Crpoenue, CBOMCTBA,
OMoJiorn4eckasi pojb




JIMnuapl — HEPACTBOPHUMBIE B BOJIC OPTaHUYECKUE
BEILIECTBA, KOTOPBIE MOTYT COJEPKATHCA B KUBBIX
KJIETKaX U MOTYT OBITh 3KCTPAarupoBaHbl U3 HUX
HENOJISIPHBIMM PACTBOPUTENISIMU (XJIOPODOPM,

3¢up, 0eH3011). Bce HAacTOsAIIME JTMITUIBI — 3TO
CIOXKHBIC (HUPHI )KUPHBIX KUCIIOT B KaKOTO-JIHO00
CIIHPTA.




MEKIY KHCJIO0TOH U CITUPTOM

drepupuranus

Kuciaora + Coupr Caoxubiii 3¢pup + Boaa

CH,COOH + C,H.OH CH,COOCH, + H,O
YKcycHast ~ DTHJIOBBIHA dTHjanerar
KucJsiora CIIUPT

— COO - 3710 CJ10’)KHO3(PUPHAS CBA3D.




HeoMbBLIsSICMBIC

1. Beicuiue xupHbie
kuciotel (C,,-C,),
BBICIIINE )KUPHBIC
CIIMPTHI U aJIbACTUIBI C
n 10 60;

2. DUKa3aHOUIIbI —
TPOU3BOHBIC
apaxu10HOBOM

KU CJIOTHI;

3. OJuro- v NoJIMMEpPHI
M30IICHTEHA, BKIIFOYAs
TE€PIICHBI, CTEPOUJIBI,
JTATE€KChI U T.J.

OMbLISIEMBIEC

IIpocThIe

1. AUMITIIMIIEPHUHBL;
2. HeurpanbHbie
ITUOJILHBIC JIMIINA B,
3. HeutpanbHblie
IJIa3MaJIOTCHEL,

4. Bocka.

\

CiokHBIE

1. ®ochomunuasl
(rmunepodoc-
doaunuasl 1
cunarodoc-
(hoaumuab!);

2. I’ mukonmunu el




DU O0J0I'MIECKS

CrpyktypHas  ¢GyHKOua  (oOsi3aTelbHBIE  KOMITIOHEHTHI
OMOJIOTHYECKUX MEMOPaH - GoCchOTUIUIbI);

DOHepreruyeckas QyHKIUS (3(P(EKTUBHBIN HCTOYHUK YHEPTHUH B
KJICTKE - TPUALUITIIULECPUIBI);

Cnyxar GopMoi, B KOTOPOM TPaHCIOPTUPYETCS ITO TOILIUBO
(XMJIOMHUKPOH);

BBINOAHAIOT 3allUTHYH0 (QPYHKOWIO (B KJIETOYHBIX CTEHKax
OakTepuil, B JIMCThAX BBICHIMX pPACTCHUM, B  KOXKE
MTO3BOHOYHBIX );

HekxoTopeie BeliecTBa, OTHOCHMBIE K JIMIKAAM, OOJaJaroT
BBICOKOM OHMOJIOTMYECKOM aKTHMBHOCTBIO — 3TO BHUTAMHUHBI U UX
IIPEAIIECCTBEHHUKH (A,E,D), HEKOTOPBIC TOPMOHBI
(aiiKa3aHOU/IbI).




OnenHoBag
KHCJIOTa

ITanpMuTHHOBASA
KUCJIOTA




U3MCHCHMSIMH ).

