FocypapcTBeHHOE Gl0AYKETHOE 06pa3oBaTeAbHOE yUupeXKAeHHUe
BbiCLUEro Npo¢gpeccMoHaAbHOro o6pasoBaHms
MBaHOBCKas rocyAapCcTBEHHAsA MEAULIMHCKAA aKapeMuUsA
MuHuctepcrTBa 3ppaBooxpaHeHus Poccumnckon Depepaumm

KAD®GEAPA BUOXMMUU

3HEPFrETUMECKUU OBMEH

O6wum nyTb KaTaboAM3Ma.
LLMKA TPMKApOOHOBbIX KMCAOT.



OCTaToK OCTaToK OCTaToK
AOEHWH PUBO3A (bOCngpHO /D d)OCdzOpHO /) cbocdgopl-m
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. KUCTOTBI KMCNOTbI KMCNOTbI
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ATOD

ATOP

AT® — yHMBepcanbHbI AOHOP CBOOOAHOW 3HEpPruu AnA:
1) ¢msnyeckon paboTbl
2) XuMMU4YecKou paboTbl
3) anekTpu4yeckomn padboTbl
4) ocmoTu4yeckoun paboTbl

[Mpn obpaszoBaHum ATO aHeprusa KYMYJIIMPYETCA,
a HE OENMOHUNPYETCA!




[lyTn cuHTe3a ATOD

A,uq) + H3P04 cboccbopv;uposal-me g ATq)

QHEPI'UA
3a CYET pa3pbiBa 3a CYET aernapupoBaHus
MaKpO3pru4ecKux cBasen cybcTpaTa 1 nepeHoca aToMOB
cybcTpaTta BoAopoAaa Ha monekyny O,
CYBCTPATHOE OKUCITUTEJNIbHOE

®OCHPOPUNTNPOBAHUE ®OCPHPOPUNTNPOBAHUE




Da3zbl 0cBOOOXKAEHMS SHEPTUM U3
MUTATEAbHbIX BELLLECTB

OHepreTnyeckne noTpebHOCTN KNETKM YOOBNETBOPSIOTCS 3@ CHET SHEpPrun,
ocBoboXgaemon npu katabonname nuTaTenbHbIX BelwecTs (6enkos, XXMPOoB 1 YrneBoaos),
NOCTYNaLLNX C MULLIEN NN HAXOOALMXCH B CAMOM OpraHu3Me.

OpHako, OaHHble COeANHEHUSA He MOTYT ABNATbCA HENOCpeaACTBEHHbIM JOHOPaMU
NPOTOHOB N 3JIEKTPOHOB AJ14 AblXaTtenbHOW Uenu...

Heobxoaumbl npeaBapuTenbHble 3Tanbl, NoOAroTasnmealLwme cybctparsl ond
MCMonb30BaHUA No Nyt cuHtesa ATO.

I aman —
npeBpaLieHne nosiuMmepoBs, NOCTYNMUBLUUX C NULLEN UITU HAXOAALWMUXCA
BHYTPW KI1leTOK, B MOHOMEpbI.

Il saman —
cneuncmnyeckme nyTn Katabonmama BCOCaBLUMXCA MOHOMEpPOB.

Il sman —
oowmn nyTb Katabonuama.



@da3bl 0cBOOOKAEHUA SHEPIUM U3
MUTATEAbHbIX BELLECTB

BEJIKAN YIJVIEBO/bI KUPbI
I 5man l / \
Y
20 aMHHOKHUCIIOT MOHOCaXapHUIbI IIMLEPUH JKUPHBIE
\ / KHCIIOTBI
H >5man HI/IpOBI/IVHOFpaI[HaH

kuciora ([TBK)

Y
I1aBEJIEBOYKCYCHAs
kuciora (II[YK)

O=KETOTITyTapOBast
kuciora (o=KI')

