl M ee fuccouualneli Ha akTMBHblE MOHOMEpPHble (OPMbI.
AKTUBHas CAMP-3aBucuMas NpoTeMHKNHa3a KaTanusupyet ATP-3aBucumoe
(hocthopuInMpoBaHune MPOTENHKMHA3bI —KMHa3bl CUHTa3o(ochopnnassl, Ko-
TOpas felicTByeT Ha ABa (hepMeHTa - [IMKOreHCUHTa3y U ruKoreHgocgo-
punasy. ®oedopuanpoBaHHasa rMUKOreHCUHTasa - HeakTWBHas dopma ep-
MeHTa, a (poedopuinpoBaHHas rnnKoreHgocpopuiasa —akTMBHas gopma.
Takum 06pa3om, NPOMCXOAUT aKTUBaLMsA PacLeneHns rnkKoreHa v Topmo-
31TCA ero 6UoCKHTES.

Mocne npekpaleHns BbleneHns afpeHannHa npoucxoauT CHUXKeHne
€ro KOHLeHTpaumMn B KpoBu. ITO BefeT K NPEKpaLleHnio CTUMYNALMUKN afe-
HUnatumknassl. ®epMeHT hocgoamacTepasa pacluennsetr CAMP B KreTke.
CHwXeHUe KoHUeHTpaumm CAMP conpoBoXdaeTcs accouuuaunein B Heak-
TUBHble KOMMAekcbl CAMP-3aBUCHMOI NPOTEMHKMHa3bl. [pekpalyaeTcs
thocopunupoBaHue [IMKOreHCUHTa3bl W rAMKoreHgochopunassl 1 06a
(hepmeHTa OKa3blBalTCs HethochopunmpoBaHHbIMU. HethochopunmpoBaHHas
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FMIMKOreHCUHTAa3a - aKTUBHasA (hopMa obecneunBaeT CUHTE3 FIMKOreHa, a ve-
thochopunupoBaHHasa rnukoreHgocgopunasa —HeakTUBHasa opma He Mo-
XeT obecneunTb pacnag ravkoreHa. MNMpoucxoguT HakonneHwe rAMKoreHa
KneTkamu.

AJApPeHannH perynupyeT CUHTe3 ApYrux ropMoHoB. OH MHruéupyet
Bbl€NIEHNE UHCYIMHA U CTUMY/IMPYET BblAeNeHne FN0KaroHa.

Bronornuecknin ahhekT' agpeHannHa 1 HopagpeHanvHa 3aKnyvaeTcs
B MOBbILLEHNN apPTEPNAIbHOTO AaBNEHNS, CYXXEHUW COCYL0B. ALPEHaIVH no-
BbILLIAET YPOBEHb I/HOKO3bl B KPOBY, YCUMBAA pacnaf rMUKOreHa B meyveHu.
MponcxoauT yBennyeHne CoAepXaHns rekco3odochaTtos B MbllLLAX N YBe-
NNYEHNE HEHACBILLEHHBIX XXMPHbIX KACNOT B NNa3Me KpPoBuW. [IMKEMUYECKMNiA
ah(heKT' HOpagpeHannHa 3HAYMTENIbHO HUXKEe U COCTaBnseT 5% rnvkemnye-
CKOro aghhekTa afpeHanmHa.

AfpeHanvH v HopajpeHannH BbICTPO MeTaboNU3NPYHOTCH U BbIBOAAT-
CA W3 OpraHuMsmMa C MOYOl rnaBHbIM 06pasoM B BuAe 3-MeTOKCW-4-
OKCUMMWHAAIbHOMN KNCNOTbI.

TeTparnapontepuans W”{WQW
Ne
TwuposnH MopaapeHantu ApnpeHanuH
Lcomi
3-0-meTagaona MTASHH
HOpHeTascHpuH
fnnys
BAHWIMIMOMOYHAST VoA BN
Kucnota M6 -
KHCX0Ta |FMO

eow
MO *sMoHoaM/HBKBAT VAAHASIMAHA IbHS
- - LapOrTTepATE HBEYX TR KOOa

I>cpnc -AaKkrMApOKCHRCHANYKCYCHasKKCA0Xa
MWPO' '3n8aetouck-4-ri1f|><snl|dcu»1nr7Llkons

A
7 TVIPOKOKTELT

Puc. 14.13. MeTab0n1n3m KaTexonaMnHOB.

