buoxuMusa 1 MOJICKYJIAPHAas
OuoJiorus

Jexyus 8. Kamabonusm HCUDPHBIX
Kuciomas Memaboauzm KemoHno8blx mejl



[ [man nexkuum

KaTa0onu3M >KAPHBIX KUCIOT C Y€THBIM 4uciioM C-
aTOMOB

KaTa®oau3M KUPHBIX KMCIOT C HEYETHBIM YMCIIOM
C=aToMOB

KaTta0omn3M MOHOEHOBBIX KHUPHBIX KHCJIOT

MeTa0oIn3M KETOHOBBIX TEJl

Rara001M3M KHPHBIX KHCJIOT




Kamaoonuszm HCUPHDBIX KUCjiom

OKuc/IeHHe JKUPHBIX KUCJI0T
C’H_-(CH2) -C"H -C°H,-COOH

[ 1aBHBIM Ty Th:
P=oxuciIeHHE

MuHoOpHBIE ITyTHE
O=0KHCJICHUE

(KK ¢ pa3BeTBIICHHBIMU IICIIIMH, HAIPHMED,
¢uTaHOBasT KHCIIOTA)

W=OKHUCJIICHHUC

Kara001u3M JKHPHBIX KHCJIOT




Kamaoonuszm HCUPHDBIX KUCjiom

Cxema B=oxucjIeHHs KHPHBIX KHCJIOT

—> Acetyl -CoA

H, H, H,

el o - Acetyl -CoA
AN NSNS

) —> Acetyl -CoA

Thas bond Oxidanon
s cheaved

v

—> Acetyl -CoA

Y
Hy He Heo oH H H,

-

l G G G
\/\/\(/\(/\(/

/Ay

— Acetyl -CoA

\;_./

; —> Acetyl -CoA

/ Hy Hy Hy  H,
) 0 A .
\/\/\/\/\/\/ /
A ¢

Acetyl -CoA

¢ —CHy

1954 - 1958 11. -

1904 1. — . Kuoon ®. JIuHeH ¢ CcoTpyaHUKaMU,
A. JlenuHmxep
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Kamaoonuzm HCUPHDBIX KUcjiom

8 Acetyl CoA

—'-H—-\.ﬁ\

Citric
acid cvcle
i\

\\\’_/"i:

| 16C0;

Gde

Stage 3

Respliratory
(electron- tramsler)
chain

ADP + Py

Tpu craguu karadbommsma JKK:
)B-okucnenue;

2) YK JTMMOHHOW KUCIIOTHI,

B KOTOPOM OCYIIECTBIISIETCS
pacmemenue anetuin=CoA,
oOpa3zoBagmrerocst npu P=oxuciennun KK;

3) okuciurenbHOe (HocHOopUITUPOBAHHUE
B JIBIXaTEJIbHOM IIEMN ¢ 00pa30BaHUEM

ATP 3a cuer snepruu NADH u FADH,,
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Kamaooausm scupnvlx Kucaom

TRANSPORT
AND UPTAKE

COOH
IN THE BLOOD: ALBUMIN‘§

f . §C‘OOH co.c:\‘\

ATP g
FREE FATTY ACID ACYL-CoA

METABOLIZING CELL:

Kara00u3M KUPHBIX KUCJIOT




Kamaooausm scupnvlx Kucaom

TRANSFER
INTO THE CAT IS INHIBITED BY MALONYL- CoA

MITOCHONDRION

L

ACYL- CoA
IN cYTosoL VVVWVMW\co.coA

Kara00u3M KUPHBIX KUCJIOT




Kamaooausm scupnvlx Kucaom

B-OXIDATION OF
FATTY ACIDS

(ACETYL- CoA)

Kara00u3M KUPHBIX KUCJIOT




Kamaoonuszm HCUPHDBIX KUCjiom

BR-oxuciieHHe JKUPHBIX KHCJIOT

B=okuciaeHue — crneu(pUIeCcKuil MyTh OKUCICHUS CBOOOIHBIX
KK, 3aKkaHYMBaIOIINICS

oOpa3zoBaHueM aneTuia=CoA.

Oxucienune KK ocymecrBiasiercss B MUTOXOHAPUSAX U
MEPOKCHUCOMAXa

/ZAKMpHbIe KUCJIO0THI J1JIs1 BOBJICYCHUS B MPOLECe
B-oxuciaenns 10/KHbI ObITh AKTHBHPOBAHDI.

