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1 JKupbl, Kak H TIJIHKOI€H, SBISIOTCI (OopMaMmu
NENIOHUPOBAHUS DHEPTETUUECKOIO MaTepualia.

[Ipryem xupbl - HauOOJIEE TOJTOBPEMEHHBIE U OO0JIee
3((HEKTUBHBIE MCTOYHWUKH SHEPTHHU: MPH TOJOJAaHUHU
3arachl XMpa HUCTOLIAKTCA 3a S-7 HEIENb, TOrJa Kak
[JIMKOTEH MOJHOCTHIO PACXOAyEeTCsl MIPUMEPHO 3a CYTKHU.
Ecin 1moOCTyIUIEHHE >KMpa MOPEBBIIIACT MOTPEOHOCTH
OpraHu3Ma B DHEPIrUHU, TO KUP JCIIOHUPYETCI B
aJIUIIOIMUTAX -CIIEIUATIU3UPOBAHHBIX KJIIETKaX XUPOBOU
TKaHU.

Kpome TOro, ecim KOJIUYECTBO IIOCTYIIAKOIIUX

yIJIEBOJIOB OOJbIIE, YEM HAJ0 I JCIOHHPOBAHUS B
BHUJEC DJIMKOTCHA, TO YacTh IJIFOKO3bl TaKXe

BPpalldCTCs B 2KHUPbI




Takum o0pa3om, :KUPHI B )KUPOBOM TKAHU HAKAIJIUBAKOTCHA B
pe3yJjbTare Tpex NPoLeccoB:

[, TOCTYIIAIOT W3 XWJIOMHUKPOHOB, KOTOPBIC HPUHOCAT
9K30TCHHBIC KUPbI U3 KUIIIEYHUKA

>, mocrynaroT u3 JIOHII, koTtophele TpaHCIIOPTUPYIOT
OHJIOTEHHBIC KUPbI, CHHTE3UPOBAHHbBIE B TIECUECHU U3
TJIFOKO3bI

3. 00pa3yroTcs M3 INIIOKO3bI B CAMHX KJIETKaX >KHPOBOM
TKaHU.




JINIMOJIN3 TPUTVINLEPHU/TOB B JKUPOBOH

TRKAHHU.
B KauyeCTBE MCTOYHUKA YHEPTrUHU MOTYT
HCIOJIL30BaThLCS TOJIBKO CBOOOIHEBIE, T.C.

HEACTEPUPUIIUPOBAHHBIC, ) KUPHBIC KHCIOTHI.

[IoaTOMy TpUITIMLIEpPUJBl CHadajla THAPOJIM3YIOTCS
[P TIOMOIIH Cheuuuueckux mrKaneevix hepmenmos —
Juna3 — 10 TIUIECPUHA U CBOOOJIHBIX KUPHBIX KHCIOT.
[locmennue U3 KUPOBBIX ACMO MOIYT NEPEXOAUTH B
IJIa3My KpOBH (MOOMIM3AIMS BBICIINX JKUPHBIX KHUCJIOT),
IIOCJIE€ YEro OHU MCHOJB3YIOTCSI TKaHSIMHU M OpraHaMHM Tea
B KQUYE€CTBE YHEPIreTUYECCKOI0 Marepraia.
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MeTabonu3 rmnmumpuHa

1. I'mauepuH MOXKET OBITH HOBTOPHO
MCIIOJIb30BAaH ISl CHHTE3a JKHUpa WIIH
APYrUX JUIIMJIOB.

2. I'muuepuH MOXKET BCTYIIMTh B OOMEH
YIJIEBOJOB
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B nmr000M ciiydae B IepBYyI0 o4epeab NPOUCXOAUT
aKTUBAIYS TIUIICPUHA.
OHa Moxo»a Ha aKTHUBAILIUIO YIJIICBOJOB.
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s pochorinuepuHOBOIo ajJdbaeruaa CymecrByer
JBA BAPHMAHTA JaJIbHEeNIINX NMPEeBPAICHUN:

1 OI'A moxer okucistbest B [ bO-mytu o CO, u H,O
c oopazoBaHueM 21 moiekynabl ATO.

1 @I'A MOXET BCTYIUTh B PEAKIIMU INIMKOHEOI€HE3a C
00pa30BaHUEM YTJIICBOAOB - IIIIOKO3bI WJIM IJIMKOICHA




MeTa00/1M3M KMPHBIX KHCJIOT

KHupHbIe KHC/T0ThI

1. HachbllleHHbIe —

C,H, COOH, - narbMUTUHOBAS,

C._.H, COOH - creapuHOBas

177735

2. MoHoeHOBBIe - C_H, ,COOH - O/IeMHOBaA

3. IlonueHoBbBIE
C. H, COOH - /imHosneBas;

177731

C. H COOH - iHoneHoBas;

177729

C,,H,,COOH - apaxuoHoBas
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HaChILLCHHbIE

[TanbMUTUHOBAA

MupucTUHOBAA
Jlaypurosas

CreapuHoBan

KHPHbIe KHCNOTH|

HeHaChILLeHHbIe

MOHOHEHAChILUEHHbI MONUHEHAChILLEHHbIE TPAHC-XUpb
Oerad | | Oweraf Onera)

oneunogay  TMHONEBAA  anwda-nunonenosad (ALA - ANK)

IpYKOBAA

M

dPAXHACHOBAR  gjikosanenTaeHoBad (EPA-3MK)
HoKo3arekcaenoBa (DHA-OK)




/AKMpHBIE KHCJI0THI MOT'YT BCTYNIATh B PeaKIUHU
TOJIBKO IOCJI¢ AKTUBAINHA

AKTI/IBaI_II/I}I KUPHBIX KHUCJIOT IIPUHIIUIINAJIBHO
OTIIMYACTCI OT AKTUBAIINHU YIJTICBOJOB.

Peakinsas HaumHaeTcss ¢ nepeHoca or ATD He
docdara, a AMO, C 0o0pa3oBaHUEM
IIPOMEKYTOYHOTO NPOAYKTA - al[iiIaJICHUIIaTa. 3aTeM
¢ yuactuem HS-KoA ormemmsgercs AM®P, wu
oOpa3yeTrcsa axkTHBHas (opma JIHOOOH KHPHOM
kucaoTel — ALITMJI-KoA.
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AKTHBaIUS )KUPHBIX KUCJIOT.

IIepBpIM »TalloM Ha NOyTH MeTa0O0JIM3Ma
JIMHHOIETIOYCYHBIX JKUPHBIX KUCJIOT B KIICTKE
SBJISICTCSI MX aKTHUBAIUS 3a CUET OOpa30BaHMS
aumi-KoA. DTy peakmuro  Karajau3upyeT
dpepmeHT aumia-KoA cuHTETa3a, KOTOpbIU
JOKAJW30BaH Ha  HapyXHOM  MeMmOpaHe
MUTOXOHIPUU:

fO /0
R-C—0 + AT® + HS-KoA = R-C~ 5-KoA + AM® + ®PH.




0 Jlnd akTUBHOM KUPHOM KUCJIOTHI, KaK Y JJIs
TJIMLIEPUHA, BO3MOXHBI ABA MYTH MEeTA00JIUYECKUX
NpeBPaAICHUNA:

1 1. Karabomusm g0 Anetnn-KoA. 3tor mporece
Ha3bBalOT B-OKUCJIEHUE )KXUPHBIX KUCJIOT.

1 2. CMHTE3 )XUpa WK APYTUX JIUIIUIOB.
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0 AxtuBamus KK mpoucxogur B 1muromiasMe, a Oera-
okuciienne - B MUTOXOHJIPUAX.

1 Aupn-KoA He MOXET NOpoXoauTh dYepe3 MeMOpaHy
MUTOXOHJIpUM. [loaTOMY MMeEETCA ClrienuaibHbId MEXaHU3M

Tpancnopra KK w3 nuromnasMbl B MUTOXOHIPUIO IIPHU
yuactuu Bemectsa ' KAPHUTUH".