TupokcuH (TJ u TpuitogTupoHuH (T9. TupeornobynvH BeipabaTbiBa-
eTCA LUepOX0BaTbiM 3HAOMIA3MAaTUYECKUM PErnKYNyMOM, UMeeT MOMEeKynsp-
Hyto maccy 660000, cogepXmUT rIMKo3uaHble ocTaTku 1 6onee 100 ocTaTkoB
TUPO3UHa, KOTOPbIe MOTYT 6bITb MOA4MPOBaVbl M UCNOJb30BaHbI AN CUHTE3a T3
1 TV TupornobynuH BblAenseTcs B MPOCBET TUPEOMAHOTO (ONNNKYA.
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Tupeoumnt

Puc. 14.14. CTpoeHue hoNIMKyIa WMTOBMUAHOW Xenesbl.

TupeounTbl (KNETKW WMTOBMAHOW Xenesbl) KOHUeHTpupytoT iog (1)
npu nomow Na+/K' Hacoca, oTkyga I’ TpaHcrnopTupyeTcs B MPOCBET os-
NUKyna. 3aTeM MpoucxoauT okucneHune I fo H, katanusupyemoe hepmeH-
TOM TUpOMNepPOKCKMAa3ol M peakuus NpoTekaeT C OCTaTKaMW TMPO3MHA B CO-
cTaBe TupeornobynvHa. B pesynbTate 3TMX peakuuii TMPeornobynumH co-
[lePXXUT ocTaTKM MOHOWOArnpo3unna n guitoatmposuna. M3 u T4 obpasyroTcs
MpW cOYeTaHUM OCTaTKOB MOHOOArMpo3nia v AUAoAT1po3una.

WoaunpoBaHHbIA TPeornobynH 3axBaTbiBAETCA TMpeoLuMTamm 1 pac-
LennseTca B IM30COMax npoTeasamu €/ 06pasoBaHMEM aMWUHOKWCAOT, Tj u
T4. B panbHelilleM NpoMCXOAWUT cekpelmss T3 n T4 B KPOBEHOCHOE pycno.
TvpeongHble FOPMOHbI ABNAIOTCH FMAPOPOOHLIMM BeliecTBaMMU, MO3TOMY
[NA TPaHCMOPTUPOBKM K Nepuepuyecknm TKaHAM MCMoNb3yeTcs 0co6blii
610K NNasMbl - TMPOKCUH-CBA3bIBAIOLMIA TNO6YNNH.

OH
L-Tupraun

L-TUpPOHHH L-TupokcuH 1,-3,5,3-Tpu-
(35,3 ,s-Terrpa- MOATUPOHMH)
NOATrMPOHUH)

Puc. 14.15. CrpoeHune TUPEoUHbIX TOPMOHOB U NX MPefLLIeCTBEHHNKOB.
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TupeonaHble TOPMOHbI CBA3LIBAIOTCS C LMTO30/bHbIMK peLenTopamu
nogo6HO CTEPOUAHLIM FOPMOHAM.

Y B3pocnbix 6uonornyeckuii ahhekT TMPEOUgHbIX FOPMOHOB 3aKi0-
4aeTcsa B PErynauuu CKOpOCTM OCHOBHOrO 06MeHa, MOBbIWEHUN CUHTe3a
6eNKoB, BNUAIOT TMPEOWAHbIE TOPMOHbI TAKXXe Ha 06MEH YrneBofoB, NNMNN-
[0B, BOAHO-3NE0PONUTHBINA 6anaHc, featenbHocTb LIHC, remomoas, ges-
TeNbHOCTb CEpAeYHO-COCYAMCTON cucTembl. [ns 3MOPUOHOB TUPEOMAHblE
FOPMOHbI B&XHbl A4/11 HOPMaNIbHOTO PasBUTWS, HELOCTaTOK NOCAefHWUX Npu-
BOAWUT K KPETMHU3MY, 3aK/H0YalOLWeMYCs B MHOXECTBEHHbIX BPOXAEHHbIX
MOPOKax 1 YMCTBEHHOW OTCTanoCTy.