Huka TpukapOOHOBBHIX
Il 5man KHCJIOT

arretTr=CoA

CO,

— > H,0

————— DHeprus



@Da3bl 0cBOOOKAEHUA SHEPIUM U3
MUTATEAbHbIX BELLECTB

BEJKHM VYIJIEBOIblI JKHWPbI

MPOBUHOIPAIHAS
KHCJIOTA 6 anetna-CoA
(TIIBK)

I11aBEJIEBOYKCY CHAsI
kuciota (ILI[YK)

0=KEeTOITyTapoBast

LUTK é kuciora (o-KI')

v

CO,, H,0, AT®



OKUCAUTEAbHOE
AEKapOOKCHMAUMPOBaHME NMMpYyBaTa

BHyTpukneToyHas nokanunsaunsa — MATPUKC MUTOXOHOPUI

CH (|3H
|

C=0 é C=0
I_IpOLl,eCC BKJTHOHaET.

v otuwennexve CO,
COOH v/ OTlWenneHMe atoma Bogopoaa S—KOA
v/ NepeHoc KosH3uma A Ha

aueTUnbHbIN OCTaToK

3 3

nupyeaTt l auetun-CoA

PaboTaeT crnoXxHoopraHn3oBaHHbIA KOMMNIIEKC PEPMEHTOB 1 KOPAKTOPOB —
NMAPYBATOErMAPOIrEHA3HbIA KOMMIIEKC



[lupyBaTAerMAporeHasHbIM KOMMAEKC

CocraB un (byHKLI,I/IVI KOMMOHEHTOB NuMpyBataerngporeHa3Horo KoMrriekca

IR B [ekapbokcunmposaHue nupysarta
(TvamuHandgocdar) 1 P P Py
AmMung nunoeBown
N [MepeHoC aueTunbHOro ocrtaTtka
KUCNOTbI
CoASH B 1. AKuenTop aueTunbHOro octartka
3 2. [loHop aToMa Bogopoaa
HAO PP (B,) HAervopvposaHne ®ALH,
[erngpnpoBaHne BOCCTaHOBIIEHHOM
OAL B, .
dopMbl NIMNOEBON KUCIOTbI

Mopsaok BKNIOYEHNS KOWEPMEHTOB B peakLnio 1 chopMUPOBaAHHBIE 3a CHET HNUX YCTONYMBbLIE
KOMMMEKCbl - DePMEHTBI:

nupyBar- auetun- aurugponunoun-
Aekapbokcunasa TpaHcdepasa AaerngporeHasa




[lupyBaTAErMApOreHasHbIM KOMIMAEKC

12 aumMepHbIX MONeKyn nupyeamoekapboKcuna3bi
6 OMMepHbIX Monekyn duaudposiunousnde2udpo2eHasbl

24 Mmonekynbl sunoamauemunmpaHcgepasbl

MupyBataerngporeHasHbIN KOMMNEKC —
KpyrnHasi Morekyna ¢ monekynspHon maccomn 7-10 MmsH.
LieHTpanbHOe nono)xeHne B KOMMSIEKCe 3aHMMaloT NonunenTuaHble Lenu
cybbeanHuL aueTunTpaHcgepasbl, BOKPYr KOTOPbIX pacnosiaratoTcs MOSeKynbl
avurngponunoungernaporeHassl U nnpyesataerngporeHassbl.

OToenbHble  PEepMeHTbl coedWHeHbl Apyr C Opyrom Takum obpasom, uTo
cepycogepXxallaa 4acTb IMMNOEBOW KUCIOThbl, CBA3aHHad C auetunTpaHcdepason
OJIMHHOMW 1 TMOKOW  yrneBOOOPOAHOM Uenbi, MOXeT 3abupaTb U MepeHOCUTb
NPOMEXYTOYHbIE MPOAYKTbl peakunn nocnenosaTesisHO K akTUBHBLIM LIeHTpaM KaXkaoro n3
Tpex pepmMeHTOB.

[ToaTOMy BeCb KOMMMEKC (YHKUMOHMPYET MO MPUHUKUNY KOoHBenepa, B KOTOPOM
obpaasyoLmneca NpoayKThbl NnepeaarTca OT O4HOW MaLUUHLI K APYroMu.



