


OTan4uus JUIIoreHesa ot B-okuciaeHus:

1) ouocunte3 KK ocymiecTBisieTcs B OCHOBHOM B IIUTO30JIE;

2) HWCTOYHUKOM JIBYYIJIIEPOAHBIX ()parMEHTOB MPH HapalllMBAHUM
nenu KK cioyxut manonnnCoA, oOpa3yromuics B
pesynbrare npucoequnenus CO,

K aeTHiICoA;

Ha BCeX craausax cuHTe3a JKK npuHumaer yyacrtue
aumnnepeHocsmuii 0enok — Allb, a He HSCoA;
s cuatesa KK neooxonum NADPH, a B B-okucinenuun

UCIIOJIb3YFOTCS
B KauecTBe Kopepmenra FAD u NAD™;

MHTEpMEaUaTaMu B Xojie cuaresa /KK saBisrorcs
TUAPOKCUIIPOU3BOIHBIE, OTHOCAIIUECH K D-psiy, Tora Kak
ripu okuciieHuu KK — ruapokcuriponsBoaHbie L-psa.




Cunre3 N1aJbMUTHHOBOM KMUCJIO0THI
KOMILJIEKCOM
CHUHTA3bI )KUPHbIX KUCJIOT

AnetunCoA + 7 manonunCoA + 14 NADPH + 14H" —

CH,(CH,),,COOH +7CO, + 6H,0 + 14 NADP" + 8 HSCoA




/ ' HTE3 )KUPHBIX KUCJIOT IIPOUCXOUT B 3

JTara;

1) Tpancnopt aneTnia-KoA U3 MUTOXOHIPUU
B LIUTO30JIb;

2) oOpa3oBaHue MaJIOHUI-KOA ;

3) yIJIMHEHHE )KUPHOM KMCIIOTHI HA 2 aToMa
yIiepoja 3a cueT MaiaoHuiI-KoA 1o
00pa3oBaHUs NAJIbLMUTUHOBOM KHUCJIOTHI.




CuHTa3a )KUDHBIX KHUCJIOT MJIEKC

/ : \/ =
; VIyJabTu(pepMeHTHBIH
Substrate entry CHHTAa3HbIM KOMILJIEKC:
Acenvl-CoA
Malonyl-CoA - l.ameTni-KoA-Allb-
Domain 1: Acyl and malonyl — B .
binding and condensation - VS~ ' DH TPAHCaRCT I
2. magdoHnI-KoA-AIlb-
G N : Tpancdepasa;
Acetyl (ramferane e R 3. 0eta-keroanua Allb-
elongation
CHHTETA3a;
4. oeta-ruapoxcuanmui-Allb-

peayKTasa;

i-Ketoacyl synihase

Malonyl nansferase

5. 0era-ruapoxcuanuia-Allb-

- Chain ACrnapora3sa;
Domain 2: Reduction of Al elongarion
domain 1 intermediate R\ 6. enonsi-Allb-penykra3sa;

Enoyl-ACP reductase =~ o =40 7. THOICTEpa3a.

f-Ketoacvl reductase : _f 2 ; IO o ' (I)epMeHTbI CBSIZAHBI Memy

Dehvdratase A i o : Acerv—CoA 2

o e c000i KOBAJIEHTHBIMHU
A Malonyl-CoA
Thicesterase = s Substrate enry  CBI3AMM. AAJINIEPEHOCS NI
Domain 3: Liberation of 0€JIOK (AHB) ABJAACTCHA
palmirate product &
YaCTbI0 MOJHUIICIITHIAHON 1LICIIN,

HO He (pepMeHT.
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— MHUTOXOHAPHH B HUTOILIA3ZMY KIICTKH
Cytosol

inner outer
membrane membrane

IEEENNEY
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Acetyl-CoA

CoA-SH

ATP-citrate
lyase

citrate
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NADH

Oxaloacetate
'l

malate
dehydrogenase

+

NAD

ADP + P,

Malate

pyruvate NADP"
carboxylase malic
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Pyruvate ‘—Q g Pyruvate
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Marpukc
MUTOXOHAPUIA