HepfocTaTok TapcOMAHbIX FOPMOHOB Y B3POC/IbIX-BbI3blBAET Pa3BUTHE
MUKcefeMbl (CAM3UCTOrO OTeKa), 3aTOPMOXEHHOCTb MPOLECCOB BbICLUEN
HEPBHOW AeATeNbHOCTU, CHUXEHWE TeMMNepaTypbl Tena.

CTeponfHble TOPMOHbI. BOMBLWWHCTBO CTEPOMAHBLIX FOPMOHOB fiB-
NATCA NPOU3BOLHLIMW XONECTepPOSia ¥ UMEKT CXOA4HYI CTPYKTYypy, 6a3u-
PYIOLLYIOCA Ha UMKNOMNeHTaHneprugpodeHaHTpeHe: Xonectepon umeet
27 aTtomoB yrnepofa v 0603HavaeTcsd CZ2- B .npouecce ero npespayeHns B
CTEPOWAHbIE TOPMOHbI MPOUCXOAUT YMEHbLLIEHWE KOAMYeCTBa aTOMOB yrie-
poja ¢ o6pasoBaHuem Cu, C)9 v C2 cTepouaHbIX ropMOHOB. C2r cTepounsbl
M3BECTHbI Kak nperHaHbl, C19-cTeponbl —kak angpocTtaHbl, CA-cTeponabl —
KaK 3cTpaHbl.

MperHeHonoH. Obpa3syeTca Heno-
CPeACTBEHHO W13 XOMecTepona, AB-
nAeTcs NpefLecTBEHHUKOM CTe-
pPOVAHbLIX FTOPMOHOB

MporecTepoH - FOPMOH XXeNToro
Tena, Bbi3bIBAET U3MEHEHNS, Xa-
paKTepHble 415 NIOTEMHOBON (asbl
MEHCTPYasbHOro LMKna, ABNseTca
AN hepeHLMpPYIOLNM (haKToOpoM
L7191 MOMIOYHbIX XKene3
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ANbJOCTEPOH - NaBHbIA MUHepa-
NoKopTMKoua, o6pasyeTcs U3 npo-
recTepoHa B kKy604KOBOM C/loe
KOpbl HaANoYeYHNKOB, MOBbLILIAET
apTepuanbHoe fiaBneHue, 06bem
LIMPKYMPYIOLLEN XUAKOCTK, Mo-
BbILIAET peabcopbuno HaTpus

KopTn3on - OCHOBHOIA T/IIOKOKOP -
TUKOUZHBIV TOPMOH Y€ENOBEKa,
CVMHTE3UpyeTcs 13 NPOrecTepoHa B
MyYKOBOIA 30HE KOpbI HAZMOYey-
HUKOB, Y4aCTBYET B. CTPECCOPHbIX
peakuusx, BANSET HA UMMYHHYHO
crcTemy, 0GMEH YI/IEBOLOB

TecTOCTEPOH —MYXKCKOW N0M0BOWA
ropMoH, 06pasyercs 13 nporecTe-
pOHa, CUHTE3MPYeTCA B CEMEHHU-
Kax, onpefienseT passuTune BTO-
PUYHbIX MOMOBbIX NPU3HAKOB Y
MYXUUH

AcTpagnon — NaBHbI XXEHCKNI
MonoBOl FOPMOH, BbipabaTbiBaeTCA
B IMYHMKAX, ONPeAeNsieT pasBuTHe
BTOPWYHbIX NMOMOBbLIX NPU3HAKOB Y
XKEHLLMH

Bce cTepounHble FOPMOHbI CBOGOAHO MPOHUKAKOT Yepes niasmatunye-
CKYI0 MeM6paHy B KNeTKy U CBA3bIBAOTCA C BHYTPUKIETOUHbIMU Cheuudm-
YyecKMMM peuentopamu. Komnnekc ropmoH-peLenTop MPOHMKaeT B A4pO
KNETKW, TAe CBA3bIBAETCA CO CMELUUMUUYECKUMU HYKNEOTUAHBIMU NOC/eA0Ba-
TEMIbHOCTAMMW. T HYK/IEOTUAHbIE MOCMEf0BaTENbHOCTU HA3blBAOTCA 3Ne-
MeHTaMu ropmMoHanbHoro oteeTa (I IRE*). BsaumogeiicTBue Kkomnekca
ropmMoH-petientop ¢ HRE npuBOANT K M3MEHEHWMIO TPAHCKPUMLMK onpeje-
NEHHbIX TeHOoB.
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CTepoungHble FOPMOHbI CUHTE3MPYIOTCA B Creunann3vpoBaHHbIX KIeT-