7 Bo  BHyTpeHHEH  MeMOpaHE€  MHUTOXOHJPUH  €CTh
CIIEHHAIbHBIM TPAHCHOOPTHBIM O€JIOK, 00€CHEeYnBAIOIIUMA
nepeHoc. bmaromaps 3TOMy  alWIIKADHUTUH  JIETKO
IIPOHUKAET Yepe3 MEMOpaHy MUTOXOHIPHI.
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1 B-OkucjeHne KUPHBIX KHCJIOT - CICHU(PHUCCKUN
yTh KaTa0OJU3Ma KUPHBIX KACIOT, IPOTCKAFOIINN B
MAaTPUKCE MHUTOXOHJIPUH TOJBKO B  a’3pOOHBIX
YCIOBHUSIX M  3aKAaHYMBAIOIIMKCSA  O0Opa3oBaHUEM
arieTui-KoA.

1 Bomopoag w3 peakuuil [3-OKMCIEHHMS IIOCTYyHaeT B
[IID, a anetmn-KoA oxucasiercss B IHUTPaTHOM
[UKJIC, TAKKE MOCTABJSIOIEM Bogopoa aasa LTI,

1 IloaToMy  [P-OKHCIE€HHE  JKMPHBIX  KHCIOT -
BAKHCHIITNIA METa00JINYECKUI yTh,
oOectieunBaroniui cuaTe3 ATD B ABIXareIbHOU
CIIH.




P okucieHre SKUPHBIX KHCJIOT

1 1. mpenenbHBIX ¢ Y€THBIM KOJIMYECTBOM aTOMOB
yIiepoaa

1 2. IPEACIbHBIX C HEYETHBIM KOJIMYE€CTBOM aTOMOB
yIiepoaa

1 3. HENPEACIbHBIX KHUCIIOT
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1 - OKHCIEeHHE NPEACTBbHBIX JKUPHBIX
KMCJIOT C YETHBIM KOJIHUYE€CTBOM aTOMOB
yriepoaa

\
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IIpoayKTaMM KaKA0Iro IUKJIA P-OKUCIEeHUSA
ABJISAIOTCS FADHZ, NADH u anernia-KoA. Xorsa
pPEAKIMY B KaXKIOM 'LIMKJIEC' OOHM U TE€ K€, OCTATOK
KHCJIOTBI, KOTOPBIM BXOJUT B KAXKJIbIK MOCJICTY O
IIMKJI, KOpOY€ Ha 2 YIIIEPOJAHBIX aroMa. B mocieanem
[IUKJIC OKHCIISICTCS JKHUpPHAsA Kuciaora u3 4 aroMoOB
yIJIepoaa, IOATOMY 00pa3yroTCs 2 MOJICKYJIbI alleTHII-
KoA, a He 1, kaK B mpeapIayIIuX.




O6Lw,as cxema npespaLLeHus
BELLLeCTB 3HEepreTu4eckoro
obMeHa

B erku, nonucaxapuas! v Xvpbl

E v v
AMUHOKNCNOTEI, MOKOCAXAPNABI, XNPHBIE KACAOTBI




2.0co0eHHOCTH PB-OKHCJIEeHUS HACHIIEHHbIX
"KUPHBIX KHCJIOT ¢ HEYEeTHBIM KOJUY€CTBOM aTOMOB
yriepoaa

JKupHble KHCIOTHI C HEYETHBIM YHCJIOM YITIEPOIOB

MOCTYIIAIOT B OPraHuU3M C PACTUTEIBHOW MUINEA W

MOPEIpPOIYKTaMHU.

X okuclieHHE MPOUCXOAUT IO OOBIYHOMY IIYTH 10

MOCIIeAHEeM  peaknuh, B  KOTOpoM  oOpasyercs

IponuOHMII-SKOA.

CyTb IpEBpAIICHUN TTPONTMOHII-SKOA CBOIUTCSA K €TI0

KapOOKCHJIMPOBAHUIO, U30MEpHU3allMd U O00pa30BaHMIO
CyKIMHUI-SKOA.

B 3THX peaknusx y4acTBYIOT (ButamuH H) u
5-1e30KcruaicHO3UIKOOaTaMuH ( | 2).




