METABOJIU3M YIJIEBO/IOB

(IIpomoJrixkeHnue)



CruproBoe OpokeHue

CanuproBoe OpoxeHue oCyIeCTBJIsACTCSH TakK
HA3bLIBACMbIMHU IPOKKENOAO0OHBIMU OPraHU3MaMM, a
TaKKe HEKOTOPbIMH IJIECHEBLIMHU I'PUOKaAMMU.

CyMMapHy0 peakuui0 CIIHUPTOBOI0 OPOKEHUS MOKHO
N300pa3uTh CJACTYIOUIMM 00pa3oMm:

CH,O0 —2C,HOH +2CO,

IVNIIOKO3a ITAHOJI



MexaHu3M  peakluu CIIMPTOBOIO OpoxeHus
ype3BbIYAMHO OHM30K K [NIHKOJAU3Y. PacxoxaeHue
HAYMHAETCH JMIIb 0CJIe 3Tana 00pa3oBaHus NUPyBaTA.

IIpy mIMKo/M3e NUPYBAT NPH y4YacTuum ¢epMeHTA
JUII' m xodpepmenta HAJIH BoccraHaBauBaercs B
JAAKmam.

IIpy cnUMpTOBOM OpOKEHHH 3ITOT KOHEYHBLIM JTal
3aMeHeH  JIBYMSI  JAPYIUMH (pepMEeHTATUBHBIMHA
peakuusaAMHA - NMPYBATAECKAPOOKCUIAZHOA /|
AJIKOT0JbACTHIPOreHAZHOM.




JakrTaraeruaporenasa MoJjiouHast
lnmkonn3: mnUapyBar > CHCIOTA

/—x (J1akTar)

HAJH + H” HAI"

CouproBoe OpokeHue:

CO, /O
CH,—CO—COOH ak GHa—C—H
Mupyear Mupyearpexkapbokcunaaa, Auetansgerum,
TNd, Mg™
CHga—C-H + HAOH+H == > CH,—CH,OH + HAL’

" AnkoronsferuaporeHasa

O

Auertanbaerup 9TaHon



Takum o0pasom, KOHEYHBIMH HPOAYKTAMH
COIMPTOBOIO Opo:xkeHuss ABJAWTCH 3T1aHoa u CO
2, a He MOJIOYHAA KHUCJI0TA, KAK NPH INIMKOJIU3E.

CylecrBylOT M JApyrde BHAbI OpPO:KeHHMSA, KOHCYHBIMH
NPOAYKTAMH KOTOPBIX MOIYT SABJATHCH NMPOIHOHOBAaA,
MaC/JIAHAf W HAHTApHafdA KHCJIOTHI, a TaKXKe JIpyrue
COCITMHECHMUS.



LMK TPUKAPOOHOBBIX KHUCJIOT
= UKJI KpeOca

= IAKJI IJAMOHHOU KHMCJIOTHI

= HATPATHBLIN IAKJI

UK TPUKAPOOHOBLIX KHCJIOT BIEPBbIe ObLI OTKPLIT
AHIIIMIUCKUM OnoxuMukoMm I, Kpedcom

3a 310 BBIZaWOINEecss OTKpbITHE I. Kpedc moayuma
HoOesneBckyro mnpemuro B 1953 . (coBmectHo ¢ D.
JInnmmManom).

IukJa TPUKAPOOHOBBIX KHCJOT 4YacTO HAa3bIBAIOT €r0
nMeneM — nukJ Kpeoca 6



MUKJI Kpe0ca — o0 uun KOHCUHBIN yTh
OKMCJICHMS aleTWIbHBIX rpynn (B Bujae ameru-KoA), B
KOTOpbI€ MpeBpallaercd B IIpouecce Karadoau3Ma
00J1bIIAA 4YACTh OPraHUHYEeCKHUX MOJIEKYJ, HIPAILIMX
POJIb «KJETOYHOI0 TOILUIMBA»: YIJIEBOAOB, KUPHBIX
KHCJOT U AMUHOKHCJIOT.



OoOpaszoBaBmiMiicas B pe3yjabTrare OKHCJIAMTEIbLHOIO
NeKAapOOKCHJIMPOBAHMA MNHPYBATA B MHTOXOHAPHUSIX
aneTu1-KoA Bcrynaer B nukia Kpeoca.

JIaHHBIA IUKJ MPOMCXOAUT B MATPUKCE MATOXOHAPUHU H
COCTOMT M3 60CbMU MOCJACA0BATCIbHBIX PeaKIUH



HaynmHaeTcs NIHKJI ¢ NOpUCOeTUHEHMA aneTua-KoA
K OKcajioanerary 4 00pa3oBaHMA JHUMOHHOM KHMCJIOTbI
(muTpara).

