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Cymnocts HHTK

[uki TpukapOOHOBBIX KHCJIOT BIEPBBIC OBLI OTKPBIT aHIIIMHCKUM OHO-
xumukoM I'. Kpedcom. OH nepBbIM MOCTYJIMPOBA 3HAYCHUE JAHHOTO IUK-
Jla JJis TOJIHOTO CTOpaHMs MUPYBAaTa, IJIABHBIM HCTOYHUKOM KOTOPOTO SIB-
JISieTCsl TIIMKOJIMTHYECKOe MpeBpallleHne yriIeBOA0B. B nanbHeiinem Obu10
MOKa3aHo, 4TO IIMKJI TPUKapOOHOBBIX KHCIIOT SBISIETCS TEM LIEHTPOM, B
KOTOPOM CXOISATCS MPAaKTHIECKH BCe MeTabonmdeckue myTu. Takum obOpa-
30M, nuki Kpebca — oOmmii KOHEUHBIH ITyTh OKUCIICHHS alleTHIIHHBIX TPYIII
(8 Buge anetmin-KoA), B KOTOpBIE IIpeBpamaercs B mporecce katabomm3ma
OonpInas 9acTb OPTaHWYECKUX MOJICKYJ, WTPAIOMIAX POJIb «KICTOYHOTO
TOIUTUBAY: YTIIEBOJIOB, KUPHBIX KHCIOT H AMIHHOKHUCIIOT.

Hukn TpukapOOHOBBIX KUCIOT - OJWH M3 BXKHEHITNX KaTaOOIHIECKUX
MPOIIECCOB a3poOHBIX opranu3mMoB. Bmecte ¢ Tem B I{TK o6pasyercs MmHOTO
IIPOMEKYTOUHBIX MIPOAYKTOB OOMEHA, KOTOPBhIE MOTYT MCIOJIb30BaThCs OP-
TaHU3MOM JUIsi OMOCUHTE3a opraHuyeckux BemlecTB. Tak, anernn-KoA wuc-
MOJIB3YETCSl HE TOJBKO B SHEPreTHYeCKOM oOMeHe, HO u aist cuHTte3a KK,
XOJIeCTepuHa, alleTUIXOJIHHA.
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[TupoBunorpagnas kucinora, LYK wu kerormyrapoBas kucinora B
Ipolccax NMepeMUHUPOBAHMS CIyXaT Uil oOpazoBanus Amna, Acm, [y,
AcH. B cBOI0 0o4epenp, KETOKHCIOTHI 00pa3yloTcs B Mpoleccax Je3aMUHH-
POBaHMsI M IMEPEMHUHUPOBAHUS NPUBEICHHBIX aMHHOKHCIIOT. Takum oOpa-
30M, U3 1 MoJeKybl ImoKo3bl o0pasyercs 38 monekyn AT® (2 — anasp.
okHuc., 6 — oxuc. HAJ] u 30 — 3a cuer LITK).

OOpazoBaBLIMICS B pe3ynbTaTe OKHCIUTEIHHOTO AEeKapOOKCHIMpPOBa-
HUS TUpyBaTa B MUTOXOHApHSX aneTmi-KoA Bcrymaer B mmkir KpebGca.
JlaHHBIN UK IPOUCXOIUT B MAaTPUKCE MUTOXOHAPHUI U COCTOUT U3 BOCBMU
MIOCIIEI0BATENBHBIX peakiuid. HaunHaeTcs MUK ¢ IPHUCOETUHEHHS alleTHII-
KoA k okcasoaneraty u o0pa3oBaHHs JTUMOHHOM KHCIOTHI (1uTpaTa). 3a-
TEM JINMOHHASI KHCIJIoTa (IIECTHYTIEPOAHOE COCAMHEHUE) IyTeM psna Jie-
THIPUPOBaHUK (OTHATHE BOAOPOJA) M NIBYX JeKapOOKCHIMPOBaHUH (OT-
mierienne CO,) TepseT ABa YIJIEpOIHBIX aToMa M CHOBa B Iukie Kpebca
IIpeBpalaeTcs B OKcajoaleTaT (4eThIpexyriepoJHoe COelUHEeHHE), T.e. B
pe3ynbTaTe MOJTHOTO 000poTa IUKJIAa OAHA MOJeKyna aneTuin-KoA cropaer
no CO, u H,O, a monekyna okca-yoarerara pereHepupyercs. Paccmorpum
BC€ BOCEMb TOCJeI0BaTENIbHBIX peakiuii (3TanoB) nukia Kpebcea.

IepBast peakims katanusaupyercss (GEpMEHTOM LUTPAT-CUHTA30H, MpHU
9TOM areTHIbHAS TpyIIa aneTnin-KoA KOHAEHCHPYETCS C OKCATI0aneTaToM,
B Pe3yJbTaTe 4ero o0pasyercst JMMOHHAsE KUCIIOTa!

H,0 HS-KoA o
, 0=C—COOH \_/( CHy—COOH
; "é-HoA Hg(l)"COOH UnTpar-cuHrasa HO(ID—COOH
H,C—COOH
Auerun-KoA Oxcanoauerar Uwnrpar

B nanHO# peakiyy B KauecTBE NPOMEXYTOYHOTO MPOAYKTa 00pa3yercs
cBsizaHHbId ¢ (epmenToM nuTpuia-KoA. 3arem nociepHuii camonpowus-
BOJILHO M HEOOpaTUMO THAPOJH3YeTCsl ¢ oOpa3oBaHueM mutpara u HS-
KoA.

