FocyaapcTBeHHOE Gl0AYKETHOE 06pa3oBaTeAbHOE yUupeXKAeHue
BbiCLUEro Npo¢gpeccMoHaAbHOro o6pasoBaHms
MBaHOBCKaA rocyAapCcTBEHHAsA MEAULLIMHCKAA aKapeMuUs
MuHuctepcrTBa 3ppaBooxpaHeHus Poccumckon Depepaumm

KAD®GEAPA BUOXMMUU

SHEPTETHYECKUU
OBMEH



ATD

OoCTaToK ocTaTokK OCTaToK
AOEHWH PUBO3A tocchopHoU | ) hbocchopHon | /N chocchopHOM
KMCNOTbI KMCNOTbI KMCNOTbI

AI\YIICD

1
AP

|
ATOD
AT® — yHnBepcanbHbIM AOHOP CBOOOAHON 3HEpruv Ans:
1)chmusnyeckoun padboTbl
2)XMMUYeCcKoun paboTbl

3)aneKkTpnyeckou padoThbl
4)oCMOTNYECKOU paboThI

[Mpn obpasosaHuu AT® aHeprua KYMYJIMPYETCA, a HE OEMNMOHUNPYETCHA!



IITYTU CUHTE3A ATD

AD‘CD + H3PO4 cbocqoopvxuposauue) ATq)

AQHEPI'UA
3a CYET pa3pbiBa 3a CYET gernapupoBaHus
MaKpO3prmyecKkux cBasen cybcTpaTa n nepeHoca aToMOB

cybcTpaTta BoAopoAaa Ha monekyny O,




IIYTU CUHTE3A ATO

CyOcTparHoe OKkucJauTeabHOE
dpochopunpoBanue docpopuupoBanue

CYBCTPATHI
Coaep:xarT MAKPOIPIUYECKYIO CBA3b: Conep:xat OH-rpynny B 0- njau -nojaokeHuu:
dbochoenonnupysar (DEIT) Majar
1,3-nqudocdornuiiepuHoBas KUcaoTa U30LIUTpaT
kpearundocdar JaKTaT
cykimHWI-CoA Conep:xar pparment —CH -CH -:
CYKITMHAT
arm-CoA
JIOKAJIN3ALIUA

MAaTPUKC MUTOXOHIPUI
LHUATOIIa3Ma

OHEPI'ETUYECKASA DODPEKTUBHOCTD UCTIOJIB3OBAHU A 1 Mmonekyssl cyocTpara
1 monekyna AT® 2-3 monekyinbsl ATD
HAJIMYUE KHUCJIIOPOJJA
HE TPEBYET nanuuus kucinopoaa Hanuuue kucnopoga OBA3ATEJIBHO!

BHYTPEHHSISI MEMOpaHa MUTOXOHIPUIA




CYBCTPATHOE ®OCDOOPUJIIMPOBAHUE

1) NMupyBaTKUHa3Hasa peakuus

CH, AQ® AT®D CH CH3
é O ~POH, k/ >c OH —>(_c (o
COOH COOH COOH

docdoeHonnupysat (OEIM) eHonbHas hopMa  keTochopma

nuposuHorpagHas kucnota (MNBK)

OCYLLIECTBNSAETCA B LUTONMa3me
1 monekyna cybcTtpara — 1 monekyna AT®
1 peakuus — 1 monekyna AT®



CYBCTPATHOE ®OCDOOPUJIIMPOBAHUE

2) CyKuMHaTTUOKUHa3HaA peakuus

Cl:OOH (i:OOH
CH2 CH2
| + AP + H3P04 CyKLWIHaTTVIOKVIHa:{? | + T + CoASH
ik ik
CO ~ SCoA COOH
CYKLMHaT

cykunHun-CoA

e +AL® HyKneosup,.quq)occbaTKMHas? FA® + AT®

OCYLLIECTBNSAETCHA B MaTPUKCe MUTOXOHAPUN
1 monekyna cybctpata — 1 monekyna ATO
2 peakuun — 1 monekyna AT®



OKHUCJIIMTEJIbBHOE
OOCDOOPUIIMPOBAHUE

RH, + 1/20, >R +H,0

3Heprusa gns cuHtesa ATO

Onsa ocywecTBneHnsa peakumMm HeobxoanmMo Hannyue ¢pepMeHTOB U
KodhakTopoB, nonyuuBwux HassaHue ObIXATEJIbHAA LENb.