AxtuBanusa KK ocymectBiasierca ¢pepmenTamu anui=CoA=
CUHTeTa3aMM B nuTo30/iea Ha akruBanui KK 3arpauuBaercs
2 Mouiekyabl ATP. AKTHBHpPOBAHHbBIE JKMPHBIE KHCJIOTHI
(anun=-CoA) TpaHcnmopTHpPYIOTCSI B MATPHKC MHTOXOHIAPHIA
KAPHUTHHOBBIM Y€JIHOKOMa

Kara001u3M JKHPHBIX KHCJIOT 9




Kamaoonuszm HCUPHBIX KUcCjiom

AKTHBAIMA KUPHOU KHUCJIOTHI

Mg?*
RCH,COO + ATP — RCH,C O~ AMP + PPi

HEOpraHuYecKas
nupodocdarasza

H,P,0, + H,0 — 2 H,PO,

M92+
RCH,CO ~ AMP + HSCoA — RCH,CO ~SCoA + AMP

CymMmmapHasi peakiuss
M92+
RCH,COO" + ATP + HSCoA + H,0 — RCH,CO ~SCoA + AMP + 2Pi

AG 9= - 15 xJ]x/momnb (s ABYXCTAIUHHOTO TIpoliecca)

Kara001u3M JKHPHBIX KHCJIOT




Kamaoonuszm HCUPHBIX KUcjiom

Tpancnopt anna=COA B Mmutoxonapuun

Onter mitochondrial Inner mitachondrial
membrane membrane

Cyvtosol Intermembrane ' Matrix

space
Camit ine

acyltremsferase 11

CoA-SH

Carnitine

Carnitine 2 Transporter
acyltranslerase |

Kapautun (y-rpuMeTniaMuHO=P=-ruapoKCHOyTHPAT) CUHTE3UPYESTCS B
MEYECHU U ITOYKaX U3 JIU3UHA.

(CH,),-N*-CH,-CHOH-CH,-COO"

Kara0o1m3M »KMPHBIX KHCJIOT T




Kamaoonuszm HCUPHBIX KUcjiom

O0Opa3oBaHue aNUJIKAPHUTHHA

R-CO-S-KoA  * (CH)N—CH,—CH (OH)—CH—~COOH

Aunin-KoA KapHuTiH

(CH, )‘.\"—("n;—ﬂ"n—("n —COOH

O—C—R
|
O

AIWIKApHUTUH
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Kamaoonuszm HCUPHBIX KUcjiom

Tpancnopr anna-COA B Mmutoxonapuun

Cytosol Outer Inner Mitochondrial
Mitochondrial Mitochondrial Matrix

o Membrane Membrane

R
Fatty acid OH space
EhA r Acyl CoA

synthetase
ATP B-oxidation

Intermembrane
Kreb’s cycle €&— Acetyl CoA

Carnitine
AMP + PP; acyltransferase I Fatty Acyl-CoA

Fatty Acyl-CoA Transporter/ /

Carrier

~—' _Carnitine
it | Fatty Acyl-

Carnitine

CoA-SH

Fatty Acyl®carnitine

! Carnitine
Carnitine
acyltransferase |

Kara0o1m3M »KMPHBIX KHCJIOT




Kamaoonusm scupnolx Kucaom

B'OK”CJIBH”B HCUPHDBIX KUC/IOMmM
R-okucieHne — MUKIMYECKHI MPoLeccy BKIOYaomuii 4
peakuuus

e neruapupoBanue (annia=CoA=gernaporenasa, FAD)
e ruaparanus (eHom=CoA=ruaparasa)

e neruapupoBanue (L=B-rugpoxcuanni=CoA= nermaporeHasa,

NAD*)

® THOJMTHYECKOE pacuieruienune (TuoJiaza)

Kara0o1m3M »KMPHBIX KHCJIOT 14




Kamaooausm scupnolx Kucaiom

OKHCIIEHUE KUPHBIX KUCIIOT
C 4YeTHbIM 4HuciioM (=aToMOB

B a« §
_ - = =» CH,; ~~_CH, - CH, - CH, - C~SKoA

C=n
FAD
FAD-H, —= 2AT®

o
I
CH; ~—~_ CH, - CH = CH - C~SKoA

f— HO

Y
"
CH,;~—~_ CH, - CH - CH, - C~SKoA

NAD*
NADH + H*— 3AT®

8% e
CHy;~~~_ CH, - C - CH, - C~SKoA

HSKoA ﬂi

(o] (o]
u
S = === CHy ~~_CH, - C~SKoA + CH, - é~SKoA
C=(n-2)

UTK

Enoun-KoA-rmaparasa

B-Mappoxcuaumn-KoA

B-Mppoxcuaunn-KoA-
nerwpgporeHasa

B-xeToaumn-KoA

pB-xerocauun-KoA-twonasa

Kara001u3M JKHPHBIX KHCJIOT
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Kamaooausm scupnolx Kucaiom

