AJIAM BUOXNUMMUSACHI
Jleknua Ne 12. YIII KAPBOH KbIIIIKBIJI/IAPBIHBIH, IIUKJIBI.
(Kpe0dc mukibI).

aemop ¢gpomo: llemp lllapoe

XUMHUS FBUIBIMAAPBIHBIH J0KTOPHI, Mpodeccop
IIMounoexkoBa CadomHa AJMMKAHOBHA
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JIMMOHHOM KMCJIOTHI B
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yaocrtoeH HoGenmeBcKOM
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YIII KAPBOH KbIIIKbIJIJIAPBIHBIH IIUKJIBI.
(Kpe0c muKJbl).

Y1 kap0oH KbIIIKbLIIAPBIHBIH IMUKJIBI HEMIC OnoxuMuri XaHc Kpedc
1937 KbILIbI allITHI.

Y1 kap0oH KbIIKbLIAAPbIHBIH HUKJIBI — OYJI OapiIblK METa00IU3M
KOJIJIAPbl KUbLIBICATBIH OPTAJILIK, RUPYSAMHIbIH, MOJIBIK «HCAHYbL), HeMeCe
blOBIPAYbL.

ConbiMeH, Kpeodc uuknol — kamabonusm peakuusicblHoa bapavix
opeaHuKanvik 3ammapoar (Komipcynap, mMauniap, amul KblKsl10apol, m.o.)
my3inemin auemun-KoA —noin momoieyol.

[InpyBaTThlH MHUTOXOHAPHSJA KYPETIH mMomblza O0eKapOOKCUibOCHYIHIH
Hamucecinoe mysiniemin auemun-KoA Kpeoc uyuxkinvina myceoi.

Hukn sykapuommapoa MumoxoHopus MampuKkciHoe, a1 RpoKapuom-
mapoa — Wumao3oib0e HCypeorl, ceziz Camuvlibl nPouecmen mypaosl.
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KpeOc Lukibl — OeNOKTapAblH, MalIapAblH, KOMIPCYIapAblH CUHTE31
HEMECE bIIbIpaybl OapbICEIHAA KOCAJIKbI KOCBUILICTAP PETIHAC TY3UJICTIH
IU- ’KOHE YIIKAPOOH KbIIIKbLIAAPBIHBIH TOTHIT'YbIHBIH JKOJIBI.

KpeOc LUKl OapiibIK OpraHu3M KJIETKaJIapbIHA KYPE/IL:
OCIMJIIKTEp/IC, )KaHyapjiap MEH aJaMaa, MUKPOOPTraHU3MACP/IC.

byn uyuxkn — aca manvi3061 MemabdoU3IM HE2I3i HCIHE 2 MAHBIZObI
(dynuKyuanovl opoIHOAUOBL:

v - opeanusmoi IHepIUAMEH KAMMAMACHL3 emeoi,

v - Heziz2i memaoonusm azviHoapviit UHMezZpayusiaiobsl.

Kamabonumukanvlk (6uosvlovipay) sxcane aHabdoIUMUKAIbIK
(buocunmes).




Aapoomsl 2nukonu3 Kiemka yumonjaazmacolHod

Hcypeol rcane nupyeammoly (IIBK ) my3inyimen
AsAKmMaiaowl.

Iupysammuin keneci aiinanywt (032epynepi)
MUMOXOHOPUSA MAMPUKCIHOE HCYPEOL.

Marpukcre nupyBar auemui-KoA-ra — MakpO3IPrUsiIbIK
KOCBUIbICKA arHaliaabl. Peaxkuuss HA/[-mayenoi

nupyesamoexapookcuiaza GepMEeHTIMEH
KaTaJIn3JICHEI].
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Toreikceiznanran popma HAJIH-H™ TeIHBIC any T130€riHe Tycenl, 6
monekymna AT® Gemneni (1 MoJleKyia IIrOKo3ara).
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AUTHIMCBI3 peaKus - aleTuJI- -HBIH, KbIMBI3JIBIK-CIPKe
KBIIIKBLILIMEH (0OKCAJIoaleTaTeH) KOHAEHCAUSJIBIN, OHBI

uumpamcunmemasa GpepMeHTI KaTaJau3aAenai, JUMOH KbIIMIKbLIbI (IUTPAT)
TY31J1€e1i.