NpoTEKAET HAa MeMOpaHe MUTOXOHAPUN
1 monekyna cybctpara — 2 unu 3 mosnekynol ATO



JIbIXATEJIbHBIE LIEIIN

CyllecTByeT ABe rpynnbl cy6CcTpaToB, OKUCNSIEMbIX NOCPEACTBOM 3HEpProAaroLLmnX
AblXaTernbHbIX Leneu:
1) CyG6cTpaTthl, coaepxawuve B cBoéM coctaBe OH-rpynnbl (Yalle Bcero B a-
nonoxeHuun). ATakyemble Tpynnbl Takux cybcTpaToB komnnemeHTapHbl HA/,
MO3TOMY AblXaTenbHble Lenu ANs MX OKUCIEeHUS HayMHalTCA MMEHHO C 3TOro

KodhakTopa.
2H", 2e
RH HAL 2H", 2e
cyGCTpaT HAﬂ'H —>OMH, FeS

®MHH,, FeS M2 CoQ
CoQH, = unt b, FeS 2> uut c, 28 51 MT ¢ 22> uuT aa,

l |
2H" A 022-
| > HZO < |

[aHHas gbixaTtenbHaga Lenb CoO4epXUT B CBOEM COCTaBe Kak nponssogHoe ButammHa PP
(HALL), BeinonHsitowero posb NepBuYHbIX AerMaporeHas, Tak u ButamvHa B, (PMH)
B pPOMN BTOPUYHbLIX AernaporeHas, rnodToMy OHa nosiyyuna HasBaHWe M[oJsiHas
OdbixamesibHas uensb.




JIBIXATEJIBHBIE LIEITN
oy il

o CHy , N
H H
0=P—0~ H H ™ pubosa
OH OH
(o]
0=P—0" '
NNy
</ | )4— afleHUH
o Hy 7 7 NSy
H H
H H puboza
OH OH
H O H 0
+2H" +2e ® |
& [ e >
<
Y 2H" -2e .
| |
R R
NAD* ~ NADH+H'

CTpyKTypa HUKOTUHaMupageHuHauHykneornga (HAQ) u mexaHusm ero
y4yacTusi B nepeHoce NpPOTOHOB U 3NIEKTPOHOB



JIbIXATEJIbHBIE LIEIIN

pubocpnaBuH

i A
— I
HC Z NH HiC | NH

N I -2H"-2e N |
® o

Ctpyktypa chnaBuHMoHOHyKneotuaa (PMH) n mexaHnam ero yyactusa B
paboTte AbixaTenbHbIX Leneun



JIbIXATEJIbHBIE LIEIIN

O
I
CH:;'—O CH3
C')H:, CH,
|
CHa_O CHz‘CH = C = CHz)n Gl CHz = CH = C = CH:
|
0 (n = 5-9)
i T
+
R3 RZ + 2 H y 2e R3 R2
>
R3 R1 ( - 2 H+ 2e RJ R|
| ’ |
(0] OH

CTpyKTypa KO3H3MMa Q U MexaHM3M ero y4yacTtusi B pabore AgbixaTerbHbIX
uenewu



JIbIXATEJIbHBIE LIEIIN

2) CyGceTparthl, coaepXxalime B CBOEM cCOocCTaBe ABe PAAOM PacnofioXeHHble

CH,-rpynnupoBkn (NpMMepoM SIBMSIETCS CyKUMHAT) MU komniemeHTapHblie ®AL
AbixaTtenbHble uenu, NnocpeacTBOM KOTOPbIX OHW OKUCAATCA, HadnHatoTea ¢ AL

RH.Z2% ©ALl FeS

cybeTpar CDA,D,H FeS 2H*, 2e COQ 2o
CoQH,—> umt b, FeS 22> uut c, 28 5> 11T ¢ 22> uuUT aa,

l |
2H" A 022-
| > H,O < |

[bixatenbHas Lenb 3TOro BuMAa COLEPXUT B CBOEM COCTaBe MOJIbKO MPOU3BOOHOE
BuTamuHa B, (®A[l), BbinonHstoWwero posb koakropa nepBnYHON AernaporeHassi.