OKUCAUTEAbHOE
AEKapOOKCHMAUMPOBaHME NMMpYyBaTa

MupysaTgerngporeHasHbIn KOMMNIIEKC TECHO (PYHKLMOHAbHO CBA3aH ¢ paboton
AblXaTenbHOW Lenu.
HA,EI,HZ, obpa3oBaBLUNNCA Ha NocregHeM aTtane paboTbl KOMMNekca, nepenaéT
NPOTOHbI U ANEKTPOHbLI B NOSTHYHO AblXaTENbHYH Lenb.

Yy |

CH, TADP, HAA, CH3
| CoAS | |
IC=0 > C=0
coo \ dcon
nupysat C02 aueTtna-CoA
HAA

v

AbIXaTe€AbHaA LLEMNb

v

/0,

3 AT®,H,0

MNMyTb o6pazoBaHua AT® — okucnutensHoe doccpopunuposaHue!!!



OKUCAUTEAbHOE
AEKapOOKCHMAUMPOBaHME NMMpYyBaTa

Pezynsuusi akmueHocmu nupyeamoe2udpo2eHa3H020 KOMIJIeKca

AxtuBuparopsli NBAINK:
BbICOKOE COAepXXaHue nupysaTa,

WNHCYIVH,
AP,
HAL,

CoASH

MUHrnéuropsl NBAIK:
aueTunCoA,

ATO,
HALH,

Heo6xoaumeble ycrnoBusi
Ond NpoTeKkaHnA nMpyBaTuerM,qporeHasHon peakunin:

Hanu4yue kucnopoaall!l,
BUuTammHos PP, B1, Bz, Bs, NUNOEBOW KNCSIOTbI U X aKTUBHbLIX (OPM,

Hann4ymne MoHoB MeOn 1 XKerieaa.

Ob6pa3soBasLmnncs auetnnCoA
BCTYNaET B LUK TPMKApOOHOBLIX KUCNOT



LIMKA TpuKapOoHOBbIX KUCAOT (LUMKA Kpebca)

Linkn Tpukap6oHoBbIx kncnot (LITK)
6bin BNepsble onucaH MaHcom Kpebcom
B 1937 rogy.

KPEBC (Krebs), XaHc

25 aBrycta 1900 r. — 22 Hos16pa 1981 r.

HobeneBckas npemust no dusnonorum n meanumHe, 1953 r.
(coBmecTHO ¢ ®puuem JiunmaHom)




1)

2)

3)

4)

3HaueHMe unKaa Kpebca

LITK sBnaeTcs KOHeYHbIM 3marnoM OKUCJ/IeHUSI 8cex eeuwlecme, NoCTynMBLUNX B
KNeTKky. Ero MoXXHO cpaBHUTL CO cBOeObpasHbiM “MeTabonnyeckmm KOTnom”, B KOTOPOM
B OpraHu3me MOSIHOCTLIO CropalT BCe NUTaTernbHble BellecTBa 4O CBOMX KOHEYHbIX
NPOLYKTOB.

LITK sBnseTca oCHOBHbLIM UCMOYHUKOM 3Hepauu B OpraHu3me, T.K. B Xo4e peakuum
ocBoboxgaetca 60% aHeprum, 3akno4eHHOW B NUTaTENbHbIX BELEeCTBaXx.

B LITK obpasytoTcs BellecTBa, apnsomecss doHopamu eodopoda Ans AblXaTenbHON
uenn. Bce pepmeHTbl LITK fiokann3oBaHbl B MaTpmMKce MUTOXOHAPUIA, OTKyA4a MPOTOHDI
M 3MEKTPOHbI MOCTYNalT B AblXaTeNbHYK LUemnb, JIOKaNM30BaHHYD Ha BHYTPEHHEN
MembpaHe.