B pesynbrate BTOpOil peakumu 00pa30BaBLIASCS JMUMOHHAs KHCIIOTA
TIOJIBEpPraeTcsl ACTHAPaTHPOBAHUIO C 00pa30BaHUEM IMC-aKOHUTOBOM KHC-
JIOTBI, KOTOPasi, IPUCOEANHSISI MOJICKYJTY BOJbBI, IEPEXOUT B H30JIMMOHHYIO
kucioty (m3ouurpar). Karanmmsupyer 3Tu oOpaTHMble peaklM THpaTa-
IUHU—JIeTuApaTanny (GepMeHT aKOHHWTAaTTHapaTa3a (akoHWTa3a). B pesysnn-
TaTe poucxoaut B3aumorniepemerienre H u OH B Monexyrne nutpara:
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COOH COOH COOH
HO H,0 |

CHj i +H2 \ (I3H2
HO—(E—COOH ‘T‘ ‘C—COOH ‘7— H—C—COOH

H—=C— HO —(C—
<|> H Ho |GH Ho H
COOH Asorsarer-rumarsss! SOOH AxoHWTaT-rapaTasa COOH
Unrpar umc-AxoHvrar Waouurpar

Tpetpsa peaknusi, MO-BUANMOMY, TUMHUTHPYET CKOpocTh IuKiIa Kpebcea.
W3onumoHHas kucnorta neruapupyercs B npucyrctsun HA/JI-3aBucumoit
N30-IUTPATACTUAPOTEHA3HI.

COOH COOH
5 + co.

GHg HALY HALH + H ? Ha

H—C—COOH CHjp
ViaouunTparaermaporenasa
HO—C—H C=0
|
COOH COOH
Waouurpar a-Ketornyrapat

B xone m3omMTpaTAETHIPOTCHA3HONH pEaknMH HM30JMMOHHAS KHCIIOTA
OIHOBpEMEHHO zekapOokcmmpyercs. HAJl-3aBucuMas M30LUTpaTACTU-
poreHasa SBISETCS IJIOCTEPUYECKUM (DEPMEHTOM, KOTOPOMY B KadecTBE
cnenuduieckoro aktuBaropa Heooxoaum AJ1ID. Kpome Toro, pepmerT ms
TIPOSABIICHHS CBOCH aKTHBHOCTH Hyx1aeTcst B monax Mg mm Mn?*,

Bo Bpemsi 4erBepTOM peakUUU NPOUCXOAUT OKUCIUTEIBHOE IEKap-
OOKCHJIMPOBAHUE O-KETOTIIYTAPOBOM KHUCIOTHI C 0Opa3oBaHHMEM BBICOKO-
SHEPTEeTUYECKOTO COeAMHEHUs CYKIMHUI-KOA. MexaHusM 3TOi peakiuu
CXOJIEH C TaKOBBIM PEAKIUU OKHCIUTEIHHOTO AEKapOOKCHIIMPOBAHHS MH-
pyBata nao anetmi-KoA, o-KeTorIyTapaTAerHApOTeHa3HbI KOMILIEKC
HaTllOMHHAET MO CBOEH CTPYKType HHPYBATACTHUIPOTCHA3HBIH KOMILIEKC.
Kak B omHOM, Tak M B JIpyroM cilydae B peakIM{ NPUHAMAIOT ydacTHe 5
kogpepmenToB: TIID, amua mumoeBoit kucnotel, HS-KoA, ®Al nw HAJI+.

CI:OOH COOH
HS-KoA HAL' HAQH +H°  cO, |

(|:H2 \ \\ / ) / ' ?Ha

CHg - CHQ
a-KeTornyraparaernaporeHasHlil xomnnekc |/O

‘f—o C" - S-HoA
COOH

a-Kerornytapar Cyxumnunn-KoA
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[Tatas peakumst karamumsupyeTcs GpepMeHTOM CyKUuHMI-KoA-cuHTeTa-
30i. B xoze atoit peaknuu cyknuauin-KoA npu yuactuu I'T® u Heopranu-
4yeckoro (ocdara mpeBpaiaetcs B SHTapHyO KUCIoTy (cykuuHat). OmHO-
BPEMEHHO ITPOMCXOAUT 00pa3oBaHUE BHICOKOIPrUUecKoil (hochaTHON CBSI3H
I'T® 3a cyer BEICOKOIPrHYECKOH THOA(DHUPHOIT CBSI3U CyKIMHHI-KOA:

COOH COOH

CHqp CH2 :

(|_ng ! r}]d) ulie Cyxunnmn-KoA-cunrerasa ICH2 + [Td + HS-KoA
l,o l

C’~ S-HoA COOH

Cyxuummnn-KoA Cyxunnar

B pesynbrate 11ecToi peakiuy CyKIMHAT IeTUApUpyeTcs B hyMapoByIo
KucHoTy. OKHCIICHHE CyKIMHATa KaTalU3UPYETCs CyKUUHATICTHAPOTeHa-
30H, B MOJIEKYJIe KOTOPO#l ¢ OeTKOM MPOYHO (KOBAJIEHTHO) CBs3aH Kodep-
MeHT PA/l. B cBoW ouepenp CyKIMHATICTHAPOTreHa3a IPOYHO CBs3aHa C

