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[Mpn rnuMkonunae NMPoOBUHOrpagHasi KUCnoTa BOCCTaHaBNMBAETCS U NpeBpaLlaeTc
B MOJIOYHYIO KUCIOTY — KOHEYHbIN NMPOoaYyKT aHadpobHOro obmMeHa, a B criyvyae xe
a9pobHOro oKMcNeHMs rmko3bl 06pasoBaBLLAsACA NMPOBUHOrPagHas KMcrnoTta noa-
BEPraeTcsl OKUCNUTENBbHOMY AekapboKcMnmMpoBaHuio ¢ nocrneayowmmMm obpasoBaHnem
B aueTun-KoA n CO,

2 Jtan. OkucneHue nupyBaTta Ao auetun-KoA (okucnurtenbHoe
AeKapobokcunupoBaHne NMPOBUHOrpPaaHOU KUCIOTbI)

[aHHbIN npouecc KatannampyeTca MyJisTUPEPMEHTHON CUCTEMOW U MPOTEKAET B
HEeCKOSbKO CTagumn, B KOTOPbIX MPUHMMAET ydacTue Tpmn doepmMmeHTa( nupyBataerngpo-
reHasa, nunoaueTtun-TpaHcdepasa, gurnapo-nunoauveTungerngporeHasa) n naTb Ko-
depmenToB ( HAL, AL, TnammHandocdat, amug nmunoeBon KUCOTbl U KO3H3UM A).

CymMMapHoO:

MAr 5

CO
2 Mupysart < 2 CH,CO~SKoA

HAL HALH,



CH3 TOo CH3
C=0 = \ C=0
. ‘ NK S
COOH L ~ SKA
nupysart (MBK)
HS-KoA Auetnn-KoA
NAD: GAL; "
LIUTOXPOMbI co,
dEPMEHTDI +
[IBRSAT 3 ATO
KOMMJiekca
+
E, E,E,

H,O




S
H, N
H,C —CH~-CH,~CH,~CH;CH,— NH, unu / JIK
S

S S

2 2

| |
C C
7N\ o\
CH -(CH,),-CO -E H,C
S

P
S—

S

H CH -(CH,),-CO -E

S

OkucneHHasi popma BocctaHoBneHHasa popma



/ ‘ —CH,—N*
___CH,—CH,—O- -O-
0 B
T B.-TamuH
[TlaHTOTEHOBAA KMcnoTta
= (BnT. B3)
0 Q QH CH,
HS—(CH2)2_NH L -(CHZ)Z-NH -C-CH -?-CHZ—O O @ —® NH

CH, CH2- o
3’-tpocdoaneHO3nH-

5-gudocpar ——

(P—o OH




[NepBas cTagusa katanusnpyetcsa nupyeaTaernaporeHason (E. ), kodbepmeHTom
cnyxut TOP. B pesynsrare 4aHHOW peakumn NpoMcxoauT oTLUenneHne 002 n n3
nupyBaTa obpasyeTcst OKCUaTUNbLHOE nponssogHoe TOD , nnm «akTUBHbIN

auetanbaerng»:
CH, Cle
I
Cc=0 +E,-TAO D H-C-TO®-E, + CO,
| |
COOH OH
[Mnpysar «AKTUBHbIN aueTanbaerng»

Ha BTOpou cTtagum npouecca okcuatunbHas rpynna komnnekca k. -TAP-CHOH-CH,
NepeHoOCUTCsl Ha aMmua NMNOEeBOW KNCIOThI, KOTOPLIA B CBOK OYepenb CBsI3aH C
bepmeHTOM nunoaraueTun-TpaHcgepason (E,). Obpasyetcs auetun, CBA3aHHbIN C
BOCCTaHOBJIEHHOW hbOpMOM ammaa NMNOEBOWN KNCIOThI, 1 OCBODOXOAET TI'ICD-E1:
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KAKTUBHbBIN AmMug NUNoeBown KNCNOT
auetanbaermg»  (OkucneHHasi gpopma)

B TpeTben ctagumn aueTtun-nunoat (CBA3aHHbIM C PEePMEHTLIM KOMMSIEKCOM) B3aUMO-
OEeNCTBYET C KO3H3MMOM A. Peakuns katanmaupyetca doepMeHToOM OUruaposiMnonsi-
TpaHcaueTunason (E,). Obpasyetcs auetnn-KoA, koTopbln otaensercs ot dep-
MEHTHOro KommnJsiekca:

HS
Auetun-nunoar

H,C-C-S—JIK-E, + HSKoA=l HS

\J'IK-E +  CH3CO—S~KoA
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AmMuna NMNoeBon KNCMOoThbI
(BOoccTaHoBneHHas popma)

Auetun-KoA



Ha yeTBepTon ctagum nponcxoanT OKUCIIEHNE BOCCTAHOBITIEHHOM NUMOEBON KUCIIOThI
0o ee gucynbdunaHon goopmbl. Peakumns katanmanpyetca pepmMeHToM guruapo-

nunoungernaporeHason (E,), kotopasi cogepxut kopepmeHT ALl cnocobHbIN k
BOCCTaAHOBJIEHMIO :
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AMuUa NMNoeBon KNCMOThbI AMuUa NMNoeBon KNCNOT
(BoccTaHoBNeHHas doopma) (okncneHHas doopma)

HakoHeu, Ha naTon cTagun E3-CI>A,EI,H2 peokucnsaerca 3a cdet HALL. B pesynbrarte
peakuun pereHMpupyeT okucneHHas opma E,-OA[l n obpasyercs HALH,,:
E,-OAOH, + HAQ—— E_-©AL + HAOH,
B uenom npouecc oKUCMTENBHOIo AeKkapoboKCMnMpoBaHns NMPOBUHOIpPagHOW KNCKIO-
Tbl MOXET ObITb NPeAcTaBliEH B BUAE CIeAYOLEN CXEMbI:
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Ob6pa3soBaBLUNNCS B MPOLIECCE OKUCIUTENBHOrO AekapbokcunmpoBaHus auetTnn-KoA
noaBepraeTcs AanblUe OKUCIIEHUIO C 0bpa3oBaHMEM B KOHEYHOM CYETE 002 n HZO.
NHbIMK crioBamu, NonHoe okucneHne auetun-KoA npomcxoauT B LMKNE TPMKapPOOHOBLIX
Kncnot unu unkne Kpebca. 3ToT NpoLece Tak Xe, Kak U OKUCITUTENbHOE Aekapbokcunum-
poBaHWe NupysaTa, NPONUCXOAUT B MUTOXOHOPUSAX KIETOK.

Bce a3t doepMeHTbI U KOOEPMEHTbI CTPYKTYPHO OpraHM3oBaHbl B eANHbIN KOMMJIEKC,
brnarogaps YemMy NPOCTETUYECKMNE TPYMMbl CONMMKEHLI, N MPOMEXYTOYHbIE NPOAYKTbI
peakuum BbICTPO B3aUMOLEUCTBYIOT ApYyr C ApYroM. Ecnu 6kl 3TK KpynHbIE PEPMEHTHbIE
MONeKyrnbl Oblfn pa3obLleHbl 1 cBOOOAHO Nepemellanncb, To UM Obl NPULLISIOCH B
npouecce anddysnm npeoaorieBatb HemMarble PpacCTOAHUA.

CnefnyeT OTMETUTL, YTO 3TOT NpPoLECC HeoDpaTUM, perynupyetcsa cneayrowmm obpa-
30M: Koraa KoHueHTpaumsa ATO B MUTOXOHAPUAX BEMNUKA U JOCTaTOMHA KOHLEHTpaums
auetun-KoA, obpasoBaHune auetnn-KoA npmocrtaHaBnmBaeTcs :

ATO
AktuBHas MNAr
(aedopmMmmnpos.)
docdartasa KuHasa
nar Ca*" HAOH, A
Mg++
H O HeaktuBnaga MNAr Add

(hocdopunuposaH.)



NTak, obpasoBaBLUMNCA B pe3ynbraTe OKUCNUTENBHOIO AekapboKCcMnmupoBaHus
nupyBata auetur-KoA Bctynaet B uukn Kpebca. [laHHbIN LMKIT cocTonT 13 8 nocrie-
OoBaTesibHbIX peakumn. HaumHaeTcs uukn ¢ koHgeHcaummn auetun-KoA ¢ okcaro-
auertaTtom n obpasoBaHNA IMMOHHOW KUCIOThI. 3aTeM JIMMOHHas KACMNOoTa NyTem psaa
aernapvpoBaHiin U aekapbokcunupoBaHuUn TepSET ABa YrIiepoaHbIX aToMa U CHOBa B
uukne Kpebca noasnserca okcanoauerar, T.e. B pe3yrnbrare nosHoro obopora
LUukna monekyna auetun-KoA cropaet oo CO2 n HZO, a Morekyra okcanoawerara
pereHnpuryeTcs.
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B nepBon peakuuu, katanmampyemomn qoepmMeHToOM LUTPaT-CUHTA30M, MPOUCXOaNT
KoHOaeHcauus auetun-KoA ¢ okcanoauetatom. B pesynsrate obpasyeTrcs NMMMOHHas
Kucrora :