MpomexxyTouHble MeTabonuTtbl LUTK moryT GbiTb Mcnonb3oBaHbl /18 cuHmesa psida

6uosnoz2u4yecku SaAXHbIX COGdUHeHlﬂ — aMNHOKWCJIIOT, yrneesoaos, remorniobuHa u ap.

dyHkumum LITK:

1. Kartabonuyeckas

2. OJHepreTnyeckas

3. BogopoponoHopHas
4. AHabonunyeckas

5. WHTerpatmBHas



LIMKA TpMKapb6OHOBbBIX KUCAOT (LMKA Kpebca)

XapaKkTepucTuka peakumin LMKna TpMKapOboHOBbLIX KUCNOT

LInkn TpukapOOHOBbLIX KUCMNOT BKNOYaeT

eoceMb hepMeHmMamueHbIX peakuud,
NPoTEeKaLLNX 8 MampuKce MUMmMoXoHOpuUU.

1. HumpamcuHma3sHasi peakuusi.

=
COOH | a
| + C== OuMTpaTcuHTasa | +H,0 R
< | ~ COOH ‘*\\ g
-
CH e
v 2 |‘\0 CoASH
auetun-CoA COOH CH,
okcanoaueTtaT
YK COOH
(LYK) unTpun-CoA

Cy6bctpat — auetmnCoA n okcanoauertat

MpoaykT — umntpat n CoASH

depMeHT — unTpaTcuHTasa

KotepmeHT — HeT

OHepreTnyeckas adhPEKTUBHOCTb — HET

MexaHunam obpasoBaHus AT® — HeT

Perynsuus - aktueatopsl LYK, nHcynuH, Butamud [, ;

OH

_COOH
| ©
CH,

COOH
untpat

NHIMBUTOPBLI AT®, unTpart, CyKUMHUNCOA, XUPHbIE KUCMOTbI



LIMKA TpMKapb6OHOBbBIX KUCAOT (LMKA Kpebca)

2.AKOHUMAa3Has peakuusl.

|C°°H COOH COOH
CH2 CH2 CHZ

| coon__-HO J: coo - >

| ~OH aKoHuTa3a "_ H aKkoHuTa3a C—COOH
CH2 CH CH

COOH COOH COOH
uuTpaTt cis-akoHuTaTt nsountpar

Cy6cTpat — ymtpar

[MpooyKT — nsountpar

depMeHT — akoHUTasa

KopepmeHT — HeT

OHepreTnyeckas aPPeKTUBHOCTb — HET
MexaHun3m obpasoBaHmsa AT — HeT
Perynauma - Het



LIMKA TpMKapb6OHOBbBIX KUCAOT (LMKA Kpebca)

3./3ouumpamoeaudpo2eHa3Hasi peakKuyusi.

COOH COOH COOH

CH, CH, CH
n3oyutpartgermngporeHasa

Hl—COOH /\ > HL—COOH \ )C|-i2

HAA HAA | CO,

Cc-0o * C=0 (I'IPFIMOG CcC=0
AbIXaTEAbHAS Lenb AeKapboKcuAaMpoBaHue) |
COOH \L COOH COOH
n3ouunTpart v, O OKCaJ10CyKUnHaT a-KetornyTtapart
2

3 AT®,H,0

Cy6cTpat — nsountpart
[MpooyKT — a-keTornyTtapar
depmMeHT — nsounTpatTgerngporeHasa
KopepmeHT — HAL],
OHepreTudeckast adodekTmBHocTb — 3 ATD
MexaHu3m obpasoBaHmsa AT — okmcnutenbHoe ochopunmpoBaHmne
Perynauus - aktusatopbl AP, Mg?*, Mn?* ;
nHrnouTopel HALIH,, napatropmoH



LIMKA TpMKapb6OHOBbBIX KUCAOT (LMKA Kpebca)

4. a-kemoanymapamoea2udpo2eHa3Hasl peakuyusi.