IHaapMUTHHOBAA KHCJI0TA
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OJenHOBas KHCJ0TA
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HaceilmieHHbIe 1 HEHACHIIIIEHHBIC

KUPHBIE KUCJIOTHI

HacbilweHHble KomMmOuHaLuuAa HacbIWEHHbIX U
XXUPHbI€ KUCNOTbI HeHaCbIWEHHbIX XXUPHbIX KUCINOT
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— E——
e HenrTpajibHbIE JTUIU/bI

[munepon | -MOHOAMATIIMIIEPUH Tpuanunrmuiepux

AHI/IJII‘JII/ILIepI/IHBI COCTABJIAIOT ITIaBHBIM KOMIIOHCHT KHPOB,
3al1aCaCMbIX B PACTHUTCIIbHbLIX W JKUBOTHBIX KJICTKAX . B 3aBucumoctu

oT Bxoasamux KK — Macio uinm xup. CTATHYECKASI BHOXUMMUSI



[uuepoan  7Kupuble KHCI0THI Tpuaunarauuepod




1. Kucnornoe uncio - konmrnyectso KOH (Mr), HeoOxoaumoe
U1 HEUTpaJIM3aluy CBOOOIHBIX KUPHBIX KHCJIOT,

coaep kamuxcsa B 1T xxupa.

2. MoaHoe 4nciio - KoIMuecTBo Homa (r), cBsizanHoro 100 r
xupa. [Ipucoequnenne J npoucxoauT no MeCTy JABOUHBIX

CBSI3€U B

HEHACBIIIEHHBIX )KUPHBIX KMCIOTAX. ITO YUCIIO
XapaKTEPU3YET COACPKAHNE HEHACBIIIICHHBIX KUPHBIX KUCIIOT
B JKHpaX.

3. Uncno oMbuieHus - 310 KommuectBo KOH (mr),
HEOOXOIMMOTO JIJISI HEMTPAIH3aIMH BCEX KUPHBIX KUCIIOT,
BOJSIINX B COCTaB 1 I HEUTPAIBHBIX KUPOB.




HenrpajabHble TUOJBbHBIC JUNU/bI

ch,

DTaHINOoN 1,2-iporaninon MoHO00J1eaTA TUIIEHTIINKOJISA
(3TUJICHIJIMKOJIb )




HeuTpajabHbIe JIA3MAJIOT CHbI

|
—1—-1—B

[LimazmoreH
(R, — HeHACBINIEHHBI anu(paTnyecKuil crupT, R,, R, — JKUPHBIC KUCIIOTHI)

CopaeprkaTtcsl B MOJTOMHOM XUpe, B XKenTke sila, B FofIOBHOM U CIMHHOM MO3re,
cepaLe MIekonuTatoLLuX.




——— BoOCKAa

Bocka o0pa3yroT 3alIUTHY IO
CMAa3KY HA KOXKe, HIePCTH U
NepbsX, MOKPbIBAKOT

JIUCTHS M IJIOAbI BHICIIUX
PACTEHHMH, a TAKKE KYTUKYJTY
HAPYKHOT'0 HAPY’KHOIO
CKeJIeTa Y MHOTUX HACEKOMBIX.
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_Crepounapl

TecrocTepoH —

MY>KCKOU TTOJIOBOU
XoseBast KUCIIOTa — TOPMOH

’KEITYHas1 KUCJI0Ta
OH

H,C
HO HBC

CH,;




/——_\ : —
/ | Tepnennl

|
H,C=C—CH=CH,

H3onpeH




CnoXxHble nunuabl

[ muuepodochoaunu bl

B KQUECTBE CTPYKTYPHOU
OCHOBBI COAEpKAT
TPEXaTOMHBIN CITUPT TJIMIIEPOI.
[Ipu runponuse
ranepoPochoIunruI0B KpoMe
CIIUPTA TIUIEPOJIA
OOHApPYKUBAIOT JIBE KUPHBIC [ nnuepodochonmnua
KHCJIOTBI, POCHOPHYIO

KUCJIOTY W PA3JIMYHbIC

3aMECTUTEIN




docharmnannxonuH

docdaruauiaxoarH (JICLUTHH) B CBOEM COCTaBE COACPIKUT
AMUHOCHHUPT XOJUH. DoCchHaTHIUIXOIHUHBI IIHUPOKO
pacipoOCTpaHeHbI B KIETKaxX, 0COOCHHO UX MHOIO B
MO3TOBOI TKaHM Y€JI0BEKA U KUBOTHBIX,
B PACTEHHUSIX OHM BCTPEUAOTCSA B COEBBIX 000aX,
3apOJIbIIIaxX MIIEHHUIIBI, CEMEHAaX MOJICOJHCYHHUKA.