MoaToMy OHa Ha3blBaeTCs KOpomkasi ObixamesibHasl uenb.



JIbIXATEJIbHBIE LIEIIN

lMonHasa ObixamesnbHas uenb

| >H,0 < |
2H" 1% 0,2
| T 1l IV Tze
RH,—5 HAR 2% 2 coq=> = 25 it ¢ 2
cy60TpaT
AQ® + H,PO,—> AT® AQ® + H,PO,—> AT® AA® + H,PO,—> AT®

duKCMpOBaHHbIE, KPYNHOrabapuTHbIE KOMMOHEHTLI AblXaTenbHou ueny opMnpyroT
ObIXATEJIbHbIE AHCAMBIN:

| — HA,EI,HZ-uerM,u,poreHasa
[ — CoQHz-nerm,u,poreHasa
IV — untoxpom-c-okcmaasa

[Mpn paboTe NonHOM AbiXxaTenbHOW Lienu BblAENseTcs 3 NopLUMn 3HEPrMn, 4OCTaTOYHbIX
ana cnHtesa 3 monekyn ATO.




JIbIXATEJIbHBIE LIEIIN

Kopomkasi ObixamesibHasi uenb

[
2H"

+ I |
RH 2H", 2e 2H 2e COQ—)

cyberpar

Bbix00 aHepauu
He docmamoyeH Ons
cuHmesa AT®

>H20<

2e

1/zO2
IvTZe

2 2
> unT ¢ ==

AQ® + H,PO,—> AT®

AQ® + H,PO,—> AT®

duKCMpOBaHHbIE, KPYNHOrabapuTHbIE KOMMOHEHTLI AblXaTenbHou ueny opMnpyroT

ObIXATEJIbHBIE AHCAMBJIN:
Il — cykunHaToerngporeHasa
"l - CoQHZ-,qerm,qporeHasa
IV — untoxpom-c-okcmaasa

[Mpun paboTe KOPOTKOM AbIXxaTenbHOW LEenu BblAensaeTcs 2 nopumm aHeprum,

[OCTaToOYHbIX Anda cnHTe3a 2 monekyn ATO®.




Kakum obpasom aHeprus,
BblaensieMas npyu TpaHCNOpTe INEeKTPOHOB,
TpaHcdopMUnpyeTcsa B IHEPruto
XumMmmnyeckou cesism ATO?

TEOPUA CONPAXEHUA OKUCIIEHNA U
POCPOPUITNPOBAHUA
(Teopua Mutyenna),

1966 rop,

NMutep Mutuen (Peter Mitchell) <
HeHb poxderusi: 29.09.1920 zoda | N
Mecmo poxdeHusi: Mumyeme ‘
(epagpbcmeo Cyppel)

Lama cmepmu: 10.04.1992 200a
Mecmo cmepmu: BoOMuUH




TEOPUA MUTYEJIJIA

Matpukc
MUTOXOHOPUN

BHyTpeHHAs
mMembpaHa
MUTOXOHOPUN

MexmembpaHHoe poen :
MPOCTPaHCTBO 2H 2H' || 2H'|

cybcmpama Mampukca MUmMoxXoHApuUuU

—
[ﬂpomoubl eodopoda] [ lMpomoHbI sodopoda ]

AbixatenbHasa uenb BbINOSTHAET PONnb MPOMOHHO20 Hacoca, nepekaymsasi MPOTOHbI B
MeXmMeMBpaHHOEe NMPOCTPaHCTBO (MPOCTPAHCTBO MeXOY Hapy>KHOM N BHYTPEHHEN
MembpaHaMn MUTOXOHAPWUN).