IKIUDHBIE KACAOTH

6 HEYETHbIM YCNOM
aTOMOB yrnepoga
Peakymm
B-OKHCNEHMA
n Auerun-SKoA
" Kapborcunase Haomepasa
Buomu 5-e3oxcuadenodun- J
CH3'C"2'C~SKOA > IH H-C~SKoA kobanamun ’COO"'CHTCH -SKoA
/) /\ 00H
C0p A1
(Tponvorin-SKoA Afd+oy  Mervnmanorun-SKoA Cyxupmn-SKoA
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3.0c00eHHOCTH P-OKHCIeHUS
HEHACBIIEHHBIX )KUPHBIX KHUCJIOT

O HeHaCI)IH_IGHHI)IG JKNPHBIC KHUCJIOTBITHI paclaaaroTcAa Ha

MOJIeKYJIbl aneTuiI-KoA Tak ’ke, KaKk U HaCBIIICHHBIC - ITyTEM
O€Ta-OKHUCJICHMS, OJHAKO IPU HSTOM HEOOXOAUMO JACHCTBHUE
JOTIOTHUTCIBLHBIX (bepMEHTOB (aByX B ciydJae
MOJIMHEHACHIIIEHHBIX K-T).

DTO CBSI3aHO C T€M, UTO (DEPMEHTHI OETa-OKUCICHUS JCHCTBYIOT
JUIIb HA TPAHC-KOH(UTYpALUMIO JBOWHOM CBsI3W W Ha L-popmy
TUJIPOKCUKHUCIIOTHI, B TO K€ BPEMS HEHACHIIIICHHBIC )KUPHBIC K-ThI
coAep KaT IUC-KOH(UTypaIyio JBOMHOM CBSI3H, a B IIPOILECCE UX
O€Ta-OKHCJICHMS Ha CTaJuu THUAparaldd BO3HHUKAET D-
ruJpoKCUKUcaoTa. JlonmomHurenbHble ¢epMeHThl: 1) 3,4-muc-
2,3-tpanc-eHomn-KoA-u3omepaza — mpeBpaimaetr Iuc-gopmy
JIBOMHOW CBSI3W B TpaHC-()OpPMY OITHOBPEMEHHO IIPOUCXOINT
MIEPEMEICHUE JIBOMHOW CBSI3W W3 IMOJIOKEHUS 3,4 M MOJ0XKECHUS
2,3; 2) 3-rugpokcuanmi-KoA-snmumepasza — mnpeBpamaerD-
TUJPOKCUKHUCIIOTY B €€ anumep (L-TuIpOKCUKHCIOTY).




OKucneHve HeHacbIWEHHbIX
XUPHbIX KUCIOT

1 OKONo MOmnoBVHbI  KUPHBIX KUCMNOT B OpraHusme
HEeHacbllleHHble. [(-OkucneHve 3TMX KUCNOT umaeT
OObIYHBIM NyTEM A0 TEX Mop, Noka ABOWHasA CBA3b He
OKaXXeTCA Mexay TpeTbUM M YeTBEPTbIM artomMamu
yrnepoga. 3atem doepmeHT eHoun-KoA wnsomepasa
nepemMellaeT OBOMHYK CBA3b U3 MNonoxeHua 3-4 B
nonoXxeHne 2-3 N U3MEHAET UUC-KOHopMaLUIo
OBOMHOW CBA3M HA TpaHC-, KoTopasi TpebyeTcsa ans p-
okucneHnda. B atom uukne P-okucneHua nepsas
peakuna OernapupoBaHUA He MpoucxoauT, TaK Kak
OBOMHAA CBA3b B pagukane >XUPHOWU KUCMOTbl YXe
nmeetca. [lanee ymknbl B-OKNCIEHUA NMPOAOITKAOTCA,
He OTNIM4YasAchb OT OObIYHOIoO NyTU.
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0-OKHCJICHHUC JKUPHbIX KHCJIOT

01 B omunmpax mo3ra U JIpyrux OTAejaX HEPBHOW TKaHU
npeoOIafaloT JKUPHBIE KHCJIOTHI C OYE€Hb JJIUHHOM
neneto - Oonee 20 yraepogHblIXx aromoB. OHH
OKMCJIISIFOTCSL TI0 THUITY O-OKHMCJICHHS, MPHU KOTOPOM OT
KUPHOU KHCJIOTHI OTIICIUISIETCS II0 OJHOMY aTOMY
ymiepoja, Bbiiesitoriemycs B sune CO, .