CyMMapHO€ ypaBHEHHUE [=OKHCJIEHUS CT€apUHOBOM
KMCJIOTBI

CH,(CH,),,-CO~SCoA + 8HS-CoA + 8FAD +
8NAD* + 8 H,0 —

9 CH,-CO~SCoA + 8 FADH,, + 8 NADH + 8H"*

Kara001u3M JKHPHBIX KHCJIOT 16




Kamaoonuszm cupuvix Kuciom

dopmyJia pacueTa BbIACJAAOUICACH INPH OKUCICHUM
’KUPHOU KHUCJIOTHI JHEPIruu

PacueTt BbiensieMou SHeprum
npoussBoamnTCcA No popmMyne:

[5(n/2-1)+n/2x12] -2,

rae 9 = uncno monekyn ATP, oGpaszyemoe mpu
OJTHOM payHJ€ [=OKHCIICHUS,

N - yucio aroMoB yrmepoaa B JKKj

n/2 - 1 - 4KCI0 aKTOB OKHCIICHMS}

n/2 - qucno mMonekyn anetuia-CoAj

12 - gucio monekyn ATP, oOpasyromuxcs mpu
IIOJTHOM OKHCIIEHWH OJTHOM MOJEKYJbI aneTuii=CoA
B LIMKJIC TUMOHHON KHUCJIOTbIj

2 - gucio monekyn ATP, 3aTpaueHHBIX Ha
aktuBanuo KK.

CH,~(CH,),CO~CoA

2)16

[5x (18/2 - 1) + (18/2 x12)]
- 2=[40 +108]-2=
146 ATP

[Ipy TIOJIHOM OKHCIEHUU

3 MOJCKYI IJIIOKO3BI

(18 C- aromoB) obOpasyercs
108 (114) momekyn ATP.

X KHCJ0T 17




Kamaoonuzm HCUPHDBIX KUcjiom

Fatty acid

Fatty acid Outside Cell
transporter__

Inside Cell

Fattv acid

Fatty acyl CoA Acyl cannt:nc Carmtme
<- CPT1 ;
/ * CAT ) \

/ Fatty acyl CoA ! ﬁAcyl carnitine Carmtme\

B Oxidation

Acetyl CoA Mitochondrial Matrix
TCA Cyclel

ATP

1

\ \ ﬁElectron Transport Chain ! / /

Kara0o1m3M »KMPHBIX KHCJIOT
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Katabo/m3M >XXUPHbIX KUC/IOT

OKHCIICHUE KUPHBIX KHUCIOT
C HEYETHBIM 4muciioM (C=aToMOB

HCO3 ATO AMO PP,

CH3~CHg=C—S - HoA .L_LL_A. H=C~CH,
! Il [ponuoxun-KoA-kapbokeunasa |

0 %-S “HoA
Nponuonun-KoA é)

D-meTunmanounn-KoA

A MeTunmanoxun-

i SNMMEPaZa

| JO
MetunmanoHun-KoA-myrasa l
C—S- HoA
Il
0

- - ——
S — >

Cyxumumnn-KoA L-meTunmanosun-KoA

1. [Iponmonun-CoA
KapOOKCUIIUPYETCS C
obpazoBanuem D-meTni-
ManoHWI=CoA.

2. D-verrvanonm=-CoA
AMUMEPU3YETCS B
L-cTrepeonzomep.

3. L-metmimmanonnin-CoA
peBpaiaeTcs B
naTepmeauar [[TK —
cykiuHmI=CoA.

Metunmanonun=CoA myTtaze
HeoOXoauM KodakTop =
BUTaMUH B,

Kara0o1m3M »KMPHBIX KHCJIOT 19




Kamaoonuszm HCUPHBIX KUcCjiom

OKucJIeHHEe MOHOCHOBBIX KHPHBIX KHCJIIOT

S-CoA (is-A%-Dodecenoyl-CoA

3 42— /-
A J enoyl-CoA Pharmax
isomerase Change

.info

H 0
/ 'l 'l 3 .
- \\“ 1Ns.CoA trans-A%-Dodecenoyl-CoA
\H
f\

6 Acetyl CoA

OJienHOBAasI KUCJIOTA,

9
C1:3.:1, A

OKHCIEHUE OJIEMNHOBOM
KMCJIOTBI TpeOyeT
AOTIOJTHUTENBHOTO (hepMEHTAx
Enomi=CoA=n3oMepasbl

Htors:
9 anetur-CoA
8 paynno (LHKII0OB)

Kara001u3M JKHPHBIX KHCJIOT 20




Memaboiuzm KemoHOBbIX meJt

OOpa3oBaHKHEe KETOHOBBLIX TEja B

MutoxoHapus Liuronnazma

| —w 2 AuetunCoA
- Okucnenue 2 AueTHn Cok Llukn nuMoHHOIT 58 Tuonaza
JKUPHBIX KUCAOT '
J Tuonaza KUCNOThI