3areM  JHMOHHAA  KHCJ0TAa  (IIECTUYIJIEPOAHOE
coeITUHEHHE) IyTeM psaaa HeruApupoOBaHMIA
(oTHSITHE BOAOPOAA) M [ABYX [JAeKAPOOKCHIMPOBAHMIA
(ormeruienne CO,) TepsieT ABa YINIEPOAHBIX aToMa W
cHOoBa B mukJje Kpedca npeBpaimaercsa B oKcajoanerar
(4eThIpexyriiepoaHoe CoeAMHEeHHe), T.e. B Ppe3yJabrare
[IOJIHOI0 000poTa HHMKJIA OdHA MOoJIeKyJa auneTwi-KoA
cropaer 10 CO, n H,,



llepBasi peakiusi KarajJusupyercsa (GpepMeHTOM mUTpar-
CMHTA30M, IPHU 3TOM aleTHJbHAA rpynma aneTtui-KoA
KOHACHCHPYETCH € OKCAJI0AleTATOM, B pe3yjbrare 4ero
oOpa3yercs JUMOHHAA KUCJI0TA:

H.O HS-KoA
CHj O=C—COOQOH CHy—COOH
g5 ¥ ) e W - I
Cg-HoA HQC—COOH LMTpar-cunTasa HOC—COOQOH

|

Auetun-KoA Okcanoauerar LiuTpar
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B pe3yabrare BIOPOM peakluu _ 00pa3oBaBHIASICA

JJUMOHHASl KHCJIOTA NMOABEPraercst AeruJiparTupoBaHUIO C
00pa3oBaHUEM UUC-AKOHUTOBOM KHCJIOTbI, KOTOpas,

IPUCOETUHAS MOJIEKYJIY BO/IbI, [HePeXoauT B
U30JTUMOHHYI0 KHCJIO0TY (M30LUTPAT).

DepMEeHT — AKOHUTATIHApPaTa3a (AKOHUTA3a).

COOQOH COOH ?OOH
H.O H,O
CHo /( CHo \ ?HQ

HO —C—COOH = \ = ]C—-COOH — / - H——i—COOH
H (e HO —(—
C—H Ho | CH o I H
COOH i L ¢ e COOH AKOHMTaT-ruapaTasa COOH

Uutpar uMuC-AHOHUTAT MNaouuTtpar



Tperbsl peaknusi JUMHTHPYET CKOpocTh HukJaa Kpeodca.
N30/ 1MMOHHASA KHCJI0TA JerHApUpyeTcd B NPUCYTCTBUH
HA/I-3aBUCMMOM H30HUTPATACTHAPOreHA3bI

(I300H (fOOH
¢ . CcO

Waouutpargeruaporedasa '
HO—C—H C=0

. |
COOH COOH

WaouuTpar a-KeTtorayrtapar



YUerBepras peakuus — OKHCJIAUTEIbHOE deKApPOOKCHJIH-
POBaHHE O-KETOIVIYyTAPOBOM KHCJOTHI ¢ 00pa3oBaHUEM
BBICOKOOHEPIreTHYECKOI0 COCAMHECHUS CYKIIMHMI-KOA.

C%OOH COOH
HS-KoA HAL' '

CHo \ \ HM,_!H o ZCO’ CHy

CHo ——— CHy

| a-KeTornyrapatgervaporeHasnblii KoMnaexc | O

<‘3=0 C A S-HoA

COOH

a-KeTornyrapar Cykuruun-KoA



Ilarass peakuus — CyKIMHUI-KoA npu yyactun I'TD u
HeOpraHu4veckoro ¢gocdara npeBpamaerca B AHTAPHYIO
KHUCJI0TY (CYKIMHAT).

OnHOBpeMEHHO NPOUCXOAUT 00pa30BaHHUE BbLICOKOIPIH-
YeCKOU (pocharHOM CBSI3H I'TO 32 cuer
BbICOKOAPIHYeCKOM THOI(PHUPHOMN CBA3M CYKIIMHUI-KOA:

CUGH COOH

Tk CH,

CHy A quwﬂun-_KoA-cuHreraS: CHs + [TO + HS-KoA
20

C'~ S-HoA COOH

CykumHun-KoA CyxkumHar



lllecTtasgs peaknusi — CYKHUHAT JACrHAPUPYETCHA B
(pymapoByro KHUCJIOTY. Oxkuciienue CYKIIMHATA
KATAJU3UPYETCH CYKIMMHATACTHIPOreHA30U, B MOJICKYJIE
KOTOPOM ¢ 0€JIKOM IPOYHO cBA3aH Ko(pepmeHnT DA,

?OOH E-DAL E-G)A,ﬂﬂz EOOH
T _L_Z_, |H
CH 5 CyKuMHaToermaporeHasa HC
COOH COOH

CykuuHar dymapar .



CeapMast peakuuMs OCYLIECTBJASCTCHA IO BJIAAHHEM
(pepMmenTa pymaparruaparasbl (pymapassi).
OoOpasoBaBmiasics npd 3TOM (ymMapoBasi KHCJI0TA
rUApAaTUpPyeTcd, MNMPOAYKTOM  Ppeaklud  ABJISETCH
s10J109Hasl KHCJI0Ta (MaJiar).

COOH H.O COOH

|
C—H \_ HO—C—H
= |

—~—
H—C / H_(l}"H

COOH O, s COOH

dymapar L-manar



BocbMas peaKiunid — 1moa BJAUAHHUCM MI/ITOXOHI[pHaﬂbHOﬁ

HA/I-3aBUCHMOHM  MaJjiaTAeruaporeHasbl MNPOUCXOAUT
okucjienue L-majiara B okcaJjoanerar:

COQOH COOH
Ho——+ e
i HAR e | + HAOH+ H
H—(l)-—H ManargermoporeHasa CHQ
COOH COOH

L« M3nart Okcanoauerar



3a oauMH o000pOT NMKJIA, COCTOAINEr0 M3 BOCHMH
(bepMEHTATUBHBIX  pPeaKIuH,  MPOUCXOAUT  IIOJHOE
OKHMCJICeHHE («CropaHue») OJAHON MOJIeKYJIbI aneTHI-KoA.