7 DTOT IIyTh KaTaOonu3Ma >KUPHBIX KHUCIIOT HE CBS3aH C
cuHTE30M ATO,




WO-0OKHCICHHUC JKUPHBIX KHCJIOT

[IpuBOANUT K 00Opa30BaHUIO JUKAPOOHOBBIX KHUCIOT




=

CUHTE3 XUPHbIX KUCNOT

. [Nponcxoaut rmnaBHbIM 0DpPa3oM B XXUPOBOW TKaHMU,

MOJIOYHOMU XEee3e U NeYeHNn.
MecToM CUHTE3a XUPHbIX KUCNOT ABMAETCA LuuTonnasma.

. [Ang cuHTE3a XUPHbIX KUCNOT Heobxoaumbl aueTun-KoA,

ATO, HALIPH.

CUHTE3 XUPHbIX KUCIIOT NPOUCXOAUT LMKnnyeckn. B
Hayane Kkaxaoro uukna us auetun-KoA v yrnekucnoro rasa
c 3arpaton AT® obpasyetca manoHun-KoA.

[lepeHoc aueTun-KoA B uutonnasmy nponcxoauT B
COCTaBe untpara, KoTopbin 0bpasyeTca B MUTOXOHAPUAX
noj AEUCTBUEM LUTPATCUHTa3bl C UCNOJIb30BAHUEM
oKkcanoaueTtara.

. Anga cuHtes3a ogHon monekynbl C,s noTpedyetcsa 8

monekyn auetun-KoA, (M3 KoTopbix 7 NpoxoaaT cTaguto
obpasoBaHusa manoHun-KoA), 7 AT® n 14 HALPH.
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TpaHcnopT aueTun-KoA

Auetun-KoA + okcanoauetat + HOH —

LinTpaTtcuHTasa

unTpaT + HS—KoA
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TpaHcnopT aueTun-KoA

LmMTpaTnnasa
Lintpat + HS—KoA + AT® -

— Auetun-KoA + Ad + H3PO4 +

+ OKCalioauetart

N —



Xoa peakuuu CUHTEe3a XUPHbIX KUCIOT

Ha kaxoom eumke

Auetun-KoA-
o Kapbokcunasa

I I
CH,— C~S-KoA + CO, C——— HOOC —CH, — C~ S-KoA
Auetun-KoA ManoHun-KoA
AT®  ALOD+H,PO,

O




Xopa peakunum CUHTE3a XUPHbIX KUCIOT

1-bI1t BUMOK:

(@ () CO,
I |
CH; — C~S-KoA 4+ HOOC —CH, — C~ s-KoA: —
Auetun-KoA ManoHun-KoA HS-KoA
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Xoa peakunu CUHTEe3a XXUPHbIX KUCIOT

|C|) Peaykrasa |C|)
CH, — C—CH, — C~ S-KoA CH, —CH—CH, — C~ S-KoA
1 A |
o HAO®H+H*  HAO®* OH

B-keToauun - KoA B-rmapokcuauun - KoA




Xoa peakumn CUHTEe3a XXUPHbIX KUCIOT

?I Oernpparasa o

I
CH, _CIH —CH, — C~ S-KoA e CH; —CH —CH — C~ S-KoA
OH HOH
B-ruppokcmaumn - KoA Enoun - KoA




Xoa peakuuu CUHTe3a XUPHbIX KUCTIOT

O
PenykTtasa O

]
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HAO®H+H* HAO®' Auun-KoA (C,)

|
CH; —CH —CH — C~ sKoA

Exnoun - KoA




Xon peakunm CUHTE3a XUPHbIX KUCIOT

2-0U eUMOK:

o (o) co,
I I
CH; —CH,—CH,— C~S-KoA + HOOC —CH, — C~ S-KoA é——
ManoHun-KoA HS-KoA

Auun- KoA (C,)

o

|
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[
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B-keToauun - KoA

o
[

aumn — KoA (C,)




1 biaromapro 3a BHUMAaHHUE.
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