HoC—O— ill_ QO—CH3-CH>- Sl CHsz

O CHs
=




DocharuanIdTAHOJIAMUH

o
0 ch—o—g——R,
Rz—g—o—(IDH 9)
chlz—o—g—a—!:az-—cu 7—NH3
o-

Ddocharnannarasonammy

docdarugundrTaHodaMuH (KedalrH) COASPKUT dTaHOIAMUH,
KOTOPBIN MPUCOCAUHSAETCS K OCTaTKy (hOC(POPHOM KUCIOTHI
aupHO CBA3b10. DochaTuANIITAHOIAMHUHBI, TaK K€ KaK U
(dbochaTuIUIXOIMHBI, SBISIOTCS INIABHBIMU JIUIIHIHBIMU
KOMITOHEHTaMHM, (QOPMHUPYIOITUMH OMJIUIIHIHBINA MAaTPUKC
OMOJIOTHYECKHUX MEMOpaH.




Kapauonunux

Kapanoaunuabl MOXKHO
paccMaTpuBaTh Kak
POX3BOIHOE
(dbochaTuAMATIUIEPOJIOB, Y
KOTOPBIX
3-TUIPOKCUTPYTITIA BTOPOTO
OCTaTKa MOJIEKYJIbI
1910500 (S0 JO N F:]
TepUPUIIPOBAHA
MOJICKYJION (pochaTuIHOM
KUCJIOTBI.

HQC—ICH—CHQ

C]) OH
'O-T=O

O
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OOpa3zoBanue au30(oCchHOIUITUI0B

0 PLA1

|
Ry - NANANA ¢ o——CHz

Rz—\/\/\/\/\/\/_ OCH

CH2
PLA2

ITon neiictBuem ¢gocgonumaszer A2 QC—O_C—R

ruepod®oCcPounuabl TEPSIOT 0CTATOK
’KUPHOU KUCIOTHI Y BTOPOTO aToMa yriaepojaa HO—CH 0
CIUpTa IIIUIIEepPOIIa I
c oOpa3zoBaHueM 30 ochoaunuaa. HyC=0~=P =0~ ocuosanne (o um rasorauiy

Nn3odochaTMaMAXONIK Wk NM3OGOCHATHRNNSTAHONAMMH




~—HE CoJCp AT INIMIEPUHA, B UX MOJIEKYJIE UMEIOTCS 2 JUIMHHBIC
YIJIEBOAOPOAHBIC 1IEMH, OJIHA U3 KOTOPBIX - OCTATOK KUPHOMN
KMCJIOTBI, Ipyras — OCTaTOK C(OMHI03MHA, KpOME TOTO B
MOJIEKYJIE UMeeTCs (pochOopHasE KMCIOTa U a30TUCTOE
OCHOBaHHME (XOJIMH, 3TaHOJIaMUH U Jip.). ChUHTrOIHUIn A,
MMEIOIIHNI B CBOEM COCTaBE XOJIMH, Ha3bIBACTCS

C(PMHTOMHUETIUHOM.
Hepamun
A
- ‘ B
Cdunrozun
’ OH - Q
|
CH3— (CH2)12 — CH=CH—CH-CH—N- C—R
{ R
CH, BXKK
DochopHast KHCJIOTA |
bop O= P 0= .
O—CH,—CHs—N(CH);
" o

G ©

XO0JIMH



CbuHro3ux

ChUHroIunuAbl SBJISIIOTCS NPOU3BOAHBIMU 18-aTOMHOTO,
HEHACBIIIEHHOTO JUTHAPOKCHAMUHOCIIUPTA — CPUHTO3MHA
WJIA €r0 HACBIIIEHHOTO aHAJIOTa — JUTHAPOC(HUHIO3HHA.

