O-MCAUIIMHCKAA dKad/l

YeCKOM OMOXMMUU 1 JTJa00PaTOPHOM
JTUATHOCTHKH

AHIITHIOAO0OB”»




[TnaH nekyuwn

UX KUPHBIX KHCIIOT.
Te3a HeMPEACIbHBIX JKUPHBIX
DJIALEPUI0B U (POCHOIUIINIOB.

eCTepUHa.




1. CUHTE3 XMNPHbIX KUCNOT B OpraHname
OOMeEH KMPHBIX KHCJIOT

?KI/IprIe KHNCJIOTbHI

CUHTC3 CHHTE3 TpnmnuepmeB
¢pochoaunuaos

omlc.ne}me cUHTE3 3(PHUPOB X0/ IeCTEPUHA
(l)epMeHTaTI/IBHOEB He(epMeHTATUBHOE
X0JIeCTepuHa, NepeKucHoe
MPOCTOIJIAH/IHHOB, SIS OKHCJICHHE
1o CO2 m H20
(ATD) pepmenT
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CVHTE3 XXMPHbIX KUCNOT

(B unTosone)

1. HurparHbiii NyThH

Aunermi-KoA + okcasioanerar ¢ > HUTPAT
>  (BBIXOMHMT M3 MaTpHUKCa
S Mt )
Q(Z;ﬁ B IUTO030J1b
&

Anernia-KoA + okcajioanerar

MaJlaTAeTuAporeHasa

% MaJjart (B marpuxkc Mt)
2. KapHUTUHOBBIN NYTh
AneTnii-KoA + KapHUTHH =—=) alleTUJIKAPHUTHH
(BBIXOAMT U3 MATPHUKCA

B IIUTO030J1b, IJ1€ PA3PYyLIAETCH, 3 KAPHUTHH
Bo3Bpamiaercss B Mt)

CII6 2002



CuHTte3 manoHuna-KoA u3 auetuna

| aTan

CO: + AT® + ouorun-3H3UM ====) H3PO4 + AJI®P + KapOOKCHONOTHH-IH3HM

Il aTan

Kap0oKkcuOuoTUH-3H3UM + CH3-CO~S-K0A ==—=)

aneTmii-KoA

===) HOOC-CH2-CO~S-KoA + 0HoTHH-IH3UM

MaJtoHI-KoA

CII6 2002
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CuvHTa3a XXNPHbIX KUCHOT

/\«AV/N_
_ ® .

ITanToTreHoBas
KHCJIOTA
(BuTamuH B3)

H O

¢H2
O

O
¢H2
H3C-C-CHs

NIH
CH2-CH2-SH

—

=

CH—&\«”V/\AHB

4’ -pochonanToTeHH
(®m)

CuHTa32a )KUPHBIX KUCIOT COACPKUT allUII-NIEPEHOCAIINN OeoK



M =2 300 000 Ja

B 0O a

S - I -

aneTmi-KoA -
Allb-Tpancdepaza

mMajioHnII-KoA-

Allb-neruaparaza

€HOMJI-
Allb-penykrasa

aruI-
Allb-ruaponasa



CuvHTa3a XXNPHbIX KUCHOT

IIaJibMUTAarT

nomMmeH 1

S

.
CIl

sdf%ll

aretii-KoA

Mas1oHnI-KoA

CII6 2002

anetmi-KoA-
Allb-Tpancdepasza

MasioHII-KoA -
ATllb-Tpancdepasza

3 -KeToalui-
Allb-cuATa3a

3’ -oKkcuanuiI-
Allb-penykra3sa

3 -rupokcuaIu-
Allb-nernnparasa

€HOWJI-
Allb-penykra3za

aruiI-
Allb-ruaponasa



JTanbl CUHTE3a XXNPHbIX KNCIOT (untosons)