COOH vV L COOH

| TA®, HAA, CoAS

(l:H2 | CH2

>
T:H2 \ +H2
_ ()

| (okncAnMTeAbHOE HAA (\)SCOA

cooO AeKap6OKCMAMpPOBaHMe) CyKLI,VIHI/IJ'I-COA
a-ketornyTtapar v

AbIXaTE€AbHaA LLEMNb

v

/0,

3AT®,H,O
Peakuusa npotekaet ¢ yqactnem a-ketornyrapartgermgporeHasHoro Komnnekca,
aHarnoruyHoro nupysatgerngporeHasHomy!!!

Cy6cTpat — a-ketornytapaTt

MpoaykT — cykunHunCoA, CO,

depMeHT — a-keTornytapataekapbokcmnasa, CykunHunTpaHcdepasa,
aurvaponunoungervgporeHasa

KodepmeHt — HALL, ®ALl, TP, CoASH, amng nnnoeBomn KNCAOTbI

OHepreTnyeckas adhpPekTnBHoCTb — 3 ATD

MexaHnam obpasoBaHna AT® — okncnutenbHoe ocopunupoBaHme



LIMKA TpMKapb6OHOBbBIX KUCAOT (LMKA Kpebca)

5. CyKUUHammMuoOKUHa3Hasi peakuyusi.

C|:OOH COOH
H _—
(|: 2 cykumHaTTMokmHasa  CH,
I + TA® + H,PO, > + ITo  +
| 20 CH, CoASH
G
Cg)sc R COOH
o cyKUMHaT

cykumHun-CoA

[To + A Aéykneosu.q.qud)occbamwﬂasg rA® + AT®

Cy6ctpart — cykunHunCoA, H,PO, , TO®

MpoaykT — cykuuHart, TP, CoASH

depMeHT — CyKLMHATTMOKMHA3a

KopepmeHT — HeT

OHepreTnyeckas agpdekTnsHocTb — 1 ATP

MexaHnam obpasoBaHua AT® — cybecTpaTHoe hochopunnposaHme
Perynaumna - Het



LIMKA TpMKapb6OHOBbBIX KUCAOT (LMKA Kpebca)

6. CykuuHamoe2udpo2eHa3Hasi peakuusl.

COOH COOH

(:H2 CyKuunHatTaerngporeHa3sa

> CH
&, ) e

DAA, DAA,

COOH V COOH
CyKLlM HaT AblxaTeAleﬂ Lenb (*)yMa paT
ZXoN
2 AT®,H,0

Cy6cTpaTt — cykuuHaTt

[MpooyKT — doymapar

depmMeHT — cyKumMHaTaerngporeHasa

KogpepmeHT — OAL]

OHepreTnyeckas apdekTMBHOCTL — 2 ATO

MexaHunam obpasoBaHus AT® — okucnutenbHoe docopunmpoaHme
Perynauus - Het



LIMKA TpMKapb6OHOBbBIX KUCAOT (LMKA Kpebca)

7. dymapa3Has peakuus.

(l:OOH (l:OOH
ﬁ'H + ¢ymapasa ‘l:H
HC (l: 5
COOH COOH
dymapart manar

CybcTpat — doymapart, Boga

[MpoaykT — manart

depmeHT —pymapasa

KodepmeHT — HeT

OHepreTnyeckas apPEKTUBHOCTb — HET
MexaHuam obpasoBaHus AT® — HeT
Perynauunsa - Het



LIMKA TpMKapb6OHOBbBIX KUCAOT (LMKA Kpebca)

8. Manamodeaudpo2eHa3Hasi peakuus.

COOH COOH

CHO" manatpermpporeHasa C= O

CH, Y g CH,

HAA HAA

COOH @ COOH
mManart AblxaTeAbHif Lerb OKcaAoaueTaTt
/2 O,
3 AT®,H,0

Cy6cTtpart — manar
[MpooyKT — okcanoaueTarT (LaBeneBoykcycHas kucnota, LWYK)
depmeHT — ManaTgernaporeHasa
KopepmeHT — HAL]
OHepreTuyeckas apdekTnBHocTb — 3 ATO
MexaHn3m obpasoBaHua ATO — okncnutenbHoe pocdopunnpoBaHue
Perynaumna - aktnsatop HAL,
nHrnouTop HALH,