CH3—(CHy)yg~ CH=CH-—CH ~CH—CH,0H CHg=(CHy)y~CH=CGH=CH;0H

Cumroamn Jnrnapoch uHroany




CPUHIOMUENUHDI

Cohunnroans

— =
=< ™~

CHa—(CHg);g"CH=CH—CH—(IZH—NH-%—R
OH CHz B2 __
. ] KvpHan
() KMcnoTa
(Docdoopnan* O=F|>—-O'

KMcnora

L O=—CHy—CH,—N"* (CHy)4

o

e o
Xonue

Chunromuenuy

9T0 Hanbonee pacnpoCcTpaHEHHbIE CPUHrONUNUABI.
B OCHOBHOM OHM HaxoAsATCAA B MEMOPaHAX XMBOTHbIX U PACTUTENbHbIX KITETOK.
OcobeHHOo 6oraTta MMM HepBHas TKaHb. CHOUHIOMUENNHBI OOHAPYXKEHbI TaKXXe B
TKAHW NMOYeK, NEYEHN N APYrUX OPraHoB.




Liepamuasbl

OH

| Vs St M St 04 B8 0 Gal

HN——CO0—R,

[nukonunuapbl — ewé oaHa 6onbluas u pa3HoobpasHas rpynna
CMIOXHbIX JIMNMAOB, OCHOBY KOTOPbIX COCTABMAOT LiepaMuabl, FAe BOAOpOA
UX TMAPOKCUIIbHOWM rpynnbl 3aMeLLEH Ha pa3Hble YrneBoaHble hparMeHTbl.

Ecnn yrneBoaHbIN KOMMOHEHT NMpeAcTaBeH ranakTto3on, TO LepaMu,
6yneTt Ha3blBaTbCA Lepedbpo3naom.




Hanbonee cnoxHble N0 COCTaBy JIMMUAbI — 3TO FAHMNO3UAbI.
B X cocTaB KpOMe HECKOJIbKMX YrNeBOAHbIX OCTaTKOB BXOAUT
N-aLeTuIHeNnpaMMHOBas KUCIOTA.
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[emaTo3una (raHrnmosng)

["moxoza

]

CamHroams
O-CHQ-?H‘-?H—CH- CH-(CMQ- CH3

H NH OH

I
R

N-auerunueﬁpav'amoua Kucnora
Memaroaua (rasrmmoana)




/_\,,

“PacienJieHue NuieBhbIX

A TRKAHCBbLIX JINIIN/I0B

Kara®omusm JTunumoB
JIunonutuueckue (GpepMeHTHI

Pacineruienue TkaHeBBIX
TPUALUITIMIEPOJIOB

SMYJ'IBI‘I/IpOBaHI/IC JIMITU10B




=— TpaHcnopr —*

Mocrynn eHue Paspyw eHne ! Cuures
C nuuL e

TPHUaLMNrNMUERPHAE]
Docdonrnmael
[ NWKD N1 MAel
CpuHronunu el

L

2

= | .

B

T

|
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-
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|Eem<u |
[Vmesoge |