1) amermin-KoA + okcanoaleTar = TMMOH KBIIIKBLIBI (IIUTPAT).

2) JImmon KeimkeLIBI (C6) — OipHemre dezudipiey (CyTeKTiH 0oIiHYy1)
xoHe 2 dexkapooxcundeny (CO, Gominyl) HOTHKECIHIE 2 KOMIPTET]
aTOMHaH alpbuIaibl KoHEe KpeOc MMKIbIHAA KalTa OKcalloaleTarka
(C4) aitHanaznsl, SFHA, HUKJIIABIH 1 aiiHAJBIMBIHAA 1 MoJIeKy1a
aneTtu1-KoA CO, nen H,O biabIipaisbl, aj oKcajgoanerar
MOJIEKYJIACHI pereHepanusiJIiaHaaAbl.

3) Kpedc uukJbl 8 perTi caTbljaH TYpPaJbl.




1. Auemun-KoA-AbIH aneTHJ TOObI oKcanoauemamner KoOCbLIAAbI
JKOHE JIUMOH KblWKbLIbL TY31edl, (peakiust yumpamcunmasa
depMEHTIMEH KaTaIu3IcHE/I1):

H.,0 HS-KoA

‘H+ 0=C—-CO0OH UHy—COOH
: S ¥—>

o H,C—COOH  Lmpar-curasa HOC—COOH

AueTun-KoA Oxcancayerar Lnrpar
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2) KalTeIMABI M30MEpH3alMs — JUMOH KBIIIKBLIBI (UTPAT ) M30JHMMOH KbIIIKbLILIHA
(m3omuTpaTKa) aitHananel, -OH —mon 6acka C aTOMbIHA aybICabl, AKOHUMA3A
(bepMEHTIMEH KaTaIu3ACHEe 1.

Peaknust apanblK OHIM UlUC-aKaHum KbltKblibl (UUC-aKOHUmMam) apKbUIbl XXYPEIi.

COOH COOH COOH
| 0 H.O

H
CHy CHy CHy
HO —é—COOH Z *> | C—COOH \** — H—C—COOH

——
H—=C~—H HO ?H A HU—C—H
COOH AKOHATAT-THAPAT S | COOH | Axonwrar-rugparasa COOH

Lurpar UHC-AMOHUTAT Waouutpar
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3) U301umoH KbliKblIbIHbIH (U30UUmMPAmmbIH)
mMombolaa 0eKapOOKCUI0eHy PeaKuuacol. U30IUMOH
KblUKbLIbIHbIY TUAPOKCUTOOBI KapOOHMIbA1 TOIIKA
neviitH HA/[™ xkeMeriMeH TOThIFaabl )KOHE [3-OpbIHaa
CO, OemiHenl, a-Kemoziaymap KblidKolibl (0-
Kemoziuymapam) Ty31IeI].

by peakuMsHBIH apaiblK OHIMI — KbIMbI30ObIK-AHM AP
Kbl KbLIbl (OKCAIOCYKUUHAM).

12




COOH

COOH

VaouuTpar

3. M301MMOH KBIIIKBLILIHBIH JAEerHAPJIeHYi jKoHe
HeKapOOKCHIIIeHYI
(HA/I-mayenoi uzouumpamoezuopozenasa KaTbICbIHIA).

HALL HALH + H

[ \4/
H=—C—CO0OH -

viaouuTparpersaporedala

COOH
CHy

[
[
COOH

a-Ketorayrapar

13




3 cmaous — u30UuUmpamoezuopo2eHas3d
pepmenmininy komezimen yuxkaoa HAJI" -
koghepmenm HA/ITH -H"-xe TOTBIKCHI3IaHAIBL.