BHYTPCHHEH MUTOXOHIPHAIIEHOW MEMOPaHOA:

COOH L. EaRin  OOM

GHa L

CH D) CyKumHsarperuaporeHasa HC
COOH COOH
CykyuHar dymapar

CenpMasi peakiiusi OCYIIECTBISICTCS MOJ BIHSHHAEM (QepMeHTa (pyma-
parruaparassl (pymapassl). O6pasoBaBiuasics Mpyu 3ToM GpymapoBasi KHCJI0-
Ta THAPATUPYETCS, MPOIYKTOM PEaKIUH SBIsSETCS s0JI04Has KUCIOTa (Ma-
nar). Cieyer OTMETHTh, YTO (pymaparruaparaza 00JiagaeT CTepPeoCIelu-
(UYHOCTBIO — B X0/1€ peakiuu oopaszyercs L-s0ounas kuciora:

COOH HO COOH
(|}—-H \\ _ o HO—-é—H
H——pz H—C—H
(|)OOH H.O p— (I';OOH
Oymapar L-manar

B xo1e BOCEMO# peaknuy NUKIa TPUKApOOHOBBIX KHCIOT IO BIIHSHU-
eM MUuTOXOHIpHuanbHO HAJ[-3aBUCHMON MajaTaernaporeHa3bl MPOUCXO-
JIUT OKHCIIeHne L-ManaTa B OKcajoarerar:
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COOH (ITOOH
HO—C—H ; C=0
+ HAI | + HAZJH+ H
H—C—H Manataernaporenasa CH,
| I
COOH COOH

L- manat Oxcanoauerar

Kak BumHO, 32 OMH 000POT IIMKIIA, COCTOSIIETO U3 BOCEMHU (pepMeHTa-
TUBHBIX peaklui, MPOUCXOTUT MOJHOE OKHCIIECHHE («CTrOpaHHe») OIHOM
MoJekyssl anetnin-KoA. J{ns HenpepbsIBHOH pa0OTHI IMKIA HEOOXOIMMO
NOCTOSIHHOE MOCTYIUIHHE B cucTeMy aneTun-KoA, a kopepments: (HAJT
u ®AJl), nepemnreamue B BOCCTAHOBJICHHOE COCTOSIHUE, JAOJDKHBI CHOBA U
CHOBA OKHCHATHCSA. DTO OKHCICHHME OCYIIECTBIISIETCS B CHCTEME INepeHOC-
YUKOB 3JIEKTPOHOB B JIBIXAaTENBHON IENH (B HEMH JIBIXAaTENbHBIX (hepMEH-
TOB), JIOKaJM30BaHHOW B MeMmOpaHe MuTOXOHApHil. OOpa3oBaBmIMiCS
OAJIH, npouno cBsazan ¢ CIAI', moaTOMy OH NEpesacT aTOMbI BOIOPOAA
gyepe3 KoQ. OcBobokmaromasicss B pe3yibTaTe OKHCICHUs aneTwi-KoA
SHEPrus B 3HAYUTEIHHOM Mepe COCPEIOTOUMBAETCS B MaKpO3PTHUECKHX
¢docharapx cBasix AT®. U3 4 map atomoB Bomopoaa 3 mapsl MEpEeHOCAT
HAJIH nHa cuctemy TpaHCHOpTa DJIEKTPOHOB; MPH 3TOM B pacueTe Ha Kax-
JYI0 Iapy B CHCTeMe OMOJIOIMYECKOro OKHCICHUsI 00pa3yeTcs: 3 MOJIeKyJIbl
AT® (B mpol1iecce CONpsHIKEHHOTO OKUCIUTEIBHOTO (hochopuarpoBaHus), a
BCETO, cleIoBaTeNbHO, 9 Monekyn ATO.

Opna mapa aToMoB OT CyKIuHatnaeruaporeHassl-OAJIH, momagaeTr B
cUCTEMY TpaHcmopra 3JieKTpoHOB uepe3 K0Q, B pesynbrate oOpasyercs
tTorbko 2 Moinekynsl AT®. B xome mukma KpebGca cuHTE3upyercs Takxke
omHa monekymna ['T® (cybcTpatHOoe QochopHInpoBaHne), YTO PAaBHOCHIIB-
HO oaHoM Monekyne AT®. Urtak, npu OKHCIEHUM OAHOM MOJIEKYJIbl ale-
Tii1-KoA B niukie Kpebca u cucreme okuciantenbHoro ¢ochopunipoBanms
MOKeT oOpa3oBathcs 12 monexyn ATO.

Ecnu moncunTath NONHBIN SHEpreTHUeCKUi 3PQEKT MIMKOIUTHIECKOTO
pacIIeTICHHs TIIIOKO3bI ¥ TIOCJIEAYIOIIEro OKUCICHHS IByX 00pa30BaBIINX-
csa monekyn mupysata 10 CO, u H,O, To 0H oka)keTcst 3HaUUTEeIBHO OO0JIb-
LIKM.