LIMKA TpMKapb6OHOBbBIX KUCAOT (LMKA Kpebca)

Xotsa uukn Kpebca nsobpaxaloT B BUAe 3aMKHYTOro oepMeHTaTUBHOIO
npouecca,
Ha y4yacTke om cykuuHama 9o okcaJjsloauemama peakuuu siesisiromcsl

obpamumMbIMu.
MoaToMy 3Ta BETBb MOXET (PYHKLMOHNPOBaTb B 0OpaTHOM HanpaeneHun,

TO eCTb OKcarnoaLeTaT MOXeT npeBpallaTbcs B MeTabonuThl umkna Kpebca Bnnotb
[10 CYKUMHaTa.
Takas BO3MOXHOCTb peanuayeTcs B TeX cny4dasx, Korga okcanoaueTaT MHTEHCUBHO
CUHTE3NpyeTcs 13 ApYyrnx cybeTpaTos.



LIMKA TpMKapb6OHOBbBIX KUCAOT (LMKA Kpebca)

AHabonu4yeckue peakumm umkna Kpebca

LIMkn TprMkapOOHOBLIX KMUCMNOT NOCTaBMNSAET NPOMEXYTOUHbIE NPOAYKThI AN
BUOCUHTETUYECKUX NPOLIECCOB:

cykUuuHus-CoA - GUOCUHTE3 NOPOUPUHOB, reMa 1 remornobuHa

okcasioauemam — rmnoKoHeoreHes, obpasoBaHne acnaparmHOBOW KUCIOThI

a-Kkemoasymapam — o6pas3oBaHue rMyTaMUHOBOWN KUCTOTbI

AN N N

MoaToMy yTUNMU3aUMA NPOMEXYTOYHbIX MeTabonuToB LUMKNa Ha uenu OuocuHTesa
[I0IMKHa 065A3aTeNnbHO CONPOBOXAATLCA UX AOMNOMHUTENbHLIM 0Opa3oBaHMeM 3a cYeT ApYrux
MCTOYHMKOB — aHaNNepoTUYECKNMN peakumsamm (OT rped. — “nomnonHaTe”).

OgHOM 3  OCHOBHbLIX aHanjepomuYyeckux peakuul sBnsietcs obpasoBaHue
okcarnoaueTaTa nytTemM KapboKkCunmpoBaH1s NupyeaTa npu yyactum nupyeaTkapbokcmnnasoi.

[MnpyBaTkapbokcunasa nokanuMsaoBaHa B MUTOXOHAPUSIX, COCTOUT u3 4 cybbeguHuu,
KaXKgasi U3 KOTOPbIX COOEPXUT CBA3aHHbIN MOoH Mn?* 1 ButammH H (BMOTUH), BbINOMHAOLLMA
KOPEPMEHTHYH OYHKLMIO.

AA® + H,PO, COOH
COOH |
| \ / C= O
C= 0 co, |
| nupyBaTkapbokcunasa CH,
CH,
nupyBaT COOH

OKcanoauertart



LIMKA TpMKapb6OHOBbBIX KUCAOT (LMKA Kpebca)

MpUYMHbLI HAPYLIEeHUN LUMKNA TPUKAPOOHOBbIX KUCIOT

HepocratoyHoe nocTtynneHue Kucrnopoaa B KIeTKy (FMnokcus)

HepnocTtaTok oTAenbHbIX KOMMOHEHTOB LIMKNA, BCNeacTBUE MX yTunmnsauum no gpyrum
MeTabonnyecknm nyTamM nUin HegoCcTaTto4HOro BOCNOJSIHEHUA B XO4€e peaKLlMVI LMKna

v/ HepoctaTtok BUTaMUHOB, HEOOXOOMMBIX AN HOPManbHOrO OYHKLUMOHUPOBAHNA LMKNA
Kpebca.



CIIACHUBO
3A BHUMAHUE!