Toreikce3ganrad HA JIH-H TeIHBIC amy T130€r1HE
tycin, HAJI"-Ka neiiH TOThIFagbl, HOTHXKECIHEC
2 AT® monekynacwt Ty311C/1.

HA JI-3aBuCcuUMast ©30LUTPATACTUAPOrCHA3A SIBJISICTCS
AJTJIOCTEPUYECKUM (DEPMEHTOM, KOTOPOMY B KA4E€CTBE
crienu@uyeckoro akruBaropa Heooxogum AJID. Kpome
TOro, PEpMEHT 15 IIPOSBICHUS CBOCH aKTUBHOCTH HYKJ1A€TCS
B moHax Mg%rumm Mn?*,
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4) a-kemoznymap KbliiKbliblHbIH MAKPOIPTrUSIBIK KOCHLIBIC
cykuunui-KoA-za KautbIMAbI TOTHIFA JAeKAPOOKCUJIIACHYI.
PeakuusHbl 2-okcoenymapamoe2uopocenasobl KOMNaeKe KaTalu3aeul.

0-Kemoziymap KblKbLIbIHbIH MAKPOIPTUSJIBIK KOCHLIBIC
cykuunui-KoA-za KauTeIMAbl TOThIFA JIEKAPOOKCHIJICHY MEXaHU3MI1
nupysammoly ayemii-KoA-z2a ToTeira 1eKapOOKCUIICHYIHE YKCAaC,
aJl - d-Kemoz2aymapamoezuopo2eHa3ovl KOMNI1eKC KypoliblCbl
OoltbIHWa nupyeamoezuopo2ena3obl KOMHJIEKCKe YKCauobl.

EK1 )xaFmana Ja peaknusara 9 KOQepMeHTB: THaMHHOTIAPOdochar

(TTI®), amma munoit KeImKeLIe, HS-K0A, @A xone HAJI' xoHe
yiI (DEPMEHT: a-Kemoziymapamoezuopozenasza (kogepmenm —
TH®), oecuoponunounmpanccykuyunuiaza (Koghepmenm —
Junoeeas Kkucioma), oezuoponunounoezuopozenaza (OAJl)

KaTbICA/IbI.




00H COOH

H5-KoA HALL HAJIM + H CO |
sHo f T { : (l:H?
JHy CHj
a-KeTor nyraparaernaporeHasHbil KoMnNexe 1.0
=0 C ~S-HoA
O0OH

erornyrapar CyxumnHmn-KoA
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5) Peakuusi HMKJAAFBI KAIFBI3 cyocmpammol hocghopnany peakuusaco,

OHbl - cykuunun-KoA-cunmemasza pepMeHT1 KaTalIu3ICH /1.

byn peaknusana cyxkuunun-KoA zcyanoszunougpocgham (I 7]® ) xoHe Oeiiop2aHUKANbIK
pocgham (H;PO,) kemerimeH aumaps KbluiKblivina (CyKUuHamKa) aitHaIabl.

Makpoapzuanvik I'TO-TbIH curmesi CyKIUHUI-KOA-HBIH MaKPOIPIrUusijibIK
muoigupini oaianvicol ecedinen my3iieoi.

COOH COOH

CHy |

CHQ : rﬂ@ X e nyumnwn—KuA-cwmerasa’ CHQ + 1D+ HS-KoA
20

G~ 8-HoA COOH

Cyxummnn-KoA CyxuunHar
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HeruAPJIeHYI.

ko(pepMenT PAJL" Oes1OKIIEH KOBAJIEHTTI 0aMJIaHBICKAH.

Torbikkan PA/I" DAI'H, -re 1ediH TOTBHIKCHI3AAHA/bI.

Tomuwikcoizoanzan gopma PA/-H, meinvic any mizoezine mycin, @A/ -ka oeitin
momui2aowl, exi monexkyna AT® my3ineoi.