Kax otmeuanock, ogaa monekyna HAJITH (3 monekynsr AT®) oGpasy-
eTcs P OKUCIIUTEITFHOM JeKapOOKCHIINPOBAaHUH NMUpyBaTa B aneTmi-KoA.
[Tpn pacmienieHu OIHOM MOJIEKYJIBI TIFOKO3BI 00pasyercsi 2 MOJIEKYJIbl
nupyBarta, a Ipu OKUCIEHUU UX 10 2 Monekyn aueTun-KoA u mocnenyro-
mux 2 060pOTOB IHKJIAa TPUKAPOOHOBEIX KHCIOT cuHTe3upyercst 30 Moie-

6


http://www.xumuk.ru/bse/2325.html
http://www.xumuk.ru/encyklopedia/2/3013.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/encyklopedia/2146.html
http://www.xumuk.ru/encyklopedia/2/3013.html
http://www.xumuk.ru/encyklopedia/2/5311.html
http://www.xumuk.ru/biochem/142.html
http://www.xumuk.ru/biochem/142.html
http://www.xumuk.ru/encyklopedia/2/4751.html
http://www.xumuk.ru/encyklopedia/2/4751.html
http://www.xumuk.ru/biospravochnik/596.html
http://www.xumuk.ru/biospravochnik/615.html
http://www.xumuk.ru/encyklopedia/401.html
http://www.xumuk.ru/encyklopedia/633.html
http://www.xumuk.ru/encyklopedia/2/3013.html
http://www.xumuk.ru/biospravochnik/244.html
http://www.xumuk.ru/encyklopedia/2/3187.html
http://www.xumuk.ru/encyklopedia/401.html
http://www.xumuk.ru/encyklopedia/633.html
http://www.xumuk.ru/encyklopedia/2/3187.html
http://www.xumuk.ru/encyklopedia/2/5311.html
http://www.xumuk.ru/encyklopedia/2/3187.html
http://www.xumuk.ru/encyklopedia/2/3013.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/biospravochnik/244.html
http://www.xumuk.ru/encyklopedia/2/3022.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/biospravochnik/244.html
http://www.xumuk.ru/encyklopedia/2/3187.html
http://www.xumuk.ru/encyklopedia/401.html
http://www.xumuk.ru/encyklopedia/2/5311.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/biospravochnik/244.html
http://www.xumuk.ru/encyklopedia/2166.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/encyklopedia/2/4864.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/biospravochnik/244.html
http://www.xumuk.ru/encyklopedia/2/3013.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/encyklopedia/2166.html
http://www.xumuk.ru/encyklopedia/2/3022.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/biospravochnik/244.html
http://www.xumuk.ru/encyklopedia/1116.html
http://www.xumuk.ru/encyklopedia/2/3013.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/biospravochnik/244.html
http://www.xumuk.ru/encyklopedia/1213.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/encyklopedia/1116.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/encyklopedia/2/3013.html
http://www.xumuk.ru/encyklopedia/2650.html
http://www.xumuk.ru/encyklopedia/2/4562.html
http://www.xumuk.ru/encyklopedia/2650.html

kyn AT® (cnemoBaTenpHO, OKHCICHHE MOJIEKYIH mupyBata 1o CO, u H,0
naet 15 monekyn AT®). K aToMy KOHUYEeCTBY Hal0 JOOABHTH 2 MOJIEKYJIbI
AT®, obpa3yromuecs npu a3poOHOM rimKonuse, U 6 moiekyn AT®, cun-
TE3UPYIOLINXCS 32 CUYET OKUCICHHUS 2 MOJIEKY] BHEMHUTOXOHIPHAJIBHOTO
HAJTH, xotopble 00pa3yroTcsi IpH OKUCIIEHUH 2 MOJIEKYJI TIIHLEepaIbIeTua-
3-docara B nerupporeHasHoil peakiuu ravkoinza. ClieoBaTeabHO, IPU
pacuieluieHHd B TKaHAX OJHOW MOJIEKYJIBI TJIIOKO3bl MO ypaBHEHHIO
CeH1,06 + 60, — 6CO, + 6H,0 cunresnpyetcsa 38 monekyn AT®D. Heco-
MHEHHO, 4TO B SHEPIeTHYECKOM OTHOIIECHHUH MOJHOE PACLICIUICHHUE IIIFOKO-
351 SBISIETCS O0JIee IPPEKTHUBHBIM MPOIIECCOM, €M aHadPOOHBIN TITUKOIHU3.

HeobxoanmMo oTMeTHTB, YTO 0Opa3oBaBIIMECS B IpoLEcce MpeBparie-
HUS TIunepansaerun-3-gpochara 2 monekynsl HAJIH B mampHeimem npu
OKHCJICHHH MOTYT AaBaTh He 6 Monekyn AT®, a tonbko 4. [leno B Tom, 4T0
caMM MOJIEKYJIbl BHeMUTOXOHApHaibHoro HAJIH He crocoOHBI MPOHHUKATH
4yepe3 MeMOpaHy BHYTpb MUTOXOHJIpHWiH. OIHAKO OTHaBaeMble MMH 3JICK-
TPOHBI MOTYT BKIIIOYaThCS B MUTOXOHJIPHAJBHYIO ILIENb OUOJIOTHYECKOTro
OKHCJICHHS C TIOMOIIBIO TaK Ha3bIBAEMOTO MIUIEpoipochaTHOrO YEeTHOU-
HOTO MexaHu3Mma (puc.).