Jlaig  HenmpepblBHOW  padoTbl HHUKJAA  HEO0X0IHUMO
[HOCTOSTHHOE IIOCTYILUIeHHe B cucreMy anertwi-KoA, a
kopepmentbl (HAJJI+ u DAJl), nepeumiegmiue B
BOCCTAHOBJICHHOE COCTOSIHHE, [J0JIKHBI CHOBA M CHOBA
OKHMCJIATHCH.

JTO0  OKHCJEHHEe  OCYIUeCTBJASACTCA B  CHCTeMe
[HePEHOCYHUKOB YJICKTPOHOB B AbIXaTEeJbHON LIeNH (B LEIH
AbIXaTeJbHbIX (PePMEHTOB), JTJOKAJIU30BAHHOU B MeMOpaHe
MHUTOXOHIPUHA



[IPU OKHUCJIEHUH OTHON MOJIEKYJbI aneTWiI-KoA B UKIIe
KpeOca u cucreme OKHCJIMTEJIbLHOro @dochopuaupo-
BaHUs MOXKeT oOpa3oBarbea 12 mostekya AT®

IpU pacmieJieHHd B TKAHAX OJAHOM MOJIEKYJIbI

[JIFOKO3bI 110 YPABHECHUIO

C.H_ O +60,—>6CO,+6H,0

anTempyeTCfl 38 MO.HEKyJI AT(I).

HeCOMHEHHO, YTO0 B DJHEPreTHYeCKOM OTHOIICHUM
[IOJIHOE pacllellIeHHe IIIOK03bl SBJAETCH  0oJiee
3P PeKTUBHBIM NPOLECCOM, YeM AHAIPOOHBIN IVINKOJIM3.



Tatnyua 10.1. Ovpazosaune suicoxoapruycesux docdarunix caazeii B X01¢ Karadoauima
rUOKO3b

Hucno ATO
2 Mecto obpazopanus AT® ,
Mcraﬁgas:ecum Deprent (TOMHES, BRICOXOIPIHYSCKOfE ?Z’ﬁi&‘t
E CEBA3M) H CONPAXEHHLIA Npouece ITOXO3L
Muxonna Muuepansaerny-3- Oxucnedune 2ZHANAH B au- 6*
thocdaraernaporeHaza | XxarenbHoM Uenu
Qocdroranueparku- QocdropHapOBAHHE HAa
Ha3a ypoeHe cyvOcrpara (cyvoer-
patHoe dochopitipost-
HHE) 2
Mipyearkyyaz To xe 2
UToro... 10
C yueroMm pacxoaosaHud ATQ B peakuuaAx, KATANHIUPVEMEIX [EKCO-
KHHA30i H dochodpyKToxHHalon -2
| Hroro... | 3




Oxycnenne 2HAIH B Aw1-

Oxucnurensioe | MNMupyvearierniporeHa-
A¢KApDOKCHWIHPO- | 3 (NUPYEATACIHAPO- | XATeNLHOM Lenu 6
BAHHE NHPOBHHO- | NCHAIHLIA KOMIMNEKT)
MPAJHOi KHCIOTH
MUroro... 6
LMk nusmoHHoi | Msouutpataeriyapore- | Oxucnene 2HAIH 8 awt-
KHCA0TEL (X HAZA XATENLHON Lenu 6
Kpebea)
a-Kerornyraparae- To xe 6
rUApOreHasa
CyxuMHun-KoA-cHH- | @ocdopiiHpoBaHite Ha
Tera’a (CYKUMHATTHO- vpomu: cyberpara (cyberpar-
KHHa3a) oe docdopiinpoBaHite) 2
CyxkunHaraeriapore- Onotcncuuc @AIH, &
Ha3a ALIXATENLHON UenH 4
Manaraersaporenasa | Oxsicnenue 2HAIDH B8 asixa-
TENLHOM Uenu 6
MUroro... 24
Beero Ha | MONL MIIOKO3LI B a3pO0HLIX YCIOBHUAX. .. 38 ATO
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s ~AxomuTarTr

H,o‘/ \(mo Uk TpuKkapOOHOBBIX

a- Ke'rorny*rapa'r

L e o KucJaoT (nuka Kpeoca).
HS-KaA ol
AueTtuns KoA J

Oncanoauetat
HAOH+ H HALOH+ M-
HS-KoA
Manar co

H,Q« Cyxusmnnn-KoA
Dymapar HS-KoA
H,PO, + O
E-DAOM, Cy e

KUMHAaT

E-bAan
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THOOTAHOIAMHH

A

" HS—CHa,—CH~NH—C=0

H3C— | —CH;

h

NNAaHTOTCHORBAA
KHCO0Ta

NH,
N
e
N N\
LI
TR
cuz—o—r"—o—r’—o—cﬂz o)
> dn  n H
H H
|
HO—P=0
OH
AJACHO3IHH

Puc. 7.5. Ctpoenne HS-KoA
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fiEasen
ol
{CHAC-SKoA
Maar-
Aeruporensasa i N 45
cCoO HO é CoO
?00’ O Oxcanoauerer é"z Ao
HO—CH » 00" @
o e wr N\ coo
- \\ ’;‘u“ é
00" " \{= HI
Y ( () H—é{-coor‘u
T ] Sessasea
@ L% ONER HO—C—H
®ysapam | ~H0 -;\'N'- -—(m) N i1 00"
\ 1 .
Coo ! \ (©) \‘. H Haomerpar
1 - +
Jli!-l [ (V) R NaD*_ [
CH mo 0 /i “NaDI+H* iC03}
) =2
toor N R
Oyuapr . FADH, CoOr
©®\_ Fap COO
Cyxumars éH_'
AtrRIporenasa é <
H,
00"
Cyxigmmar
Cyxmnar= o é:o KoASH @-Kerorayrapar-
THOXUNATA +Pi KoA Acrmaporemnasa
Cyxipman = KoA
Puc. 7.6. Cxema uMTpaTHOro ymMkna:

[, I, IV — hepmeHTatUeHbie koMnnekcol B LIN3; Q — kodepmenT Q;
£ ri1tarnsvrosasae D



Puc. 7.9. Amdpubonuueckoe aHaueHue obLmx nyTeit katabonuama:
A — aHepreTwyeckan ponsk OlNK; b — anabonuuyeckoe axayexme ONK
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O0muin nyrs karadoausma (OIIK) BbInoJHsSIeT Kak
IHEPreTUYECKYIO, TakK 7| AHA00JIHNYECKYIO
(pyakuuro (puc. 7.9).

Anadonnueckasa pyukuusa OIIK nposiBiasieTrcs B TOM, 4TO

PAA NPOMEKYTOYHBIX IPOAYKTOB MCHOJb3YeTCH IJIs
CUHTE3a He00X0AMMbIX OPraHu3My BelleCTB.

26



Tak nupyBar, o-KeTOrIIyTapar H# OKCaJoaleTar

SIBJISIIOTCSI KETOKHCJI0TAMM, KOTOpbIE yTeM
TPAHCAMHMHHPOBAHUSI MOI'YT NPEBPAIIATHCH B AJAHHUH,
[JIyTAMHUHOBYIO ] acIaparmHOBYIO KUCJIOThI
COOTBETCTBEHHO.

Cykuuaui-KoA wucnogab3yercd IJjs CHHTeE3a reMa, a
HUPYBAT M OKCAJI0ALETAT MOT'YT BKJIKYATHCHA B MPOIECC
CUHTE3a IVIIOKO3bI.

27



BoiBegeHue XO0Td ObI OAHOI0 MeTa00JMTAa HMKJIA HAPYIIAeT ero
padoTy, TAK KAK YMEHbIIAET pereHepanuio oKcajoanerara.

Jli1 KoMIeHcauuu YObIJIM MeTA00JMTOB LUKJIA B MUTOXOHAPUAX
HPOUCXOAUT  peakuuss KapOOKCHJIUPOBAHUA  NHUpPyBara ¢
oOpa3oBaHHEeM OKcaJjioalerara.

IlupyBar BKJIIOYACTCA B IUTPATHBIA UK [ABYMSA NYTIAMM:
OKUCTUMEIbHBIM ~ OeKapOoKcuauposanuem ¢  00pa3oBaHUEM
anerTui-KoA wm  kapookcunuposeanuem ¢  oOpa3soBaHHUEM
oKcaJjioalerara.

IocieaHIOI0 peaKIUI0 KATAJU3UPYET NUPYBATKAPOOKCHIA3A
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IleHTo30(pochaTHBIA NYTH

OTKpBITHE TIYTU MPSIMOrO0 OKMCJIIEHUSI VIJIEBOJAOB, WM, KaK €ro Ha3bIBaloT,
neHTo3odocdaTrHoro uukina, npuHamwiexutr O. BapOypry, ®@. Jlunmany, @. /lu-
KeHcy U1 B.A. DHrenbrapay. PacxoxiaeHue nyreil OKUCJIEHUS YIJIEBOJOB—KJIac-
cu4Yeckoro (LMK TPUKApOOHOBBLIX KUCIOT, WM LUKI Kpedbca) u mneHTro3odoc-
(baTHOrO —HauMHaeTcss Cco craauum oOpa3oBaHUsl rekcozomMoHodocdara. Eciau
roKo30-6-ocdar uzomepusyercsi Bo PpykTo30-6-docdar, Koropblii dochdo-
pUJIMpYETCSI BTOPOM pa3 M 1npeBpauiaercss Bo (dpykro3o-1,6-6uchocedar, To
B STOM CJlydyae JaJbHEWMIIUK pacraa VyrjeBOJAOB ITPOUCXOAUT 110 OOBIYHOMY
NIMKOJIUTUYECKOMY IIYTU ¢ OOpa3oBaHUEM ITMPOBUHOTIPATHOM KHUCIIOThI, KO-
TOpasi, OKMUCJsIsicb A0 auetui-KoA, 3arem «cropaer» B uukie Kpeobca.

29



Ecimu BToporo dochopunpoBaHus rekco3o-6-MoHodocdara He IPOUCXOINT,
TO (docHOpUIMPOBAHHAS TJIIOKO3a MOXET IIOJABEPraThCs IPSAMOMY OKHCJIEHHUIO
no gocdomneHro3. B HopMe noist neHTo30dochaTHOro IMyTu B KOJMUYECTBEHHOM
NIpeBpallliecHUH TIIOKO3bl OOBIYHO HEBEJIUKAa, BapbUpPYET YV pa3HbIX OpPraHU3MOB
1M 3aBHCHUT OT THIIAa TKAHHU U ee PYHKIIMOHAIBLHOTO COCTOSIHMSI.

