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NCTOYHHUKHN ALIETHNJI-KoA= ocHOoBHOTO cyOcTpara nukina Kpeodca
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[TpenMyIIeCTBEHHBIM UCTOYHUKOM aleTHI-SKoA sABIsSETCA: nuposunozpadnas Kucioma
(I1BK, nupysBar).

[IBK — TUnU4YHBIA y3710BOM META00IUT,; 00pA3yIONICHCS U3 YIJIEBOJIOBy AMUHOKHUCIIOT U,
YaCTUYHO, U3 JIUIIUIOB.
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KOoas3um A

AneTnia=k03H3uMA (arn=SKoA) — 3T0 KOMILIEKC alleTHILHOTO OCTaTKa M
cBOOOHOTO KOhepMeHTa A.




[IpeBpamienue nupyBara B aleTUiI=KoOA OCYIIECTBISIETCS B XOJIE
OKHUCJIUTEIBHOIO JEKapOOKCHUIIMPOBAHUS

IIAPYBATIACTHUIPOICHAZHBIM KOMIIJIICKCOM»

0, OH H-S-CoA Cf), A
' |

G B
(I;=0 e o » CH.-C-S-CoA

,| 4 Y auetnn-KoA
CH; NAD NADH,

nupyBsar

[IpoucxoauT B MaTpUKCEe MUTOXOHIPUM



Ctpoenune NAr

DepMeHT KodakrTopsi BuraMuHbI PyHKUUA
1. HI/lpyBaT - H-TM® B, aekapbokcrnmpoBaHue
nupyearta
AeruaporeHasa

2. JInruapoanmoni /S Jlunoesas | -NepeHoC Bogopoaa u
NnA | KHCJIOTa auetuna

alcCTnJI- \'S

TpaHchepasa HS-KoA B, -nepeHoc aueTtuna

3.I[I/IFI/IIlpOJII/IHOI/IJI- DAJL B2 -NnepeHoC Bogopoaa

HAJL B, -nepeHocC
ACTHAPOTCHA3A BOCCTaHOBUTESTbHbIX

9KBMBAIeHTOB B
OblXaTenbHYy LUenb
MUTOXOHOPWUN

B cocTaB KOMIUIEKCa BXOIAT peryasTopHble cyobeaunuiei:s IIPOTCHMHKMHA3A u
bochomorermadocdaraza.




Auervn  ——» Lmkn Kpeoca

&

us Tl ot e
ACH.CO-S <% P SN
CcO,¢ /A TN\

F Sy / . l_;
P OH > y I
Mupyear » |

[\TPP cp- cP\ Nmnoarsinuan |
DOKOEB3A LN “

\ ‘ =
() rTIpyBaTAeMaApOreHa’a ."‘\-\__; r
) AMrMaposmMNoM e THMII- ",.—S
Tparchepaaa s
() mArnapo IMmor N Acr MAPoraHasa

CH

é 30 i (|3H3 /SH
= e + JIK

| Sl = O RNeA ~SH

COOH

SH E; S

SH s
®AJIH, + HAJl > ©QA]l + HAJH,

TPpaHCIHIPOICHa3a

+ ®AIH,




IIpoaykrsl mojsHoro okucjaeHus I11BK ¢

yuactuem 11J1K:
CO,
(|?H3 /
(=10 > HAJIH,

|
COOH

0=C~SKoA



PEI'VJIALMA AKTUBHOCTU ITMPYBATAEI'MIPOI'EHA3HOI'O KOMIIIEKCA
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[{uky1 TpUKapOOHOBBIX KMCJIOT, LMKJI Kpedca, MUK JUMOHHOW KUCIOThly IIUTPATHBIM
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OBPA3OBAHMUE LIUTPATA

H,0O HS-KoA -
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S-HoA H,C—COOH  Wmpar-curass Hoc|:—coor+
H,C—COOH
AuetTun-KoA Oxcanocayerar Lnrpar

B peakiuu oOpazoBaHus UTpaTa YIJIEPOJHBIA aTOM METHJILHOW Tpymnbl aneTui=KoA
CBS3BIBACTCS C KAPOOHWJIBHOM TPYIIIIONW OKCAIOAleTaTa; OJJHOBPEMEHHO PACIIEIISETCS
THOA(HUPHAS CBSI3b U 0CBOOOXKIaeTcs kodH3MM A. Karamm3upyeTr peakiuio IUTpaTCHHTa3a,
(epMEHT, JIOKaJTN30BaHHBIN B MAaTPUKCE MUTOXOH]IPHiia