H H H
MYJIbLTHIH3UMHBI

KOMILIEKC

HS CH3C-CH2£0-S CH3CH2CH2CO-

- O aueroauern " Gy THpHI
AR e Anerni-KoA ~HISE ISl MaJjionni-KoA
AITb-Tpancdepasa @ HS-KoA HAI®-H2 AllB-penykrasa MaJIoHWI-KOA - oA
= HA®- Tpancdepasa S
CHs3CO- HS_* CH3CH2CH2CO-S ¥

B—ruapokcuOyTupmI

H CH39H-CH2CO-S i COOH-CH2CO-
ManoHnI-KoA OH 3 -ruIpOKCHAIIAI |:>
. 3 | § b10) ~ ) eKkapOoKcHiIa3a (6{0))
ATIB-Tpancdepasa Masonui-KoA S ATlB-neruaparasa e
HS-KoA

CH:CO-S_ / H

p—keroxkanponun-S-Allb-E

(IZHzCO—S - CH3CH=CH-CO- CH3CH2CH2-CO-CH2C0O-
COOH KPOTOHHJI
MaJIOHHT RS CHOWJI- HAIM)_HZ eanuiasa
3 -KeToaIuII- Allb-penykrasa HAIM)' e
H20

Allb-cunTaza ¥
IIOBTOPHOCTH
ATaIrioB NaJbMHUTHI-S=

CII6 2002 OMOCHHTE3A Allb-E



CymmapHoe ypaBHeHMe CUHTEe3a NailbMUTUHOBOWM

KUCIOTbI.

CH, CO-S-KoA + 7HOOC-CH,-CO-S-KoA + 14HA®H, ---------

CH,-(CH,).,

Ui

COOH + 7CO,, + 8HS-KoA + 14HAL® + 6H,0
(manbMUTUHOBAs K-Ta)

8CH,-CO-S-KOA + 7AT® + 14HALOH,  —--memmmemmememee

CH,-(CH,).,

CII6 2002

-COOH + 14HA®

-

8HS-KoA + 7AL® + 7H_PO, + 6H;0

10



CuHTEe3 MOHOHEeHAaCbILWEHHbIX XKNPHbIX

KUCHOT
(MnKkpocomaribHoe OKMCreHue)

OKCHI'¢CHa3a
CisH31CO~SKoA + HAJI®-H: + 02 ===) CisH29CO~SKoA + 2H:0 + HA/1®

IHaabmuTnia-KoA Amnia-KoA  IMaasmurtooseni-KoA

CH3(CH2)5s - CH=CH - (CH2)7 — CO~S-KoA;

IHaasmurtooaemi-KoA

11
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CuHTE3 TpUrnuuepnaoB v
cpocchonunuaos

(B remaTouuTax, KapaMoMMoLMTaX, IHTEpPOLUTAX N ApP. KNeTKax)

CH:-OH CH:-OH CH2-O-CO-R1

| R1-CO-S-KoA |

(le-OH ﬁ éH-OH , 3 (le-O-CO-Rz

CH2-OH N éHz-O-(E) R2-CO-S-KoA CH:2-O-(P)

Iunepun Imunepogocgar \LO?, dDocparuaHas K-Ta

CO,%’ To!

CH2-0-CO-R1 & ®n -
éH-O-CO-RZ HsKoA

CH2-0-CO-Rs O cepm-(P)
Tpurnuuepun G}\&° IM® IM®
°
cepuH
oo
STAaHOJIAMUH

3”S”’-a1eH03NJIMEeTHOHNH

docharugun
3”S”’-a1eHO3MHTOMOLIUCTENH %
XOJINH 12

CII6 2002



CuHTe3 xonecrtepuHa

(BMNP renaTtounTtoB-80%, aHTepouutoB-10%)