Auetoauyetun Coh Auetoauetun CoA

HMG-CoA HMG-CoA
‘ CuHTeTaza o CuHTeTaza
HMG Cod s HMG CodA

HMG—COA-ﬂHasa+ + HMG-CoA
e Peaykraza
ALETOH “#—— Ayetcauetrar —® [i~ TunpokcubyTUparss M
= eBanoHar

B- N'magpokcubyTupar a
aerngporeHasa +
Xonecrepon

Kara00,143M JKHUPHBIX KHCJIOT



Memaboiuzm KemoHOBbIX meJt

KeToHOBEIE TEIIA

auertoauetar D-B-rnapokcnbytmupat aLleToH

0 OH 0
[ 0 | 0 [

4
HO—C—CHC!  HC—C—CHC! HyC—C—CH,

0 H 0

Kara00,143M JKHUPHBIX KHCJIOT 29




Memaboiuzm KemoHOBBIX meJl

Cunmes KemoHoevlix mein 6 cenamouumax

0 CHy=C~SKoA FMr-KoA-cunTasa
]
2 CHy~C~SKoA Auemin-KoA
™ £
Twonasa 'OOC-CHg—?—CHg-'C'*-SKoA MMIr-KoA
g 19
CHy=C~=CH,~C~SKoA . 0 '
5 Hy~C~SKo Aueroauervn-KoA e 6 — .
("J 0 0
CHy~C~SKoA—| IMT"-KoA-cuHrasa I 1 I
CHy=C~CH; <+— CHy~C~CH,~CO0O" Auertoauerar
Ao pNADH H*
OH o ¥
| I NAD*
'OOC-CHg-C')-CHg-C'*SKoA Mr-KoA
OH

[
CH CHy—CH—CH,~COO" B-IWapoxcubytvpar

Kara0o1m3M »KMPHBIX KHCJIOT



Memaboiuzm KemoHOBBIX meJl

Kemonoevie mena = kniemounoe monaueo

OH 0

} 0O
CHs~-C—-CHsC [
s ':' o o CHy~C—-CHs C:_ =

B-Mapokcubyrvwpar

p-ruapokcubyrupar- NAD*
AervaporeHasa
NADH + H®

o o
. &
CH3;—~C—-CHs C\

o)
Auerocauerar

Cyxumumnn-KoA- * YKUMHWI-
mg%aueTaT-KoA- C KoA
Tpaxcdepasa i

Cyxumwnar

c"> o 2 Auetun-KoA
CHs—C-CH+C’ l
)

AueTtoauerun-KoA Livkn Kpebca

Kara0o1m3M »KMPHBIX KHCJIOT



Memaboiuzm KemoHOBBIX meJl

Ffrenarounr

AueToauerar
1] rMapoKkcMbyTupar
= apu.e'rou S —T]. ALETO3UETAT W

A DS rmapokcubyTupar
ABNAKOCA

MCTOYHMKOM
aHeprun ans
CpPAaU3, CKENeTHbLIX
, MBILLIL, NOYEK W

ek iy : ~ MO3ra
nglHJ'lbl = - Auetn CoA

SokKkacnesme

_.(‘.(1‘\ == "N

~lobpazoeaune
KETOHOELIX TEN

CkcancauseTar Uwen

MIOKOHEOIreHez Mmoxkoza

MCNONBIYETCA KakK
TONNMMEO ONA MO3ra
M OPYMX TKasen

MMokoza —

aTa00/IU3M KUPHBIX KHCJI0T




L

R—CH—CH— T
I S-CoA
O2——p AFAD—_| —FAD®—_ _—»HAp——_
— ospl l'll ory | -l -
Ho0 4~ N DA [ R FADH, — 02
\*p H 4 a0 - 10,4
J. v ..g.'ri‘.
R—C=—C—C
|' S-CoA
I
HO—_ | —F.O
OH -~
0
Rt —cH,—cZ
\ S CoA
I
)y — 2 g v g g~ 2
2L lzﬂ:. a7 )|.-- o _--'l & R S NAIDH expan x|
l lz[) "‘ - il'. v N‘\l )l l¢- -’N‘\l )ll -‘Vl |(ll' recoxicdation
.‘\ 'l. [)
- )
r—l_c 1y— /pg
'3 Ca\
CoASH——l— CaASH
v ()
..4-’7*(
R—CT_
S-CaA
+
Citric o .
9’} Acetyl- Cold
| €——— CH—( —— :
r\‘\ll(v \5 CaA exported
( AUU v 5

JlomaniHee 3agaHue

CpaBHUTH mpoILIECC
B=oKucCIeHUs B MUTOXOHAPUU
U TIEPOKCUCOME