CykuunamoezuopozeHa3a MumoxoHOPUAHbIH [UKI MEMOPAHACHIMEH Mbl2bl3
OaUIaHBICKAH.

6) Aumaps Kbrukslvinoviy (Ccykuunammotry)) pymMap KbIKbLIbIHA ((hymMapaTKa) neiii

Kypaedai cykyunamoezuopozenasza pepmeHTiMeH KarajausaeHeni. OHbIH MOJIEKYJIAChIH/AA

(F()()Fi E-DAL, E-bANH. COOH
CH., \_ &

l e

CH CyxumnargerngporeHasa HC

- |
COOH COOH

CyKumnHar DOymapar

18



1) @ymap KpruwksLavinoiy (ymapammoty) aiMa KbIIIKbLJIBIHA
(Manamka) neiiin rUAPATALIINA PEAKIUSICHI.
Peakuua ¢pymapaza pepMeHTIMEH KaTaJIU3ACHEI].

H-—

COOH HO COOH

| \

C—H su%—o H
[ —= — é
C H—C—H
| ;

COOH HO o vapass COOH

Oymapar L-manar
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manamoezuopozena3a Karaan3acuail.

8) Anma KbluiKbliibIHbIH KbIMbI30bIK-CIDKe KbIUIKbLbIHA
(oxcanoauemamka) oeiiin neTUapACy peakusiacel, ousl HA/[ -mayenoi

COOH
HO—C—H

+ HAI

H=C—H ManaTaernaporesasa

|
COOH

L~ manar

COOH
=0

CH,

COOH

+ HAIIH+ H

Oxcanoauerar
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by peakumsaga toreikkaH popma HAJI — HAJIH-H' ToThIKCBI3anFaH

(hopmara aybICaabl.

HAJIH-H TeIHEIC any xonbiHAa Kaita HAJI™-Ka aeiiH ToThIFaasl, 2
Mojiekyiaa AT® ty3enl.

Cymmapnoe ypaBHenue IITK MokHO 3anmMcars ciieayroimuM o0pa3om:

Anermia-KoA + 3HAL™ + DAL+ TP +H ; PO , =
2CO,+H,0+HS-KoA +3HAJH-H + ®PA/I-H, + I'TD

21




Kak BugHO 13 cxembl cymMmmapHoro ypasaenus LITK B atom nporecce
BOCCTaHABJIUBAOTCH:

- Tpu monekynsl HAJIH-H (peakuuu 3, 4, 8);
- ogHa monekyna @AJ[-H, (peakuus 6).

[Ipn a3poOHOM OKHCIECHUHU U3 3TUX MOJEKYJI B 3JIEKTPOH-TPAHCIIOPTHOM 1ICTH B
IIPOLECCE OKUCIUTEILHOIO (POChHOPUIUPOBAHUS 00pa3yeTCs MPU OKUCICHUM:

- onqnou monekynsl HAJIH-H — 3 monexynbr AT®;
- ogHoM Mouiekyibl DAJI-H, — 2 monekyisl ATO.

- ogHa MoJiekyna ['T® obpaszyercs B peakiiuyd cyocTparHoro hoc@opruiInpoBaHus
(peakuus S ).

Bcé ato coctaBut: 9 (3x3) AT® + 2 ATD + 1 AT® (I'TD ) =12 ATD.

ClieqoBaTelibHO, DHEPTETUYSCKUN OallaHC OKUCIIeHUS ayemun-KoA (2 MoJieKybl
nupysama u3 a3pooHoro riukoian3a ) B LITK cocrabnsier 24 mosnexkynbsl ATD.

IHonnoe okucnenue 2nroKo3wi:
8 MoJieKyll AT® riukoimn3a + 6 Monekyia AT@ OKUCIUTEIIBHOTO

ICKapOOKCHUINPOBaHMs IIMpyBaTa B ayemui-KoA + 24 monexkynsl ATD
LTK = 38 Mmonekyn A7T® Ha MOJIEKYy TJIFOKO3HI.
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