HAITH A+ 1 HAIL'

\ / Iurosons
IlnronmasMaTiyeckas

rHeposi-3-hocdar-germaporenasa

Jloken- Ivitepost-3-
anetondochar hocar

/

MuToxoHApHAIbHAs

rmuepon-3-goedar-TeTHIpo-
reHasa
Mutoxompus
DAILH DAJL

Puc. I'muniepondochaTHbIN YeTHOUHBIH MEXaHU3M.
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Huronnazmarnyeckuii HAJIH cHauana pearupyer ¢ nuroruiasmarude-
CKUM au-TUApoKcHareToHpochaTtoM, obpasys ruiepoi-3-hpocdar. Peak-
uust katanusupyercst HAJl-3aBucuMoi IUTOIIIa3MaTHYECKOH TIIUIEpOIt-3-
¢docdar-neruaporenasoii:

JHuruapoxcuanerondocdar + HAJIH + H' «» Tmunepon-3-ocdar + HAI'.

O0pazoBaBumiicst riuneposi-3-gocdar JIETko MPOHUKAET Yepe3 MUTO-
XOHJpUAbHYI0 MeMOpaHy. BHyTpH MuTOXOHIpHHU Apyras (MUTOXOHAPH-
anpHas1) rimnepoin-3-gocdar-neruaporenasa ((praBUHOBBIN (QepMeHT) CHO-
Ba OKHCIIIET Tuiepoi-3-gocdar 10 auokcuareToHpochara:

I'munepon-3-dochar + DAl « dAuokcuaneronpocdar + DAIH,.

Boccranosnennsiit  ¢aaBonporenH (depmenT-®AJ[H2) BBoguT Ha
ypoBHe KOQ mnpnoOpeTeHHbIE UM 3JEKTPOHBI B I OHMOJOTHYECKOTO
OKHCIICHUSI ¥ COTPSDKEHHOTO ¢ HUM OKHCIHTEIBHOTO (hochOoprmIMpoBaHus,
a Iuokcuane-ToHdochar BEIXOOUT M3 MUTOXOHIPHHA B IUTOIUIA3MY U MO-
’KeT BHOBBL B3aMMOJICHCTBOBATh ¢ muTomwiazmMarndeckum HAJIH + H'. Ta-
KUM 00pa3oM, mapa 3JeKTPOHOB (M3 OIHOI MONEKyNbl HUTOMIa3MaTHde-
ckoro HAJIH + H"), BBoauMas B JBIXAaTENbHYIO HEMb C HOMOIIBIO IJIHIIE-
posdochaTHOro YSIHOYHOTO MeXaHu3Ma, AaeT He 3, a 2 ATO.

BryTpeHHAS
MHTOXOHAPHANbHASA Marpure
Liroszons MeMOpana MHTONOIULDHH
]
Manar Mazar
HAIU HALL
Maname- Manatse-
friiporenasa THAPOTCHATA ) )
HAIH+H HAJTH « 1 — Hens
nepenoca
Okcanoauerar Okcanoauerar SICKTPOHOB
& [yTamar Unyramar ~
ACTapTaTasMiig-- x AcnaprartaMuuo-
Tpancdiepasa | Tpaticdepasa
P bep / Acnaprar Acnaprar \
/
a-Kerorayrapar == a-Ketorayrapar
A

Puc. Manar-acnaptatHas 4eJlHOYHAasi CUCTeMa Ul MEpPEeHoca BOCCTa-
HaBJIUBAIOLIUX YKBUBAJIEHTOB OT LKUT030JbHOr0 HAJIH B MUTOXOHApUATE-
HBII MaTpHKC.

C 1noOMOIIBI0 JAHHOTO YEIHOYHOI'O MeEXaHW3Ma JIMIIb B CKEJETHBIX
MBIIIIAX U MO3re OCYIIECTBJISETCS MEPEHOC BOCCTAHOBIIEHHBIX SKBUBAJICH-
TOB OT 1IuTo301bHOr0 HAJIH + H's MUTOXOHJIPHH.
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B kieTkax medeHH, MOYEK M cepAua JIEHCTBYeT Oosiee CIIOKHAS Majat-
acrmapTaTHasl 4YeJTHOYHas cucTeMa. JeficTBue Takoro 4eJTHOYHOTO MEXaHU3-
Ma CTAHOBHUTCSI BOBMOXKHBIM OJiarojapsi IpUCyTCTBHIO MalaT/AeruaporeHa-
3Bl U acnapTaTaMuHOTpaHCc(epasbl Kak B IIUTO30JIE, TAK U B MUTOXOHIPHUSX.