JecTepudrrayma

' MpocTarnanamHe
AHupHele — | fpacraunknnHe

*‘“Q’I‘ i TpomBoke aHH

Merabonuzm l I T &
yl FIIOKO3EL [T auerun-CoA —>|Xonectepu,

| BWocuHTe: UXenunuemcnow}—#
l xonecTepon a_y

Hupel

l NMunonuz

O xMcneHu

MeTaBonmzm
aMUHOKACA 0T

CreponaH e HeutpantHele
| ropMoHe CTEpOUAL |

KeToreHes

KeToHLl KEeToHEI

gy

+—" TpaHcnopt F—*

Cxema KJIH0YeBbIX MPOLECCOB JUIUIHOTO 00MeHa




JInnmoauruyeckue pepMeHThbI

IlaHkpearnyeckas Jiumasa
Dochoannasbl
CpuHromuennHasa
XoJiecrepoJiacrepasa




B3aunmoaencTBue HEAKTUBHON MAHKPEATHYECKOU JIUMA3HI,
CMEIIAHHOM MUIIEJJIBI M KOJIUIIA3HI

Inactive Lipase Micelle Colipase




Rz-\/\/\/\/\/\/_OCH

CH2

PL A2

Pacmiemienyue Tpuairinieposa
(ochonumazoin A, A, CuD




+ H,0 — CH,(CH,),,COOH

+

i
HsC(CHz)u-CO

HO

XOJIeCTEPOT

Pacmierienue apupa xojecrepona
XOJIECTEPOIICTEPA3ON
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,/_\’ LRSS —
IIJICHNC TKAHCBbLIX TPHUAOWITAMHOCPOJIOB

Aunnrnnueponnunasbsl agunouuToB
Tpuauunrnnueponnunasa (ropMOH-
4YyBCTBUTENbHAA)
Ouauunrnuueponnuna3sa (ropMoH-
4YyBCTBUTENbHAaA)

MoHoauunrnmueponnunasa




Adrenalin

«— G=pmisin <« adenylate cyclase

f}- adrenergic
receptor

MAG lipase

1 / \
glycer‘d?— (‘3?—— 7 TAG

fatty acid fatty acid fatty acid




Kara00Jau3M KUPHBIX KHCJIOT




3 | 8 Acetyl CoA |

NADH, FADH,

-

>
Respliratory
(electron-tramsfer)
chain




Mg2+
RCH,COO™ +ATP — RCH,C O~AMP + PPi

HEOpraHuvecKas
nupogocdarasa
H4P207 + H20 — 2 H3PO4

Mg2+
RCH2CO ~ AMP + HSCoA —  RCH2CO ~SCoA +
AMP

CymmapHasi peakuus:
Mg2+
RCH2COO- + ATP + HSCoA + H20 — RCH2CO ~SCoA + AMP + 2Pi + H+

AG 0'=—15 k/I:x/Mo0Jb (1151 ABYXCTAAUITHOTO Npoiecca)




Outer mitochondrial Inner mitochondrial
membrane

= Intermembrane &
space

Carnitine
acyltransferase |




3-oxucieHue ;

B-oxucneHne — MUKIMYECKUM IIPOIECC, BKIYAKIIUN 4 peaKIyiu:
* neruapuposanue (anmia-CoA-geruaporenasa, FAD);
e ruaparanus (eHomi-CoA-ruaparasa);

e neruapupoBanue (4 B-rugpokcuamuin-CoA- aeruaporeHasa,
NAD");

* THOJIMTUYECKOE paclieIUICHUE (THOJIa3a).




B-oxucnenue KK

1
_ - = =» CHy ~~_CH, - CH, - CH, - C~SKoA
Can

-

FAD
FAD-H, —=2AT®
|
CH;~~_ CH, - CH = CH - C~SKoA

H,0

OH 0
CHy~~ CH, - Peu- - CH, - C~SKoA

FNADHH'{*—“SATO

CHy~~ cn, c - CH, - C~SKoA

HSKoA

(o]
Se == CHy WCH,-6~SKoA+co-|3.é~son
C=(n-2)
UTK




e J-oxunciienns maJjibMI
7\/

YpaBHeHue f-oxkucienust naabMuTomI-CoA:

CH,(CH,),,-CO~SCoA + 7 HSCoA + 7 FAD + 7 NAD* + 7TH,0 —
8 CH,-CO~SCoA + 7 FADH, + 7 NADH + 7H"

CymmapHoe ypaBHeHHe p-oxkuciaennss maabMuTOoWI-CoA 10 8 mosiekyn aneTmia-CoA, BKIOYas MEPEHOC
371exkTpoHoB oT FADH, u NADH, u okucaurensHoe ¢ocopuinposanue B AbIXaTeIbHOI Henu:

CH,(CH,),,-CO~SCoA + 7 HSCoA + 70, +28Pi +28 ADP —
8 CH,-CO~SCoA + 28 ATP +7 H,0

Pe3yabTar BTOPOro 3Tama OKHMCJEHUS] NAJIbMUTOMI-COA € y4eTOM OKHUCJIMTEJIHLHOr0 (ochopuiamposanus (3
CTAJUM OKUCJIEHUS )KUPHOIN KHCJIOTHI):

8 CH,-CO~SCoA + 16 O, + 80 Pi + 80 ADP —
8 HSCoA + 80 ATP + 16 CO, + 16 H,O

YpaBHeHUeE NMOJHOT0 OKUCIeHUS NaabMUTONI-COoA 10 CO2 | HZO.

CH,(CH,),,-CO~SCoA + 23 O, + 108Pi + 108 ADP —
HSCoA + 108 ATP + 16 CO, + 23 H,0




a-BBIICIISIIOLICHCS SHEPIUU

PacueT BblgenaemMon aHeprum npousBoanTCA No
¢dopmyne:

[4(n/2 - 1) + n/2x10-2],

rae 4 — yncno monekyn ATP, obpasyemoe npu ogHOM akTe

B-okncrnenusa; n — yncrno atomos yrnepoaa B XK;

(n/2 — 1) — YNCNO aKTOB OKUCHEHUA; N/2 — YNCIIO MOSIEKYN
auetun-CoA; 10 — uncno monekyn ATP, obpasyowmxcs npu
MNOSTHOM OKUCNEHUU ogHon Monekynbl auetTnn-CoA B Uukre
NIMMOHHOW KUCIOTbI; 2 — Ynucno Mmosnekyn ATP, 3aTpavyeHHbIX Ha
aktnBaumto XK.
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Wu,; CBPAILICHUC HpOHI/IOHI/IJI- OF
=

HCO3 AT® AMD

CH3~CH=G—8 - HoA \L\—/ J H-é-cua

Mponuoxun-KoA-kapbokeunasa
O C-S “HoA

Nponuoxun-KoA

D-meTumvanoknn-KoA

n MeTtunmanosmun-

sNUMEpasa
COO'

MetunmanoHun-KoA-myrasa

Cyxumunn-KoA L-meTunmanoxsun-KoA




O0pa30BaHUE KETOHOBEIX TeT (T
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arieroarerar D-B-ruapoxcudyTupar areTOH

O OH O
0 | 0 I

| /
HC—C—CHpC!  HiC—C—CHpC! H,C—C—CH,

0 H Q




O6pazo

BAaHUC

Lipid droplets

Hepatocyte

Acetoacetate,
D8 hydroxybutyrate,
acelone

o ketone bady
/CM “~ | fonmation

[

Fatt
Aty My Acetyl-CoA

Soxidation

Oxaloacetate SHric
acid

cycle

ghroneogenesis

Ghicose

Acetoacetate and

b8 hydroxybutyrate
exported as energy
source for heart,
skeletal muscle,
kidney, and brain

Glucose exported
»as fuel for brain

and other tissues




o o) ] 0
HSC—E&—_S’CF@./V:CHTE—SCO.&. : :- H,C——CH 0 —SCoA

Acetoacetyl-CoA
Hsc—B—SCoA .

Q / H—SCoA =" :

2 Acety-CoAl's

Hsc—g—scm

Y
4 0 \ OH ©
) >\C—CH2—L1—CH3 -« “0,C—CH,—C—CH,0—8CoA
0

’ &
H,
Acetoacetate [3-Hyrdroxy-[3 -metl'gr]glmaryl-CoA (HMG-CoA)




?H //0 Il 4,0
H,C—C—CHyC. = > H,C—C—CHyC.

I-II O &cetoacetate O

p-[-Hydroxybutyrate A
succinyl-Cod

2

.

Succinate

i = 8 S
H,C—C—8Cos % - » H.C—C—CHsC—8 CoA
Acetyl-Cod Acetoacetyl-Cod