1. CuHTE3 MEBAJIOHOBOM KHCJIOTHI
2 CH3CO~SKoA

I'MI'-agenun- :> HS-KoA
CUHTa3a

CH3CO-CH:2CO~SKoA

aneroaneTma-KoA

Anerni-KoA
HS-KoA

H3-COOH
OH-C-CHs3
H2CO~SKoA

3-ruapokcu-3-meTmwiarayrapui-KoA

I'MI'-KoA- HAJ1®-H2
penykrasa HAJ1®
OH

HOOC-CH:-C-CH2-CH20H + 2 HA/I® + HS-KoA
H3s

CII6 2002 MeBAJIOHOBAasl KMCJI0TA
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2. CuHTE3 CKBAJIEHA U3 MEBAJIOHOBOM KHCJIOTHI
H -®
HOOC-CH:-C-CH:-CH:0H 1O m 1O HOOC-CH:-C-CH2-CH20 -®- 0 - @
H3 H3

MEBAJIOHOBAsA KUCJIOTA 3‘
-hocho-5-nmupodocharomeBaoHoBas KHCJIOTA
JAT® 3 Ag@° PocP pogoce

CO1e /cpﬂ

H3 / EHs
e

B Y 0@ 0@ —— ud M D0-@-0-@

usoneHTeHujanupodgochar AMMeTWIA/THInapogochar
Cs Cs
(Cs) DD, (Cs)
repaHuI W _®_ (0) _®

HHPOg’OC‘l’aT n3onenTenuanupodochar

(&) dDu

IR g AT
HAI[(D‘ (CIS)

WW\A

CI16 2002 ckBaJjieH (C30)



CKBAaJICH
(C30)

CKBAaJICH
()




3. CuHTe3 X0JIecTEPHHA N3 CKBaJIeHA

MHUKPOCOMAJILHOC

OKHCJICHHUC
CKBaJICH- 2 cTaguu
OKCHUAOIKUKIIa3a
N\ HAJI®-H2 HAJIDS
«O2» H20
ckBaJieH (C3o) Rnorro
craagmm
MUTOXPOM
P450
3 CH3
HO

HAJl®-H2 HAJD-
«O2» H20
JanoctepuH (C30)

xoJiectepuH (C27)
MJI0X0 BBIXOAHUT
U3 KJIETOK 16
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4. Cunres 3¢pupoB xoJsecrepuna us ®ua u X

JIXAT

Docharuaniaxoaun + Xojgecrepud =s===) JInzodocharuanaxonaun + Idup
X0JIeCTEPUHA

JIXAT — ienuTHH-X0/1ecTepUH-aUITPpaHcdepasa (aumsi-xonecrepnH, rie R — C17H33COOH, wn
C17H31COOH)

KpoBb:

3,5 — 6,6 MMOJIB\TI
IX - 70%

X -30%

CH2-O-CO-C17 H31
H-OH
O CHs3
H2-O — P — O-CH2-CH:-N.CH3
O CH3

O,
\CO — Ci7H31 (munonesasn) JIuzopocharuauiaxonnn (six 3meii)

3¢up XoJ1eCTEPUHA

17
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buocunTe3
(3HI0TeHHbIN)

/

Crepouanbie
TOPMOHBI




OOMeH 3TaHona

(neyeHb)

1. IluT030J1H
AT

CH:CH:0H CH;- HC=0
3TAHOJI ( / S \ anerajabaerua (uaeT B MUTOXOH/APUM)
HAJl HAJ-H:
2. Mt o

CH;- HC=0 W (0] 5 E16(010) |

aleTaJb/Aeru/a YKCYyCHasi
HAI HAJ-H: KHCIOTa
H20

aleTmI
TpaHcdepasa

CH3COOH + H-SKoA + AT® =—= CH3CO~SKoA + A/1® + ®H

YKCYCHasl
KHCJIOTA CH3CO~SKoA

4/ aneTmi-KoA = Buocunres

KeToHOBBIC TEJ12
JKHUPHBIX KHCJIOT

Lantton) (oxxupeHue)

aneTmi-KoA

19
CII6 2002