B pe3ynbrate mexay NoBepxXHOCTAMU MeMbpaHbl co3AaéTcsl pa3HOCTb NOTEHLMArOoB.




TEOPUA MUTYUEJIJIA -

A
H,0 AL® + H,PO AT®
RH, R
MaTpukc 2H* o 3 140.= E
. 2H 40 2 .
MUTOXOHAPUM HAO®  HAQH, ;
\ MM L" Y FeS \ & ‘UVIT al z \
0MH~H ; e 3 o o \ \
5 : L (U 2t - 4 HIF, (
HYTPEHHSIA : 3 | /( (/14 f T { {
mMembpaHa : AL e « /1
MUTOXOHAPUN : ok S ViV, ;
- FeS et e = fat Lur e, A ur IR Uur a/
MexxmembpaHHoe oh | f—zH' P
NPOCTPaHCTBO — -
Mpomorsi 6090pod
POMOHbLI 8000PO0a
[ flpomont! eodopoda] [ Mampukca Mumoxom)puu]
cybcmpama

Brnarogaps pasHOCTM NOTEHLMANOB NPOTOHbI YCTPEMSIOTCA U3 MEXXMEMOpPaHHOro
NPOCTPaHCTBA B MaTPUKC MUTOXOHAPUN MO cneyuasbHOMY KaHajay, obnagaroLiemy
CNOCOOHOCTb TPAHCOPMUPOBATL KUHETUYECKYHO SHEPTUIO ABUKEHUS MPOTOHOB B
NOTEHLMANbHY 3HEPIUNI0 XMMUYECKUX CBA3EN.




TEOPHA MUTYUEJUIA

Matpukc
MUTOXOHOPUN

BHyTpeHHAs
mMembpaHa
MUTOXOHOPUU

MexmembpaHHoe

AL® + H,PO,

2H*
A

NPOCTPaHCTBO

lMpomoHbI eodopoda
cybcmpama

lMpomoHbI eodopoda
MampuKkca MUumoxoHopuu

J

AT®

| - dpocpaT-TpaHcnokasa
Il - HyKneoTuA-TpaHcnokasa




TEOPHA MUTYUEJUIA

arp T appap,
|
Jpxareannnie
Marpuke £ KOMILIEKCBI
MITOXOHAPHT Menpute [H] = = = = = = ;
Buyrpenuas
MITOXOHAPHAALHAR
smemOpana :
B(L 1 . + -',.-- [} .~
Usrosons awme [H'] acin i ’ 4+ Fo Bt renneanens TTpOTOHBI, TPAHCTIOPTHPYCMEIC
l’lp(mmnui\ KaHan 33 CUCT NOTOKA WIEKTPOHOR YCPes
ALIXATENLHBIE KOMILIEKCHI
BHyTpeuusa MuToxouipiansnas MeMopana, [MpoTonusii
HCTIPOHHIACMAR AN IPOTOHOB HENT
e o pm' Boasme [H*] .- S

v
.

JIbIXaTeauHbIe
KOMIUICKCHI,
TPAHCIOPTHPYIOUHE
NPOTORBI

o —-H* NOTCHIMAN




PA3OBIIEHUE
OKUCJIEHUS Y ®OCDPOPUIIMPOBAHU S

Ycnosuem, HeobxoanMbIM 19 NPOTEKaHMUA COMNPSXKEHHOIO OKUCIIEHUS U
doocdopunmpoBaHus, ABMNAETCS
HENPOHULIAEMOCTb BHYTPEHHEW MEMEPAHbI MUTOXOHOPUU

NS NPOTOHOB BoAopoaa.

PA3OBLUUTEIIN OKUCIIEHUA U DOCPOPUTTUPOBAHUA:
1)poToHOMOPLI ((KUPHBIE KNCNOTLI, canuuunaTtbl, TUPOKCUH, Bunnpy6buH)
2)VoHodopbl (AHTUONOTUKN — BANMHOMWLMH, rpaMuLngmH)



CNACUBO 3A BHUMAHUE!

YcnexoB B Hererkom tpyae
ocBOeHua onoxmmuu!