Kax MNof perynsTopHbIM felicTBMEM CMeLMU(UYEcKoro nenTUAHOTO ropMOHa.
Tak /OTENHU3NPYIOLWUIA TOPMOH YCUIMBAET BbIPABOTKY MPOrecTepoHa W

TEeCTOCTEpPOHa, af[PEHOKOPTAKOTPOMHbI/A FOPMOH - KOPTW30Ma, (OSIUKY/IO-
CTUMY/MPYIOLL WA FOPMOH -3CTPasMona, aHrnoTeHauH M/LL - anbgocTepoHa.

Puc. 14.16. BuocuHTE3 CTEPOUAHbLIX TOPMOHOB
(T.T. bepesos, b.®. KopoBkuH, 1990).
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lMonosble rOPMOHbI CUHTE3UPYIOTCA B AWYHUKAX, KOpe HafnoYeyHu-
KOB M TECTUKY/Nax U3 0fHOro npeALlecTBeHHNKa —XO0ecTepona nog BINAHN-
eM PePMEHTHBIX CUCTEM, UAEHTUYHbIX BO BCEX TPEX 3HAOKPUHHBIX Xefe3sax.
Han6onee obLeil pyHKLMEN NONOBLIX TOPMOHOB ABASETCA CTUMYNALMA Me-
Tab0o/MYECKNX NPOLLECCOB, OMPeAeNSIOLLMNX NOA0BYIO ANt(hepeHLPOBKY Op-
raHu3Ma, pasBuMTMe BTOPMYHBIX MOMOBbLIX MPU3HAKOB, NM6UA0, obecneveHune
BO3MOXHOCTM 3ayaTus, npouecca 6epeMeHHOCT, POAOB, W, B pesynbTaTe
BCEro BbILLUENepeyncneHHoro, obecneyeHme noaoBoro PasMHOXEHNS.

3HauuTeNbHOe YCWUIeHNe CUHTE3a NOMOBLIX FOPMOHOB HacTyMaeT Mo-
Cfie HacTyMMeHWs NOMOBOW 3penocTu- Pasnuumsa 6uocKMHTe3a CTEPOUAHBIX
FOPMOHOB B Pa3/NYHbIX TKaHAX 00yCN0BNEHbI NpeobnafaHnem PepMeHTHBIX
CUCTEM B 3TUX TKaHAX. B ANYHMKAX MAET CUHTE3 40 KOHEYHORO MPoJyKTa -
acTpagmona. B TecTKynax aH3MMHON cucTeMbl P450 apoMartasbl COAEpXMT-
CA TOPa3fio MeHbLUE, YEM B AVYHMKAX, MO3TOMY CUHTE3 OCTaHaB/MBaeTCA Ha
CTaAiun aHAporeHoB (TECTOCTEPOHA U aHAPOCTEHAMOHA) - MpPeLLIeCTBEHHUKOB
acTpaguona. B Kope HagnoyeyHMKOB 3H3UMHbIe” cuctembl P450 C21-
rngpokcunasa u P450 Clip-rugpokcunasa cofepxarcs B 3HaYMTeNbHO
60MbLIMX KOHLEHTPaLMAX, YeM B MOMOBbIX Xene3ax, ¥ CUHTEe3 Ha aTane 17-
rMAPOKCUMNPOrecTepPoOHa MEPEeKNoYaeTcqd Ha 06pa3oBaHMe TOPMOHOB KOpbl
HafiNOYeYHNKOB: KOPTU30/a, anboCTepoHa, 4e30KCUKOPTUKOCTEPOHA.