COO0r coo-

(.3'_"2 o} Humpam-cunmasa Gy,

T+ CHC~SKoA *Hzo\ . HO-G-COO"

Okcanoauertatr Auetun-KoA HS-KoA gg% i
HAOQH+H?*

Uutpar
ManamdezudpozeHasa

HAL*

lNupysamkapbokcunasa
+CO, + ATO

Mupysatr  Manar

e ————————————

Uutosoneb

Y
Uurpar + AT + HSKoA
Manam- l Ljumpamnua3sa
coor OeeudpoeeHasa Ccoor
CHy < =~  CH, 7
HO-G-H /7 7\ C=0  + CH,~C~SKoA +Afl® + Px
COO" HAR® HApHsH- COO
Wiafisr OkcanoaueTtar

HAO®*

AueTtun-KoA

Manux-

co,

Mupysar

Puc. 18.7. YnpoweHHas cxema uMTpaTHOro YefiHOYHOro MexaHuama u o6pasosarus HAGOH.



Auemurn-KoA-
kapbokcunaasa,

buotuH, CO,
O O

| I

Manoxun-KoA

CH3—CI: ~ SKoA / \ »  "'00C—CH;—C ~SKoA
ATO AN®

Auetun-KoA

Puc. 18.8. O6pasoBaHue manoHun-KoA.
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ATP + HCOz™

\ » malonyl Coa
AEe g oo acetyl CoA J

carboxylase

: ACTIVE
<y | (polymeric)

palmitoyl-Coé promotes .~
depolymerization " citrate promotes
- polymerization

P INACTIVE

+ihsulin
low activity :.\

| ATP
+glucagon, epinephrine




4 3rana 310Hrauuu yriepoanon uenu KK:

I 3Tam — KoHOEeHCcCaA;
11 »Tamm — BoccTaHOBIEHHUE,
11 sTan — gerurparanus;

IV »Tamm — BoccTaHOBJICHUE.
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0O Auemurn-KoA-Allb-

1 mpaxcayemunasa %)
R,—SH(nequ)-) CH,~C~SKoA Marnonun-KoA-Ars 1S~CCH, B-Kemoayun-Arlb-
= Auetun-KoA mpaHcgepasa \{ CUHMas3sa
+ (“) - O >
SH ‘00C—CHzC~SKoA ) ] )
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$~C-CHy C-CH | T N
27 ., S~C- CHZCPCH3
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Puc. 18.9. CMHTE3 XUPHbLIX KUCTIOT.




o C—SCoA

O 0

Il Il
R—cnz—c—sc:oA \/ » R—CH,—C— CH,—C—SCoA

Thiolase
Acyl-CoA B-Ketoacyl-CoA

NADH + .—\ L5-hydroxyacyl-CoA

o - OIIC

R— CH;=CH;== CH;— C—SCoA
Acyl-CoA (2 carbons longer)




€3 APYTUX OpeaciIbHbIX nbHBIX KK

Wy (CH)ACH-CHA (CH),-C. + 0+ 2H
T SKoA
HaCHIL@HHBIN
auun-KoA ~2 Liur by 2 Lur bPenykrasa =\~ NADH + H
Becarypasa (Fe™) (FAD) (
XHUPHBLIX KMChOT /\
2UuT by 2 Ut bsPeayxraza « "o NAD'
" (Fe*) (FADH,)
Oy~ (CH), | CH = CH + (CHy, - ¢ 2H0
"""" SKoA
HeHaCHILLBHHNIA

aumn-KoA
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1,2-Auaumnravuepon Tpuaumnrnuuepon 18

(Tpurnuuepna)
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Puc. 19.5. CunTes ramuepotocthonunuaos (M3-3a 3KOHOMUM MeCTa He NpUBeseHb cTepeodopmbl

rautianncdhncrrdhAaranie nan )
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Puc. 19.6. ANbTEpHTUBHLINA NYTb CUHTE3a rnulepodochonMnnaos.
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Puc. 19.7. BuocuHTes chuHroanHa.




buocunTes
KETOHOBBIX TEJLII.