Y MIEeKONMUTAIIIUX aKTHBHOCTb IeHT030¢ocdaTHOro IUKIa OTHOCUTEJILHO
BLICOKA B IMEUYEHH, HAANIOUYeYHUKaX, SMOpDHOHAJIBLHON TKAaHU U MOJIOYHOM KeJje3e
B IepUOJ JIaKTallMM. 3HauyeHHe 2TOro IyTU B oOOMeHe BellecTB BeJaukKo. OH
noctaBisgeT BoccTtaHOBIeHHBIM HAJIOH, HeobxomuMelii 111 OMOCHHTE3a XKUP-
HBIX KUCJIOT, XOJIeCTepMHa U T.A. 3a cueT mneHTo3odocdaTHOro IUKIIa IIpUMEpPHO
Ha 50% nokpriBaeTca noTpedHocTth opraHnusMa B HAJIDH.
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I pyras dyHkuus neHTo3odgocdaTHOro LMKIA 3aKJIOYaeTcss B TOM, 4YTO OH

rnocrasjsieT IneHro3odocdarbl ISl CUHTE3a HYKJIEUMHOBBLIX KUCJIOT U MHOTIMX
KodepMeHTOB. IIpu psiie nmaTtojoruyeCKux COCTOSIHUM YAeJIbHBIM BeC IIEHTO-
30bochaTHOro Nyt OKMUCJIEHUS TIJIIOKO3bl Bo3pactaer. MexaHuU3M peaklui
rneHTo3odocdarHoro HMKIa A0CTATOYHO paciuuvdpoBaH.

[leHTo30hocdaTHblii LUK HAaYMHAETCS C OKMCJIEHUs III0K030-6-docdara
U TOCJEAYIOIIEro OKUCIUTEJIBbHOro JAeKapOOKCUJIMPOBAHUSI INpoayKTa (B pe-
3yJibTaTe OT rekco3odochara OTLIECIUISIETCS TII€PBbIM aToM yrjiepoaa). 310
repBasi, Tak Ha3blBaeMasi OKUCJIUTEIbHAs, cTaaust neHro3odocdarHoro nukKIia.
Bropasi crtaausi BKJIIOYAeT HEOKUCIUTEJIbHBIE TMpeBpalleHus rneHTto3odocdarosn
¢ oOpa3oBaHMEM MCXOAHOro niIwkKo3o-6-docdara (puc. 10.12). Peakuuu neH-
To30(dochaTHOro LUKJA MPOTEKAIT B LIMTO30JI€ KJIETKHU.
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6 Cmoxkoao-b-dochar

6HAOD"
FGHM,GJH + N

6 DAchHOrnoOKOHO-5-naKTOH

YG H,0

6 DocdornoxaHar

6HAOD"
6 Co, BHAODH + H
6 PuGynoao-5-pocdar
/Z/K;y;:o-t‘%
2 Pwbozo-5-docdar J 2 Keunynoso-5-gocdar
L X

\ Y
2 Cenormrynoect%cpocqm 2 rnuugpanmerm-a-cpoccpar

¥ ¥
2 mprynoao-'s-qmcq;ar 2 3puTP020-4-HOCHaT—my——’

¥
2 Miokoz2o-6-pocdar| 2 Opyxrozo-6-dpocdar 2 rn%;eganrnerm-fs-
f

2 Mmoxko3o-6-gocdar prnoaor-l,ﬁ-ﬁncd)oabaf
P

®pykro30-6-pocdar

Fnioro20-6-pocdar

. 10.12. lNenTto3odochariilii NYyThL OKHCASHNS VIIEBOJOB.
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CHoOPOgHo
H H
H
OH H
HO OH
H OH
Mixo3o-6-gocdar

COOH

o
HC(l)H

|
HCOH

HC')OH
CHoOPO2H,

6-DocdornokaHaT

COOH

CH,OPO4H, et

HAQ®® HAADH + H' H,0 |
\ /( | K Ry

o 0 - I

FnIoK020-6-dochar- 6-DocornoxoHoNaKTOHa3a HCOH
AErUApOrEHasa HO |

H OH HCOH

e o) CHoOPOZH,

6-@ochornxoHar

HALD' HANOH+H co,  CH20H

&=0
6-DocornoKoHaTRErMaporeHasa T H(!;o L
(RexapboxkCUNUPYIOLLARA) I
HCOH
(I> HaOPO3H;

Pubyno3o-5-gacdar
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O
o ?HQOH (lSHQOH
HCOH cl':=0 C=0
HCOH  — > HCOH  =——————= HOCH
l Waomepasa | 3numepasza
HC|30H H?OH HCOH
CH,OPQ3Hj CH,OPOgzH3q CH20P03H2

Pubozo-S-pocdar Pubynozo-5-pocdar Kcunyno3lo-S-gpocdar

34



I
CH,OH cZ" c=0
c]>=o HCOH HOCH {g
HOCH + HCOH — > HCOH * HCOH
TpasckeTonasa
HCOH HCOH HCOH CH,0POgH2
CH,0PO3H, CH20PO3H, HCOH [ nHUEpansnena-3-poodar
Kcunynoza-S-gocdar PwBa3o-5-¢ocdar

CH,0PO gH2
Capgarentynozo-7-gochar
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<|:H90H
HOCH