INPEBPAILIEHUE IIUTPATA B U3OLIUTPAT

COOH COOH
(l:HQ (|3H2

HO <'3 COOH = — I—COOH
C—H AKOHMTA3A | é -
Cl)OOH COOH
Lnrpar ViaoumTpar

DepMEHT, KATAIU3UPYIOLIUKA 3Ty PEAKIINI0, Ha3BaH AKOHUTA30U 110 MPOMEKYTOUHOMY
MPOAYKTY, LIMC=aKOHUTOBOUW KHUCJIOTE, KOTOPas MPEAINOI0KUTEIBHO 00pa3yeTcsa B peakiiui. B
pe3ysibTaTe peakuuu npoucxoaut B3aumornepemenenne H 1 OH B Mosiekyne nurpara.



OKHUCINTEJBHOE AEKAPBOKCUW/INPOBAHUE U3OIIUTPATA
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HO = (C—H C=0

COOH COOH

VaoumTpar u-Ketornyrapar

Nzommmonnas kuciiora (M30LIUTPAT) nerunpupyercst B npucyrctBun HAJ[-3aBucumott
M30LUTPATAECTUAPOreHa3bla B X0/1€ N30UUTPATAECTUAPOTCHA3HOW PEAKIIMU U30JMMOHHAsT KUCI0Ta
OJHOBPEMEHHO JeKapOoKcuaupyeTcsi. B pe3ynbrare aeicTBus 3TOro epMeHTa Ha U30LUTpaAT oOpasyercs
O=KETOIITyTapaTs

Peakmus, karanmmsupyemas NAD-3aBucuMoil H30MTpaTACTHAPOTeHA30H, = caMasi MEAJICHHAS PEaKIIHsI
HUTPATHOIO LMKJIA, JUMUTUPYET CKOpocTh 1nukia Kpedca. HAJ[=-3aBucumas uzouuTparaeruiporeHasa

ABJISIETCSl  AJUIOCTEPUYECKUM (PEPMEHTOM, KOTOPOMY B KauecTBE akTuBaropa Heooxomum AJ[D.



OKHNCIIMTEJIbHOE JEKAPBOKCUJIIMPOBAHUE o =KETOIJIYTAPATA
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O=KETOITyTapar IMOJABEPracTcs OKUCIUTEIBHOMY JACKapOOKCHIIMPOBAHUIO C 0Opa30BaHHUEM B
KaueCTBe KOHEYHBIX MPpoaykToB cyknuHmiI=-KoA, CO2 u NADH+ H+. Peakiuio
KaTaJUu3UPYyeT O=KETOTTyTapaTACTHIPOTCHA3HBIN KOMILJIEKCy KOTOPBIA CXOICH C
nupyBataeruaporenasasiM komiuiekcom (I1/1K). Coctout u3z 3 dpepmeHTOB: 0=
KeTOTITyTapaTaeKapOOKCHIIa3bly JUTHIAPOIUIIOUITPAHCCYKITMHIIIA3EI U
TUTHIPOIIUIIOWIACTHAPOTCHA3bl B 9 KopepMeHTOB: THaMHHAH(OCHAT, KoPepMEeHT A,
nmunoesas kuciiotra, NAD+ u FAD. B otmuun or ITJIK - T0, 4TO OHAa HE UMEET CIIOKHOTO
MEXaHu3Ma peryisiinm, kakoi xapakrepeH ais [IJ[K= oTCyTCTBYIOT peryasiTOpHble CyObeIUHUIIbI.



[NPEBPAIIIEHUE CYKIIMHNJI-KoA B CYKIIMHAT

COOH COOH
CHjy CH,
¢+ d + P - t D+ HS-KoA
C“O? CyKuMHaTTHOKMHa3a ¢H2
C¢ S-HoA COOH
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CVRQHHM:V K:A

CykimHmi=-KoA = BBICOKOAHEPIreTUUECKOE COCIMHEHNE. B MUTOXOHAPUSAX pa3pbiB THOAPUPHOUI
CBsi3M CyKIMHMI-KOA conpsbkéH ¢ peakiueii ¢pochopunupoBanus ryaHosudaudocdara ([71D)
1o ryanosuaTpudocdara (I'TD). DTy conpsmkEHHYIO PEaKIUIO KaTalu3upyeT
CYKIIMHATTHOKKHAa3a. O0pa3oBaHue BLICOKOHEPreTHuecko (hocho=aHTuapUuIHON CBSI3HU 3a

cuét sHepruu cyocrpara (cykunaun-KoA) - npumep CY OcTpaTHOro

QOCQOQMHMQOBaH nUsA.