YcranoBneHo, uto ot nurozonsHoro HAJIH + H' BoccraHOBIEHHBIE
SKBUBAJICHTHI CHa4aja IMpH y4acTUH (epMEeHTa MajaTAeruAporeHassl nepe-
HOCATCSI Ha IIUTO30JbHBIN okcanoaleTat. B pesynbprate obpa3yercs Manar,
KOTOPBIH C TOMOIIBIO CHCTEMBI, TPAHCHIOPTHPYIOIIEH ANKapOOHOBBIE KHC-
JIOTBI, IPOXOANT Yepe3 BHYTPEHHIOI MEMOpaHy MUTOXOHAPHH B MaTpPHKC.
3mecs Majatr OKHCISEeTCS B OKCaJoaleTaTr, a MaTPUKCHBIN HA,Z[+ BOCCTa-
napmuBaetcs B HAJIH + H, koTopslii MoXeT Temeph IepeaaBaTh CBOU
JJIEKTPOHBI B IIEMb JABIXAaTEIBHBIX (PEPMEHTOB, JIOKAIN30BAHHYIO Ha BHYT-
peHHel MeMOpaHe MUTOXOHIpUH. B cBOIO ouepens 0Opa3oBaBLIMICS OKCa-
Jloanerar B NPUCYTCTBHHM TiyTamara u gepmeHta AcAT Bcrynaer B peak-
M0 TpaHcamMuHHpoBaHus. OOpasyromuecs: acrapaT ¥ o-KETOIJIyTapar ¢
MIOMOIIBIO CHELHUATbHBIX TPAHCIOPTHBIX CHCTEM CHOCOOHBI IPOXOJHUTH
yepe3 MeMOpaHy MHUTOXOHJIpU. TpaHCIOPTUPOBAHKE B IIUTO30JIE€ pereHe-
pUpYET OKCal0aleTaT, YTO BBI3bIBACT K JEHUCTBUIO CIEAYIOIIUN LUKI. B
LIEJIOM MPOLECC BKIIOYACT JIETKOOOPAaTHMBIE PEAKIHUH, MPOUCXOIUT 0e3
MOTPEOICHUS SHEPTUH, «IBIDKYIIEH CHIIO» €To SBIAETCS MOCTOSIHHOE BOC-
cranobieane HAJI™ B murosone rmmepansaerun-3-pocdarom, obpasyio-
mUMCs TIpU KaTtabonm3Mme TIoKo3bl. WTak, ecnn (QyHKIMOHHPYET Majat-
acrapTaTHBI MEXaHW3M, TO B PE3yIbTaTe MOIHOTO OKHCIEHHS OJHOW MO-
JIEKYJIBI TIIFOKO3BI MOXKeET 00pa3oBaThes He 36, a 38 monexyn ATO.

B Tabnuue npuBeneHbl peakiii, B KOTOPBIX IPOUCXOJUT 0Opa3oBaHue
BbICOKOApruueckux (ochaTHBIX CBsi3eil B XoJe KarabojM3Ma TIIOKO3bI, C
ykazaHueM 3(p(eKTUBHOCTH mporiecca B a3pOOHBIX U aHA3POOHBIX YCIOBH-
SIX.
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Ta6nuua 10.1. Odp p cocthaTHbIX cBa3eil B xoae KaTaboauMa
FII0K03bl
N Meero ofpasosaims ATD ‘ucnio ATO,
Mcmﬁ:.;;gucnm Depument (T0YHee, BHICOKOIPIMIECKOMH °§,}"}f§”’f‘;“&"f
CEAH) M COMPIKEHHRIL Tpotiece | = i o
Tinkonuns Inunepaniierui-3- Oxucnenve 2HAJTH B nBi- 6*
Jocdarnerunporenasa | xarenpnoil Lenu
DocormiepaTKi- DocopmposaHne Ha
Haza ypoBHe cyberpata (cyber-
patHoe  ocopuiuposa-
HHE) 2
TlupyBarkunasa To xe 2
Hroro... 10
C yuctom pacxofoBanust AT® B peakumsax, KaTaTH3HPYCMEIX TCKCO-
KuHa3oit 1 docdhodpyKToKuHA3ON -2
HUTtoro... 8

Oxucanrenpuoe | [lupysataernaporena- | Oxkucnenue 2HAJH B gpi-
JekapOoKeHanpo- | 3a (MUPYBATACTHAPO- | XaTCHLHOM e 6
BaHKC IMPOBUIO- | TCHA3HDIH KOMILICKC)
IPaIHON KHCHIOTHI

Hroro... 6

Iluxn numonnoii | Msormirpataeruapore- | Okucnenne 2HAJIH B ani-

KHCIIOTH {LIMKJ | Hasa XaTeNbHON IIeITH 6
Kpebea)
a-Kerornyrapatie-~ To xe 6
THIPOTeHA3a

Cyknunun-KoA-cun- | @ocopwiposanue Ha
Teta3a (CYKIMHATTHO- | YpOBHe cyberpara (cyberpar-

KHHaza) Hoe (ocdopuuponanie) 2
Cykumnataernapore- | Oxkucienue 2 OAIH, B

Haza JBIXaTeJIBHOM  LieTH 4
Matataerinporenasa | Okucaenne 2HAJIH B apixa-

TENILHOM  1lenH 6

Hroro... 24
T

Bcero Ha 1 MOJb TIIOKO3BI B a3pOOHBIX YCJIOBHSIX... % 38 ATD

]

3nayenue u pynxkuuu HTK

1. DOHeprernyeckass TeHepanMsaTOMOB BOJOpOAA sl pabOThI mIbIXa-
TeNbHOM Ienu, a uMeHHo Tpex Mosekynl HAJIH um onHOW MOJEKyJsl
OA/IH,,cunTe3 ogHoit Monekynsl [ TD (sxBuBaneHTHa ATD).