>KeHckue nonosble rOpMOHbI —COBOKYMHOCTL BELLECTB, CpeAn KOTo-
PbIX MOXHO BbIAENNTb fBE rPYMMbl: 3CTPOreHbl (0T rpey. oistros - cTpacTHoe
B/IEYEHME) U NPOrecTHbl. SCTPOreHbl Bbian. Brepeble 06HAPYXeHbI B Moue
6epeMeHHbIX B 1927 rogy. MepBbiM BblAeNeH B YUCTOM BUAE Obl/l 3CTPOH B
1929 rogy A. byTeHaHaTom n 3¢ Joisn. K rpynne 3cTPOreHoB OTHOCATCH
3 OCHOBHbIX BELLECTBA: ICTPOH;. 3CTPaguNon v acTpunon. CUHTe3MpyoTca 3CT-
poreHbl B AMYHUKAX, a TaKXe B HAAMOYeyHNKax 1 nnaweHTe BO BpeMs bGepe-
MeHHOCTW. CHHTEe3 3CTPOreHOB W NPOrecTepoHa HOCUT LMKIMYECKUIA Xapak-
Tep BHe 6epeMeHHOCTV, ONpesensis N3MeHeHNA OpPraHM3Ma XXeHLWVHbI B pam-
Kax MEeHCTpyanbHOro Lukna. B nepsoii ¢ase nonoBoro Lukaa B OCHOBHOM
CUHTE3MPYIOTCS 3CTPOreHbl, BO BTOPO/  MPOrecTepoH. Peakumm nx cmHTesa
MOAYMHAKOTCA PErynsTopHbIM BO3AeNCTBUAM runogusa. MpefwecTBeHHM-
KOM UX SIBMISIETCS. X0ECTEPON, KOTOPLIA NoABepraeTcs peakuusaM ruapokeu-
NNPOBaHUA, OKUCNEHMA 1 OTLenIeHns 60KOBOI Lenu ¢ o6pa3oBaHMEM npe-
rHeHo/OHa. ‘3aBepLuaeTcs CUHTE3 3CTPOreHOB peakLueil apoMmaTmsauuy nep-
BOr0 KOMbLA, KaTannsnpyemoii hepMeHTHbIM KOMMIEKCOM MUKPOCOM —apo-
maTa3oii. [pegnonaraeTcs, YTO MPOLLECC apoOMaTM3aL My BKIOYAET MAHUMYM
TPU OKCuAasHble peakLumm, 3asucaLLmne ot umtoxpoma P-450.
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Mpn 6epeMeHHOCTW B OpraHW3Me XXeHLWUHbI NOSBASETCA HOBbIA «3H-
[LOKPWHHbIA opraH» —kommnaekc nnaueHTa-nnog. MaaleHTa nonyyaet oT op-
raHM3Ma martepy XONecTepos, KOTOPbIA MpeBpaliaeTcs B MPErHeHONOH U
MPOrecTepoH.

Perynsumua cuHTesa 3CTPOreHoB OCYLLECTB/IAETCA B OCHOBHOM rOHajo0-
TpOMHbIMKU ropmMoHamu runogusa (®CI wn JIF), KoTopble omnocpesoBaHHO
Yyepes CUCTeMy peLenTop-ageHunaTuuknasa-CAMP  perynumpyroT CuHTe3
rOPMOHOB. B HacToALlee BpeMs NPUHATA ABYXK/IETOUHAsA Teopus cuHTesa. B
TeKa K/eTKaxX ANYHWKOB MPOUCXOAUT B OCHOBHOM CHHTE3 aHAPOreHOB: aHf-
pOCTEHAMOHA U TecToCTepoHa.. CMHTE3 3CTPOreHOoB W3 MpeALecTBEHHUKOB
MPONCXOAMNT B KNeTKax rpaHynesblnog snmaHmem P450 apomarasbl.

B agunouuTax >MpPOBbIX KNETOK ecTb cuctema P450 apomartaskl, no-
3TOMY 3TV K/NETKM CAOCOBHBbI K CMHTE3y 3CTPaavona, npuyeM B 3TOM Npo-
Liecce He y4yacTBYIOT FOHALOTPOMMUHbLI. B KOXe, BONOCAHBLIX (ONMKYNaxX W
XXMPOBOM TKaHW CogepXnTca (epmeHT 5a-pefykrtasa, 06ecneynBatoLLnii
npespaLLeHne TECTOCTEPOHA B AUTUAPOTECTOCTEPOH.