JIETUAPUPOBAHUE CYKIIMHATA

COOH SRR vl COOH
é]H
|

|
TH: \._/
= -

CH.. Cykumnargernaporexasa HC

COOH COOH

Cykuyumar Oymapar

CyknuHar mpeBparniaercs B pymapar moj IelCTBHEM CYKIIMHATIACTHAPOTCHA3bl. JTOT (DEPMEHT
- (pmaBompOTENH, MOJIEKYJA KOTOPOTO COAEPKUT MpouHOo cBsizaHHbIM kodepmenT FAD.
CyKIMHAT JETHAPOTEeHa3a MPOYHO CBSI3aHA C BHYTPEHHEW MHUTOXOHIPHATHHON MEMOpPaHOM!.
Ona cocrout u3 2 cyObeIuHUIl, ofHa u3 KoTophix cBs3aHa ¢ FAD.



OBPA3OBAHUE MAJIATA 13 OYMAPATA
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Oymapasa

Oymapar L-manar

OO6Opa3oBaHue MajaTa MPOUCXOAUT MPHU y4acTUH (pepmMeHTa Ppymapasbl, pacloj0KEHHOM B
MaTpUKCe MUTOXOHAPHUH. DyMapa3y OTHOCAT K (hepMeHTaM ¢ aOCOIIOTHOM CyOCcTpaTHOM
CcHenU(PUUHOCTHIO: OHA KaTallM3UpPyeT TUapaTalyio TOJbKO TpaHc=(popMbl (ymapara



HNETUJIPUPOBAHUE MAJIATA

COOH COOH
HO—C—H , C=0 |
+ HAL < — + HAIJH+ H
H—C—H Manataernaporesasa CH,
COOH COOH
L- manar Oxcanoauerar

B 3aximi0unTeIbHON CTaAuM IUTPATHOIO IKKJIA MallaT ACTHAPUPYETCS ¢ 00pa3oBaHUEM
okcajoarnerara. Peaknuio karanusupyeT NAD=-3aBrcrMas MamaTaeruaporeHasa,
COICPIKAIAICS B MAaTPUKCE MUTOXOHIPHHa



['nasHbie perynaropHbie dhakropbl LUTK
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kucnopop (p02) | cootHowenwe [ATOJ[AAO] [cooTHoweHMe [HAR]HADH | [KOHLieHTpaL1 MeTabonuToB |

LUTPATCUHTA3A:
AKTuBaropsi:
+oKcanoauerar M3IOLWIMTPATOAErMAPOrEHA3A:
HUHrnburopsi NIunmutupyrowmn chepmeHT!

AKkTuBaropsl
+U3oumTtpart (Nonox. KooneparTuBHoCTb
+HA[Ll (nonoxx. KooneparuBHOCTD)
+A0P (annocTt. aKkTuBartop)

HAHrnburopsi:

-CykumHun-KoA
-HAQH (oTpuu.KOONEepaTUBHOCTD)

-Mpou3BogHbIe XXUPHLIX KUCINOT
-HAH2

-CykumnHun-KoA

-AT® (annocr)

aKETOIMrMNMYTAPATOErMOPOIrEHA3A: i
HWHrnburopsbi:

-CykumHun-KoA

-HAOQH

_=-AT® (annocr.) )
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OHEPI'ETUYECKA OYHKINA LHTK

n3ounNTpar
HALO+
HAOH +H+

unTpar a-Kerornayrapar

3 HAOH+H+ HALO+
DPOAONH2 HAOH +H+
OKcCcajsioaluerar Pos yl‘-u””””-l{ oA
A AJHAOH+H+ T & roo+Pl
HAO+ =ATOD rmte
Mariar DA WMI’H&T

pymapar

SNEKTROHTPAHCIMOPTHAS LIENb
, 1HA| 1+=3 AT®

OHz=2 AT®

1 AT® (r'To)+ 11 ATo=12 ATOD