2. Anabonuyeckasi. B I[TK o0pa3ytoTcsi npeniecCTBEHHUK IreMa — CyK-
urHWI-SKOA, KETOKUCIIOTHI, CTIOCOOHBIE MPEBPAIAThCsl B AMUHOKUCIOTBI —
0-KeTOTTyTapaT AJIsl TITyTaMHHOBOM KHCJIOTBI, OKCaJoaleTar Ul acraparu-
HOBOH, JJMMOHHAsI KHCIIOTA, MCIOJb3yeMasi JUIsl CHHTE3a XKUPHBIX KHCIOT,
OKCaJIoaleTaT, UCIOIb3yEMBbIH I CHHTE3a TTIIOKO3BI.
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rmiokoza

KupHbie KCNOTLI
Mupysar AueTnn-SKoA—> xanpccmpun

/

Acnaprar<—— Okcanoauerar Livrpar

a-Ketormytapar — Mnytamar—=FAMK

Cyrumnmnn-SKoA

H-aMM HONeEyNWHOBaA
KMCnoTa Fem

Amnabommueckne peaknun [[TK

Perynsiunst nukina TpuKapOOHOBBIX KHCIIOT
Annocrepuueckas perymsiuus. OepmenTsl, Katanusupytouie 1-to, 3-10
u 4-10 peakuuu L[TK, ABISAIOTCS 4yBCTBHTEIBHBIMHU K aJUIOCTEPHUYECKOMN
perynsaiun MeTaboIUTaMu:

VIHrHOUTOPHI AKTHBaTOPbI
L{utparcuHTasa AT®, uurpar, HAJIH, atmn-SKoA
3onuTpar-aeruporeHasa AT®, HAIH AM®D, AID
o-Kerornyrapar-geruaporenaza |Cykumauin-SKoA, HATH

Perynsnus JOCTYIHOCTBIO OKCalloaleraTa

I'maBHbIM M ocHOBHBEI perynstopoM LITK spmsercs oxcamoanerar, a
TOYHee ero JocTynHocTs. Hamnume oxcasnoarierata BoBiekaeT B L[TK are-
Tii1-SKoA 1 3amyckaet npouecc. OOBIYHO B KJIETKE UMEETCs OallaHC MEXTy
oOpazoBanueM anetmwi-SKoA (U3 TIIIOKO3bI, )KUPHBIX KHCIOT WJIM aMHHO-
KHCJIOT) ¥ KOJIMYECTBOM OKcajoarerara. McTouHHKOM OKcaloarieraTa sB-
JsieTcsl MMpyBar, (00pa3yeMblii U3 TIIIOKO3bI WM aJaHWHA), OJIy4YeHUE U3
acraparnHOBON KHCJIOTHI B pe3yJbTaTe TPaHCAMHHHPOBAHWS WM IHKJIA
AM®-UM®, u takxke moctyiieHHe U3 (GPYKTOBBIX KHCIOT CaMOTO ITHKIIA
(SHTapHOM, 0-KETOTITyTapoBOH, sOJOYHON, JHMOHHOW), KOTOpPBIE MOTYT
o0pa3oBarhCsl MPH KaTaboJIM3Me aMUHOKUCIOT WM MOCTYNaTh U3 IPYTUX

Ipo1ECCOB.
miokoza
1

A\

OO0H €Oz pro AAZYOH COOH
=0 ) Z-o
H3 Mupyeam- Ha
xapbokcunasa OOH
Buomun
Mupysar Oxcanoauerar

Cunres OKcaJjioaleraTta u3 nmupyBara
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Perymsiunst akTHBHOCTH (hepMEHTA MHPYBATKapOOKCHIIA3bl OCYIECTBIIA-
ercst mpu yyactuu anetuin-SKoA. OH siBiseTcs aJUIOCTepUYECKHM aKTHBa-
TOpoM (epMeHTa, U 0e3 Hero NUpyBaTKapOOKCHIIa3a MPaKTUYECKH Heak-
tuBHa. Kornma aumermn-SKoA HakammBaercsi, TO (EepMEHT HayMHAET
paboTaTh M 0Opa3yeTcd OKcaloalleTaT, HO, E€CTECTBEHHO, TOJIBKO IIPH
HaJIMYMY TTHPYBaTa.

Taxoke OONBIIMHCTBO aMHHOKHCIIOT IIPH CBOEM KaTabosin3me criocoOHbI
npeBpamaTbes B Metabomutsl LITK, koTopie manee uayT B OKcajoalerar,
4eM TaKXKe MOJAEPKUBAETCA aKTUBHOCTD LIUKJIA.