-

HCOH

Kcunynozo-5-gocoar

0
é

%

HCOH _—
TpaxckeTonasa

HCOH

CH,0PQ3H,
Spurpo3o-4-pocdar

H(I>OH
CH,0PQ3zH,

QpyxTo20-6-docdar

O
cfH

H?OH
CH,OPO3H,

Fnyepansnern-3-pocdar

36



CH,0OH C=0
%=O HO—C—H
HO—C—H cfg ciﬁ 1 —C—OH
H—C—QH + H(],‘,OH -‘Tpaucanmonasa = H—é—OH + H—C—OH
H—C—OH CH,0PO3H, H—?—OH lCHQO PO3H,
H—C—0OH [nuuepansnenin-3-gocar CH,0PO3H,
CH,OPOgHy Spurpo3o-4-pocdat  Ppywroso-G-pocdar

Cenorentynoio-7-gocdar
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Banoso¢ YpaBHCHHE OKHCIAMTCNBHOH M HCOKMCIMTENBHON CTaaHil I[ICHTO-
30bochaTHOrO LHKIA MOXHO NPCACTABHTE B CICAYIOLIEM BHIC:

6rnoko3o-6-pocdar + 7H,0 + 1ZHAAD —>5Mnoko30-6-pocdar +
+ 6CO, + P, + 12 HAA®H + 12H

HIIH

Mioko30-6-pocdar + 7H,0 + 12HAOD —>6CO,+ P, + 12HAADH + 12H'.
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HeokucnurensHaa craama OxucnurensHancragma

nenTozodacharHoro nexro2odacharHoro
nyTu Fnukonua nyTn
Oxryno20-8-O fMoko3a  6-DochHOrNOKOHO-B-NAKTOH
1®
9} l'moxoao-ﬁocb/
Spurpoan-4-O €)) ©
MoKCH- ©) - OpyxT030-6-D
algroHGOCpar ® @ES)I 6- 6-QocDornokoHar
Ceporentyno2o-1,7-®, PYKTORO- 0%
® )
@” rﬂ“uepa_%%‘-ﬂ-;moxmauemu-
ma docdar
Ceporentyno2o-7-0 |
I CO,
Mn y T !
m{g PU6YN030-5-D
Nakrar @
Kcunynoag-5-@ PuBo0-5-
O

Puc. 10.13. Cospemennasn cxema neHrosodocdharHoro myTi OKHUCISeHHE YIIEBOJOR, OTpa=-
XKAOUag ero cBA3b ¢ raHkonHsoM (no Xepcy).

| - TpasckeTOnaza; 2- TpaHCcaATLI0Ma3a; 3 - anbaonaia; 4 - docdodpyxrokunasa; 5-dpykrozo-1,6-
bucdocdaraza; 6-rexcokunaza; 7- rmokosodocdatuzomepasa; 8 - tpuoszodhocdarniomepaza; 9-
roxo3o-6-ocharaernaporesasa;  10- 6-dochormoxononakronaza; 11 - 6-docchormokonaraeria-
porcuaza; 12- uzomepaza; 13 -3numepasa; 14 -nakrataernaporesasa.
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I 1IroKOHeoreHes
1 JIIOKOHEOIreHEe3 — CHHTE3 IVIIOK03bl U3 HEYIVIEBOIHBIX

IPOAYKTOB (3TO MOJIOYHAA U MHPOBUHOIPATHAA KUCIOThI,
TAK  Ha3biBaeMble  IIMKOIT€HHbIe  aAMHMHOKMCJIOTDI,
[JIMLEPOJI M PAL APYTrUX COeIMHEHUN).

IlpeamieCcTBEHHUKHA TIJVIIOKO3bI B IIIOKOHEOIeHe3e:
NAPYBAT WJH JII000€e COoeAMHEHHEe, NMpeBpaliaiieecs B
nmpoimecce Kara0oau3dMa B [HPYBAT WJIM OJUH M3
IIPOMEKYTOYHBIX IMPOAYKTOB IHMKJIA TPUKAPOOHOBBIX
KHCJIOT.

Y 1n03BOHOYHBIX HAHOO0JIee HHTEHCUBHO IIIOKOHEOIreHe3
NDOTEKAET R KJIETKAX NeUeHU M nouexk (B KODKOROM




0 Oo6pa3oBanue ¢pocdoeHomupyBara u3 nupyBara.

Cunre3 pochoeHOIMUPYBATA OCYIIECTBJAACTCH B
HECKO0JbKO 3TAI0OB

IlepBoHAYAJIBLHO IAPYBAT I10/1 BJIMSIHHEM
nupyBaTkapookcuiasel U npu ydactuu CO, u ATO
KaApOOKCHJIMPYETCH ¢ 00pa30BaHUEM OKCAJI0AIETATA:

o COOH
=0 CH

? voEDe b RIS nMpyaaTKapﬁchunaaa)- 2 + A0D + P.

COQCH G=0

COOH

Mupyear Okcanoauerar



3areM okcajioanerar B pe3yJbrare JeKapOOKCHJINPOBAHUNA
u QochopuaMpoBaHusd INOA  BJUAHHEM  (pepMeHTAa
pochoeHoImUpyBaATKAPOOKCHIA3BI  NIPeBpallaeTca B
bochoeHomupysar. J/loHopoM GochHaTHOIO OCTATKA B
peakuuu CJOYy:XKUT ryaHosuHrpudgocdar (I'TdD):

iOOH EHQ

Ho ~0~POgH,* FAD + CO,
+ [To =
C=0 “apborccnisa  COOH
COOH

Okcanoauerar QocdoeHonnupyear I



IlepBbIN dTAll CHHTE3A MPOTEKACT B MUTOXOHIPUSX.