XOJICCTCPHUHA
N KCJIIUHHDBIX KHUCJIOT
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Auetun-KoA
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N CHyC-CHyC~SKoA *+ CHz-C~SKoA
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OH
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O

[l I
CH3-C-CH,-COO" + CH;-C ~SKoA
AueToauerar Auetun-KoA
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H
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Puc. 19.1. CuHtes keToHOBBLIX Ten.
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CTpykTypHad popMmya XoaecTepuHa (A). H €ro YIIakoBKa B
oucnoe (b)

Puc.:A.bonapipes u coaBT.,2006.



UAeT MPerMYILeCTBEHHO B MUTOXOHIPUSIX ITeYeHH B 3 HTAlla:
1 2
3 Ac~SKoA—HW3z3oneHTU/I1~PP CkBasieH

4 o

Crepouppsl . XonecTtepo o

TkanecnenmudpuIHO




acetyl-CoA A0
+ ——mHMG-CoA \—- mevalonate

HMG-CoA
acetoacetyl-CoA R () ATP

coz2

Isopentenyl pyrophosphate

heme a l
dolichol

geranyl pyrophosphate

ubiquinone

bile salts storoids farnesyl pyrophosphate

Iive\ /4enduc rine
glands

Cholestero| - lanosterol -«——— squalene




— 1 aTan — 0Opa3oBaHKe MEBaJIOHATA.

Tuona3sa (|)| 9

— . —

I
2CH3~C~SKoA === CHy-C-CH,-C~SKoA + CH;-C ~SKoA
Auetun-KoA HSKoA AueToaueTtun-KoA

'MIr-KoA-cuHmasa CH3 O
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II sTam — npeBpanieHUC MEeBajJoHaTa B (apk
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C

o
N Y L, LCH QO
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|
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0., OnocunHTE3 VilNtP<E

TpebyeTt muoro AT® u HAZI®H , To ecTh cBsizaH ¢
OKHC/IeHHueM MojIeKys K, Kak B [1®I1, Tak u B
IJIMKOJTUTUYECKOM ITyTSX.

WITPD - akTHBHBIE N30MI€HTEHOBbIE €IMHUIIBI, B PA3HOU
cTelleHU cnocoOHbIe K E mommepusaniyu, 3aBucsiine
OT NPUHAAJIEXXHOCTH K TAKCOHY U TUITY KJIETOK.

[lo/THOCTBIO MJIM YHaCTUYHO OHU TaKXKe MOT'YT 3dMbI-
KaTbCs B COIIPSHOKCHHBIC 5-TH- 1 O-TUYJIeHHBbIE I KIJIbI,

00pa3ys pacTHUTe/IbHbIe TUTMEHTHI, KayYyKU, CMOJIbI,
apOMaTU4YeCKUe COeIUHEHMS, AJIKAJIOUIbI U JIP.

YacTs M3 HUX U3BECTHA, KaK YKXUPOPACTBOPUMBIE
BUTAMUWHbBI UJIU TIPUMEHSETCS KaK MPSHOCTH,
JIeKapCTBEHHbIE B-Ba U HADKOTHUKMU.

29




T - Apenle Ulis=s
|l CUTOULT T
cTeponaoB MO3BOHOYHbIX >I<I/IBOTHbIX

Boccranopnenune SrepHHKAHA OKHCIIeHHe

[TameMuronnXC Kemumnie k-1e1 24 C

Kanpuptpron 27 C I[Iporectepon 21 C

['nmrokokopTH-
Kouael 21 C

1H 27 C
Kompoctepun 27 C Amnporerst 19 C

DcTporens! 18 C
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O (@]
O—i—o—i—o% . et
2 + 0
cKBaneH
DOAPHESWNEMNMPOO®OCDOAT
H,0 HADD* III 2TAll —

| IpeBpalllCHUE

dapHe3nAUPOGhO
cara B

MHTAasa

CKBANEH-2,3-3N0KCKg HaHO CTepO.H %
MPECKBANEHMUPODOCDAT RDETReER
CUHTa3a

HAOD

NAHOCTEPON
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CKBAJNEH



IV sTamn — npeBpaiieHue

——
XOJIECTEPUH.