Bronornueckoe feiicTBme 3CTPOreHOB:

Ha PernpoayKTUBHbIE TKaHW:
® nponudepauns KNeTok CIM3ncToin 060104KN BRaranmila,
®_nponuthepauus sHLOMETPUS,

(> runepTpodums Mmokapaa,
4 /ceKpeuus Cn3n B LepBUKaIbHOM KaHane,
® poCT NPOTOKOB MOJIOYHbIX Xenes;

Ha HEPenpOoAYKTUBHbIE TKaHW:
® cTumynAums pocTa n pasBUTUA KOCTHO-MbILLEYHOI CUCTEMBI,
® yMeHbLUEHWEe CYKpeL N CaNlbHbIX Xenes,

@ 3afepxKa BOfbl U HATpUA,
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® CHWKEeHVE YPOBHS IMNONPOTEMHOB HKU3KOIA naoTHocTu (JIMHM) v noBbi-
LeHVe COoAepXKaHNs MUMOMPOTENHOB BbICOKOW nioTHocTy (JITBI),

® noBblILLEHME COAEPXKAHWSA TN106YNNHOB, CBA3bIBAOLLMX MO0BbIE CTEPOUADI,
® pacnipefeneHmne XXMpPOBOI TKaHW MO XXEHCKOMY Tuny.

lMporecTepoH fBNAETCA MEPBbIM FOPMOHaNIbLHO aKTUBHbLIM CTEPOUZOM,
o6pasyoLwmmcs B NpoLecce CUHTe3a CTEPOUAHBIX FOPMOHOB. CUHTE3 npo-
recTepoHa yBeniMymBaeTca B K/eTKax rpaHynesbl PONANKynos rnocne oByns-
Lum. TIporecTepoH BbIMOHAET B OPraHU3Me XXeHLWUHbI pag, cneumpunyeckmnx
(YHKUMIA, MMEIOWMX Lienbio NOArOTOBUTL YCNOBUSA A/18 PasBUTUA OMNJIOAo-
TBOPEHHO AALLEKNETKMU.

Buonornyeckoe gelicTBre NPorecTepoHa:

Ha PenpoayKTUBHbIE TKaHU:
® perpeccus anuTenna Bnaranuila,
® yMeHbLUEHWE CNN3M B LIEPBNKaNbHOM KaHase,
® aHTMNponudepaTUBHOE AeliCTBIE Ha IHLOMETPUIA,
@ ceKpeTopHble U3MEHEHUS IHAOMETPUA,
® ycuneHvne MUTOTUYECKON aKTUBHOCTMW 3NUTENNS MOAOUHBIX Xenes;

Ha HepenpOoAYKTUBHbIE TKaHU:
® nosbiweHne 6a3anbHON TeMnepaTtypsbl,
@ HaTpUgNypeTNYeCKnin addeKT.

My>KCcKue nonosble ropmoHbl. B 1931 rogy A. ByTeHaHAT Bblgenun
13 MOYM MYXUUH KPUCTNIMYECKNIA TOPMOH = aHAPOCTEPOH. M0o3XKe 13 Moun
MY>XUMH OblN BblJENEH elle OAWH FOPMOH - AervapoannaHApocTepoH. Mos-
e U3 TKaHW CeMeHHUKOB (TecTWKys). 6b1/1 BblgeneH 60fiee akTUBHbIA rop-
MOH, Ha3BaHHbI TECTOCTEPOHOM.

AH/IPOreHbl, B OT/IMYME OT ICTPOTrEHOB, UMEIOT AiBe MeTaslbHble Tpyr-
nol'y Cio n C[3 aTOMOB, KO/IbLo Ay HUX HeapoMaTUYecKoe

BuocunHTE3 aHAPOreHOB OCYLLECTB/AETCA NaBHbIM 00pa3oM B CEMeH-
HUKaX M YaCTUYHO B ANYHMKAX W HAAMNOYEYHUKAX.

Perynaums 6MocMHTE3a aH4POreHOB OCYLLECTBISETCA FOHa40TPOMHbI-
Mu ropmoHamu (PCI n JTN).