COOH COOH

| |

| + HAOH+H' =——mm | + HAL
C=0 Manatperupporesasa  HCOH

| (MUTOXOHApUaNbHas) |

COOH COOH

Okcanoauerar Manar
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Peaknua mnporexkaer npv Yy4acTHH MHUTOXOHIAPHAIBLHOM
HAJI-3aBucMMON MaJiaTaeruaporeHasspl.

B mutoxonapusax ornomenne HAJTH/HAJI™ orHocHTEIHHO
BEJIUKO, B CBA3M € 4YeM BHYTPUMHUTOXOHAPHAJIbLHBIN
OKCcajIoaleTrar Jierko0 BOCCTAHABJIMBAETCd B  MaJjar,
KOTOPbIM JIEFKO BbIXOAUT M3 MHUTOXOHAPMH 4Yepe3
MHUTOXOHAPHUAJBLHYI0 MEMOpAaHY.



B nuro3osie orHomenue HAJIH/HAJL + oueHb
MaJjIo, M MAaJaT BHOBb OKHCJIAECTCA MNPH Y4YacTHH

MUTOILIAZMATHYCCKOU HA/l-3aBucumon
MaJIATACTHAPOICHA3bI.

COOH COOH

CHy CHa

+ HAL = e + HAIH +H’
CHOH Manarperuaporexasa C=0
(uMTONNasmMaTuyeckan)

COOH cOOH

L-manar Okcanoauerar
JHaabHenimee mpeBpaleHue oKcaJioanerara B

(pochoeHOIMUPYBAT NMPOUCXOAUT B IIMTO30J1€ KJICTKH.



0 IlpeBpamenne ¢pykro3o-1,6-ouchochara Bo
(ppykT030-6-hocdar.

dDochoeHomuUpyBarT, 00pa3oBaBIIUKUCH U3 MUPYBaTa, B
pe3yjabTare psaga 00paruMbIX PpeaklUHd NIMKO0JIU3a
npespaiaercst B0 ppykroszo-1,6-oucocdar.

Hamnee caenyer @ochpoppyKTOKMHAZHAA peaKmud,
KOTOpas HeoOpaTuma.

[JIl0KOHeoreHe3 UaeT B 00X01 3TOM IHAECPrOHHYECKOM
peakmum.



IIpeBpaienue ppykro3o-1,6-oucpocdara Bo ppyKkro30-6-
(pochar karaausupyerca cnenupuueckon dpocparazomn:

(PpPYKTO030- +H,0 | (PPYKTO030- L Pi
1,6-0ucdochar 6-gocoar

PdpykTo3o0uchocharasa



0 O6pa3oBanne riioko3sl U3 IJII0K030-6-pocdara

B mociaeaywiein o0paruMod Ccraauu OHOCHHTE3A
IIOKO3bl  (PPYKTO30-6-hbochar  mnpeBpamaerca B
[JII0K030-60-(ocdar.

Hocaenqnuu Moxker aedochopuiaupoBarbcsa (T.e.
peakuusa HAeT B 00X0J INeKCOKHMHA3HOM peakuuu) IO
BJAUSAHMEM (pepMeHTA IUII0K030-6-pocharashbl:

I ntoko3o-6-¢docdar + HO 3 [NI0K032a + P..
IJII0K030-6-hocharaza




Manar Luronnaama Muroxouopuma
MNupysar Nupyear
ATO
CO
HAL® 2
1
; AND + H,PO,
HALH+H' Oxcanoauerar |
HAOH+H
2
Oxcanoauerar

e ‘ L Manar P

4
OoOpa3oBanue ¢ochoeHOINUPYBATA M3 NHUPYBATA.

rno coO 1 - nupyBarkapOokcuaza; 2 - MmajaraeruaporeHasa
(MuTOXOHApHMAJBLHAA); 3 - MajaTAernaporeHasa

DochoeHoNNUpyEaT (uuTomiasmaruveckas); 4- @pocdoeHonupyBar-

KapOOKCHMKHHA v



A3pOOHBIA MeTA00JIM3M NMUPYBAaTA

KileTKH, HeI0CTATOYHO CHadKaeMble KHCJIOPOAOM,
MOI'YT YAaCTHYHO MJIM IMIOJHOCTHIO CYLIECTBOBATH 34 CUeT
JHEPIrUuM INIMKOJIU3A.

BOJbLIIMHCTBO KMBOTHBIX U PACTUTEJbHBIX KJIETOK B
HOpPME HAXOAUTCH B aJ3POOHBLIX YCJIOBHAX H CBOE

OpPraHuYecKoe «TOMINBO0» OKUCJISIET MOJHOCTBIO 10 CO,
u H,O.



B 3THX YyCJ0BHSAX NIHPYBAT, 00pa30BABHIMUCH IIPH
paCIleIVIeHHH IJIIOKO3bl, He BOCCTAHABJIMBAETCH 10
JaKTara, a nocreneHHo oxkucisercsa 1o CO, u HO B
a3poOHOM  cTaguM  Kara0ojau3Ma, IMNpPHA  ITOM
[IEPBOHAYAJIBHO HPOUCXOAUT OKHUCJIUTEJIbHOE
NeKapOOKCHJIMPOBAHME NHpPyBara ¢ o00pa3oBaHUEM
aneTui-KoA.