HECKONBKO peakL i

H
NAHOCTEPCN SMMOCTEFON

HECKONBKO peakuWn n

HEeCKONbKO pea KLLMVI
-

XONECTEPON OECMOCTEPON




O6pasoBanue-t

=

€ Formarion of secretory vesicle

Liver cell

P

aGHCHOPTHLIX (PO

Endoplasmic reticulum

) Sinihesis of apoproteins,
phospharidylcholine,
riacvlglycerol, choles-
terol, cholesterol esiers
occursin the endo-
plasmic reticulum

€3 Assembly of components
inio prelipoprotein
parnicles in the ER, then
ranster 1w Golgi

) Golgi processes particles
with additional phospho-
lipids and perhaps also
cholesterol and choles-
terol esters acddex]

Secretory vesicle

containing lipoprotein \
particles

Extracellular space

) The VLDLisreleased
into the circularion
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brnocunTes DUKO3aHONIOB




AnkosaHouab!

e \y

Mpoctanonabl flenkoTpueHsl

v N\

MpocrarnaHanHsl  TpombokcaHbl [MpocTaunknuHbI

Puc. 17.3. Knaccuukauma anko3aHonnos.

dochonnnuabl MembpaH

I"nroxokopTukonab!
(Hrbupytor)

| ld)ocd)onunaaa A, =

ApaxupoHoBsas kucnota 20:4 (A5811.14)

ﬂunoxcueeuasi/ LjuknookcuzeHasa
Neikotpuenbl - LT TMpocTaHouas! (TpombokcaHsl - TX

npocTauunknuHel - PG!
npocrtarnaHanHol - PG)

ACnupurH, HAOMETAaUMH
(MHrnbupytoT)

Puc. 17.4. CuHTe3 3i1K03aHOUOOB.




11 13 15 17 19

Puc. 17.5. MNpocTaHoesasn kucnora.

O

Puc. 17.6. NMpocrarnanguibl PGE,, PGF, .



Puc. 17.8. lefikoTpueH.




Puc. 19.8. Mo6unu3aumsi Tpuaumnrnuueponos s xuposon Tkaum (D. L. Nelson, M. M. Cox ¢ u3m.).




peuenTop

dupocombi .

Puc. 19.9. MocTynnexne xonectepona peyenTopHo-onocpeaosarHsim nytem (D. L. Nelson, M. M.
Cox c n3am.).
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(18:1(9)) (20:3(8,11,14))
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7?8:0) (20:4(5,8,11,14))
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MuroxoHapum

nuuepanbperva-3-gocdar

[nioKkoHeoreHes
(Ao rnoko3bl)

H,OH nuueponkunasa ?Hon ?HZOH
H-C-OH ™ /7 > H-C-OH H-C-OH —
2- 2-
Fnuuepon muuepon-3-cdocdar nuuepon-3-cocoar
LiuTosons
Muyepon-3-
d)OCd)gm' (I:H2OH Hon TPU03047OC¢am-
(]: u3somepasa
OezaudpozeHasa C=0 ¢=0 =
o ; 5. - T
CH,0PO; CH,0P03*
CAL  ®ALH, AvokcunauetoH- [uokcuaueToH-
docdar docdar
®AO+H,0+1,5 ATO
H\?//O co
2
H-GOR e amsmen > MUPYBAT —— AueTun-KoA
CH,0PO,2 N HO
2

Puc. 18.6. Okncnenune rnuuepona (rnmuepuna).