Buonoruyeckas ponb aHAPOreHOB B MYXXCKOM OpraHu3Me B OCHOBHOM
cBfi3aHa C AN (epeHLMPOBKON N PYHKLMOHWPOBaHWEM PenpOAYKTUBHON
CUCTEMbI. YK€ B 3MOPMOHANbHOM Mepnoje aHAPOreHbl OKa3blBaKOT CYLLECT-
BEHHOE B/MSAHME Ha AUDDEpeHLMPOBKY MY>KCKMX MOM0BbIX Xenes. Bo
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B3POC/IOM OpraHn3Me aHApOreHbl OMpefenstoT pa3BUTNE BTOPUYHBLIX NOMO-
BbIX MPW3HAKOB, CnepmatoreHes. AHAPOreHbl 06/1afaldT aHabonMyeckum
3apheKTOM, [eiACTBYIOLMM B OCHOBHOM Ha MbILWLbl, peann3yowmmecs B no-
BbILLEHWW CMHTE3a 6enka, Npuyem 3ToT aHabonnyeckuii ahekT peannsyeTcs
B NPUCYTCTBUU COMaTOTPOMNMHA.

Pacnag aHApOreHoB NPOMCXOANT B OCHOBHOM B NMEYeHu no nytu obpa-
30BaHnA 17-KeToCTeponzos.

TMOKOKOPTMWKOMNAblI OKa3blBalOT pasnnyHoe AeicTBMe Ha 0BMeH Be-
LeCTB B Pas/IMyHbIX TKaHAX. B MbIWeYHONR, TMMKpaTUYECKOA, COBANHNTE b-
HOW W XXUPOBOIA TKaHW NPOABNAIOT KaTabonnyeckoe AeCTBME U Bbl3bIBAIOT
CHVKEHME MPOHMLIAEM.>'TLL KNETOYHbIX MeMOPaH, TOPMOXKEHME MOTOLEeHUS
rNOKO3bl U aMUHOKMWCIIOT. B MeyeHun rnioKOKOPTUKOWAbLI 0Ka3biBaloT NpoTu-
BOMOMIOXKHOE felicTBue. [IOKOKOPTUKOMALI 061afaioT runeprivkeMmuye-
CKUM [eiCTBMEM, OHW CHMXKAIOT CUHTE3 FNIMKOreHa B MblllLax, TOPMO3AT
OKMCNEHWE IMKO3bl B TKAHSAX, YCUIMBAIOT pacnag Xu1pos.

B TKaHW neyeHW IIOKOKOPTUKOUABLI UHAYLMPYIOT CUHTE3 HEKOTOPbIX
6enKoB-(hepMeHTOB: TpUNTO(aHNMPPPOnasbl, TUPO3MHTPAHCaMWUHA3bl, Ce-
PWH- 1 TpeouMHAernaparas u ap., cnocobcTays cuHTey mRNA.

MuHepanokopTUKonabl (4e30KCUKOPTUKOCTEPOH U anbAocTepon) pe-
rynupytoT 06MeH HaTpus, Kanus, xnopa n Bofibl. OHW BbI3bIBAIOT 3a4ePXKKY
VNOHOB HaTPUA 1 XN10pa 1 YCUIMBAIOT BbiJeEHNEe NOHOB Kanns C MOYOIA.

AnNbLOCTEPOH COAEPXUT anbferngnyto rpynny y Cn aTtoma, y4to u
06ycnoBuio ero HaseaHve. OH SBNAETCA Haubonee akTUBHLIM MUHepano-
KOPTMKOMAOM M3 Bcei rpynmblv B 50—100 pa3 NnpeBOCXOANT Le30KCUKOPTU-
KOCTEPOH M0 BO34elCTBUIO Ha MUHEPabHbI 0B6MEH.

AJbOCTEPOH

Mepvog nonypacnafa ropMOHOB KOPKOBOTO BeLecTBa HafmoyeyHu-
KoB cocTasnseT 7090 muH. KopTuKocTepoufbl MOryT nofBeprarbcs BOC-
CTaHOB/MIEHMIO 3a CYeT pa3pblBa ABOMHbLIX CBA3eW (MpUCOeAWMHeHMe aTOMOB
BOAOPOAA) WM OKUC/TeHWIO C OTwenneHneM 6okoBoi uenu y C]7 atoma.
B 06oux cnyyasx npoucxoauT noteps 61MONOrnyeckoin akTMBHOCTM.

KoHeuHble NpofyKTbl 06MeHa ropMOHOB KOPKOBOI0O BeLl,ecTsa HaAmMo-
4eYHWMKOB Ha3bIBalOTCA 17-KkeToCTepOMAaMM, KOTOPbIE BbIBOAATCS C MOYOWA.
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