OKHUCIAUTEIbHOE 1eKAPOOKCUIUPOBAHUE
NUPOBUHOIPATHON KHCJIOTHI

Oxkuciiende nupyBara 10 aneTuja-KoA nmpoucxoaur npu
yyacTud  psaa  (GepMeHTOB M KO(QEepMEHTOB,
00beIUHEHHbIX CTPYKTYPHO B MYJbTH(PEPMEHTHYIO
CHCTEMY, IOJYYHUBUIYIO Ha3BaHUeE
CIUPYBATACTHAPOTreHAZHBIA KOMILJICKC).



Ha I cmaouu 31010 npouecca nuMpyBar TepseT CBOIO
KApOOKCHJIBbHYIO I'PYIINIY B pe3yjbTare B3aMMOACHCTBUSA C
TuamMuHnupogpochparom (TIIP) B cocraBe AaAKTHBHOIO
[eHTpa epMeHTa IupyBaraeruaporesasol (E1).

Ha Il cmaduu oxcvdTWIBHAsA rpynmna Komiuiekca El-—
TIHO-CHOH-CH3  okucasiercas ¢ oOpa3soBaHueM
ALECTUJIbHOHU IPYIIIBI, KoOTOpas OITHOBPEMEHHO
[ePEHOCUTCH HA aMUJl JIMIIOeBOM KHCJI0ThI (KO(pEepMEHT),

CBA3AHHOM C (pepMeHTOM  JTUTHIAPOJTHIIOUIALCTHJI-
TpaHnchepazon (E2).



10T (pepMeHT Karagusupyer Il cmaduro — nepeHoc
aleTUWJIbHOM rpynnbl Ha KoO3H3UM KoA (HS-KoA) c¢
o0pazoBaHHeM KOHEYHOro mnpoaykra aneTmwi-KoA,
KOTOPbIN SIBJISIETCSH BbICOKOOHEPIreTHYECKUM
(MaKpO3IPruvYecCKUuM) CoOeIMHEHUEM.

Ha IV cmaouu pereHepupyercss OKHCJIEHHas ¢opma
JIMII0AMM/1a u3 BOCCTAHOBJICHHOI'0 KOMILJIEKCA

auruapoaunoamMua — K2,



Ipn y4acTUM (bepmMeHTa TUTHIPOJTUTIONJI-
neruaporenasbl (E3) ocymecTnisiercss mepeHoCc aroMoB
BOAOPOAAa OT BOCCTAHOBJIEHHBLIX CYJAb(PruapuIbHbIX
rpynn  guruapoaunmoamMmuaa  Ha o DAJl, KoTOpbIH
BBIIIOJIHACT POJIb NPOCTETHYECKOU TIPyNnbl JTaAHHOIO
(pepMeHTA U IPOYHO C HUM CBSI3aH.

Ha V cmaouu BoccranoBinenubii ®AJIH, auruapo-
JUNMOMJIIErHAPOreHa3bl  mepemaaer  BOAOPOA  HAa
kopepment HAJL ¢ oopazosannem HAJTH + H™.



IIpouecc OKUCJIUTEJIBHOIO NeKapOOKCHIUPOBAHUA
MUPYBATA NPOUCXOAUT B MATPUKCE MUTOXOHAPHH.

B HemM B cocraBe CJI0KHOI0O MYJIbTH(HPEPMEHTHOIO
KOMILJICKCA IPUHUMAKOT y4acTHe:

3 hbepMeHTA

v/ nupyBaTaeruaporeHasa;
v/ IuruapojaunonianeTmwiTpancgepasas;
v/ IUTruAPOJIMIIOWIIerHAporeHasa.



D KOEepMEHTOB:

v TIO;

v/ aMuJ JIMIOeBOM KUCJIO0ThI;
VKOPH3UM A;

vV OAL;

v HAL
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CymMMapHy1o peakuuio, KATAJU3UPYEMYIO
NUPYBATAECTHAPOreHA3HbIM  KOMILIEKCOM,  MOYKHO
[PeACTABUTH CJEAYIOIIUM 00pa3om:

Mupyeat + HALL" + HS-KoA->Auetun-KoA + HAQH + H* + CO,

OoOpa3oBaBmiMiica B  Ipolecce OKHCIAUTEIbLHOIO
nexkapOokcuianpoBanus aneTuw-KoA moaBepraercs
najibHeHIeMy OKHCJIeHHI0 ¢ oOpasoBannem CO,
u H,O.

Ilos1tHOe okucCJIeHHe auneTHI-KoA mpoucxoauT B IHUKIIE
TPUKAPOOHOBBIX KUCI0T (UK Kpedca).



MexaHu3M JeiicTBUSI MUPYBATAErHAPOreHA3HOI0 KOMILJIEKCA

fha E,-TNd

C=0

|

COOH E,~TN®—CHOH=-CH
co

OKCUaTUNTNAMWH-

nupodocoar-E, S SH
E1l - nupyBataeruaporeHasa; ; !‘
H,C—C

E2-quruaposaunonaneTuiarpancdcepasa; Ez_(\l Il
i . S—S 0
E3- nuruapoaunonigeruiporeHasas; Auetunnunoamua-E,
@ JNTunoamua-E

E3‘CDA.£HQ . @ —H S—-KoA
£~ DA Ezﬂ

HAD" @ CH, (l:l S-Ko
+ Aurngponn- 0
HAZE noamung-E,

IUPPBI B KPYKKAX 0003HAYAIOT CTAAMHU MpPOLecca. ="