oy COOH
H,O |
] 2 CH
C=0 \ |2
CH3-CO~SKoA :
T e, COH  + HS-KoA
COOH CH,
AueTtnn-KoA okcarnoavuertaTt C|3 OOH

JInmoHHasa kucnota

[To-Buanmomy, B npoLecce JaHHOM peakumnn B KadecTBe NPOMEXYTOYHOro NpoayKTa
obpasyeTtcs cBA3aHHbIN ¢ dbepMeHTOM UnTpun-KoA. 3aTtem nocnegHuin camonpouns-
BOJSIbHO 1 HEODOpAaTUMO rMaponmayetcda ¢ obpasoBaHuemM untpuna n HS-KoA.



Bo BTOpOu peakunun umkna obpasoBaBLLasca NMMMOHHAsA KACNOTa nogBepraeTcd
gernapatnpoBaHunio ¢ obpasoBaHUEM LIMC-aKOHUTOBOM KUCNOTLI. [locrnegHas, npu-
COeQUHAS MOSIEKYSY BOAbI, NePexXoanT B U30SIMMOHHYIO KUCIOTY. KaTtanmanpyert atu
obpatumble peakuun rngpataumn-gerngpataumm depMeHT akoHuUTasa :
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Linc-akoHnToBaga kucnora
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B Tpetben peakumun, Kotopas , BO-BUAMMOMY, ABAETCSH IMMUTUPYIOLLIEN peaKumen
uukna Kpebca, npoucxoanT gernapuposaHme N3ofiMMOHHOW KNCNOTbI B MPUCYTCTBUN
HALl-3aBncumon naoumntpargernaporeHasbi :

COOH COOH
I I
C|H2 N3ouuTtparge- C|H2
H-C-COOH + HAQN CH, + HAOH, + CO,
| rmgporeHasa |
ik
COOH COOH
N3o-nMmoHHaga O-KeTornytaposas
Kncrnora Kncnorta

3aMeTnM, YTO B Xo4e nsouutTpataerngporeHasHoOn peakumm nponcxoauT Takke
npouecc aekapbokcunupoBaHusi, HAl-3aBncumas nsoumtpatoerngporeHasa siBnseTcs
annocTepuyecknm doepMeHTOM, KOTOPOMY B Ka4yecTBe crneundunyeckoro aktmeaTopa
Heobxoaum ALP. Kpome Toro, dbepMeHT ans NpossBNEHUSI CBOEN aKTUBHOCTU HYX-
naetcs B noHax Mg*™ unm Mn™*.



B ueTBepTOM peakumm NnponcxoauT OKUCIUTENBHOE AeKapboKkcunmpoBaHue
Q-KETOornyTapoBon KUCNOTbI A0 CyKUnMHUN-KoA. MexaHu3m 3Ton peakunm CXOOeH C
peakuuen OKUCIUTENbHOIo AekapbokcunupoBaHmna nupyBarta go auetun-KoA.
Anbda-keTornytapataermaporeHasHboli KOMMNieke HanoMMHAET NO CBOEN CTPYKTYpe
nupysatagerngporeHasHbln komnrekc. Kak B TOM, Tak U B 9TOM Crlyvyae B Xoae

peakumn NpuMHUMaeT y4actne nNATb KodpepmeHToB: TIP, ammg NnMNoeBon KUCOTHI,
HS-KoA, A0 n HAL™ :
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B narton peakuum cykunHun-KoA npu ydactum [ T® n HeopraHmndeckoro pocdara
npeBpaLllaeTcd B sHTapHyto kucnoty. OgHoBpeMEHHO NponcxoauT obpasoBaHue
BblCOKO3prmnyeckom cesiam [ TO 3a cHET BbICOKOIPrMyeCcKon TMOI(UPHON CBS3N
cykunHun-KoA. CybcTtpaTHoe dhochopunnpoBaHme Katannampyetcs doepMeHToM
cyKkunHun-KoA-cuHTeTason :
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CH2 [ 2
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