Mupysat

ACnapTat . oucancanerar

AcnapariH Uwtpar
MmyTamar
yMapar u-KemornyTapar--— EEE:E:H
/ MponuA
DeHUnanaHuH FAcTHaMH
TUpoarH CyKUpHAN-SKoA
MeTHoHWH
TpeoHWH
BanwH
WaonelumH

[omomuenne myna merabonuroB LITK n3 amuHOKHCTOT
Peakumu monosHEeHUsI IUKJIa HOBBIMU MeTa0OoJIuTaMu (OKcajloaneTar, [UT-
paT, 0-KeTorIyTapaT U T.I) Ha3bIBAIOTCS aHAMJIEPOTUIECKUMU.
Ponb oxcanoarierata B MeTabom3Me

IIpumepoM cCylIeCTBEHHON pOJIM OKcajloaleTaTa CIYXUT aKTUBalus
CHHTE3a KeTOHOBBIX TeJ M KeTOALUA03 IJIa3Mbl KPOBH IIPU HEIOCTATOUHOM
KOJIMUECTBE OKcajoaleTara B Ie4eHH. Takoe cocTosiHie HAOIIaeTcsl Ipu
JIEKOMIICHCAIIUN WHCYJIMH3aBUCUMOTo caxapHoro auabera (CJ] 1 tuma) u
npu ronofgaHud. Ilpyn ykazaHHBIX HapylIEHUSIX B II€UYEHH aKTHUBHPOBAH
TIIpolecc TIIIOKOHEOreHe3a, T.e. 00pa3oBaHus TIIFOKO3bI U3 OKcajloaneTrara u
JpYrux MeTabOoIMTOB, YTO BIEYET 3a CO00I CHIKEHHE KOJIMYECTBAa OKCAllo-
anerata. OJHOBpPEMEHHAsI aKTUBALUsI OKUCIIECHUS KUPHBIX KHCIOT U HAKOII-
nenue anetmi-SKoA 3amyckaer pe3epBHBIN ITyTh YTHIM3ALMH alleTHIbHON
IpyNIbl — CUHTE3 KETOHOBBIX Tel. B opraHusme mpu 3TOM pa3BUBAeTCs
3aKHCIICHNE KPOBH (KETOANHI03) C XapaKTePHOW KIMHUYECKON KapTHHOMN:
cnabocTh, ToJIoBHAs 00Jb, COHJMBOCTh, CHW)KCHHE MBIIIEYHOTO TOHYCA,
TeMIepaTyphl TeJIa ¥ apTepHaIbHOTO TaBICHNUS.
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Fniokoaa Mmiokoaa

HMpHBIE KMCNOTBI HupHbIE KMCNOTH
Mupysar Mupysar ., <
HAL{EIMJ‘I-SKQA wenn e KeToHoBEIE * AueTin-SKoA 3 KeToHoasIe
Tena . Tena
JUPPETRLE ST =
Oxcanoauerar Lurpar Oreanoauerar Liurpar
ks .,
Peawxuin LTK — : Peawxuim LTK H

HopmMankHoe TedeHue peakumii AKTUBALMA FMIOKOHEOrEHesa,
IMUKONKW3a, OKUCNEHWA RXUPHBIX KUCNOT aHannepoTUYeckon peakumun u LITK.
W LUTK AKTUBALMA CUHTE3a KETOHOBbLIX Ten

Wsmenenne ckopoctu peakuui LITK v npuyunHbl HaKOIUIEHHUS KETOHO-
BBIX T€JI IPH HEKOTOPBIX COCTOSHUSX.

OnwucaHHBIH CrI0CO0 PeryJssilyy MPH y4acTHH OKCaoaleTaTa sBISeTCs
WLUTIOCTpaIed K kpacuBoi (opmyiaupoBke "JKupbl cropaioT B IUIAMCHU
yraeBonoB". B Hell moapa3ymMmeBaercs, 4TO "IMJIaMEHb CrOpaHus" TIIOKO3BI
IIPUBOJAUT K TOSBJICHUIO MHPYyBaTa, a MUPYyBaT MPeBpaliaeTcs He TOJIBKO B
auetnin-SKoA, Ho u B okcanoauerar. Hamuuue okcanoanerara rapaHTHpYyeT
BKIIOUCHHE alleTHIBHOW IPYIIBI, 00pa3yeMoil W3 KHUPHBIX KUCIOT B BUAE
anetmii-SKoA, B epByro peaxmmto [[TK.

B ciydae macmrabHOTO "cropaHus" >KHPHBIX KHCIOT, KOTOpOE HAOII0-
JaeTcs B MbIINAx Mmpu Gu3ndeckold paboTe M B MEUSHH IIPH TOJOAAHUH,
ckopocTh mocTyruieHus aneTmi-SKoA B peaknuu L[TK Oyzer Hampsmyro
3aBHCETH OT KOJIMYECTBA OKcajoareraTa (MM OKUCICHHON TIIIOKO3BI).

Ecmun konmugecTBO oOKcajoareraTa B TeHaTOIMTE HEAOCTaTOYHO (HET
TJIFOKO3bI MJIM OHAa HE OKHCISeTcs A0 IHpyBaTa), TO aleTHIbHAs Ipymia
OylneT yXOAWTh Ha CHHTE3 KETOHOBBIX Tel. Takoe NpPOMCXOTUT TpH
JUINTENIFHOM TOJIOJITAHUM U caxapHOM auabdere 1 Tuma.
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CocraBurenu
Moanyonas Onbra BranumupoBHa
Kosanesa Hpuna Bnagumuposna

MoxoBa Enena BinagumupoBHa
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