KYBAHCKWW FTOCYOAPCTBEHHbIN
MEOVNUWNHCKUWN YHUBEPCUTET
KAGEOPA ®YHOAMEHTANBHOW M KNIMHNYECKOW
BEVNOXVMNIA

Jlekuuns

SQHEPFETUYECKUI
OBMEH

OBMEH
YIMEBOOOB-1

KpacHoaap
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[MoBpexaarlee gencreme cBoOOAHbLIX
paanKarioB Ha KOMNMOHEHTbI KNeTKU

PaspyweHune PaspyLlieHme
OGenkoB MeMGpaH
MoBpexpeHue MUTOXOHAPUN
aHgonnasmaru-
YyeckKoro
peTukynyma
PaspylueHue aaepHOY &P Hapywenue
MeMOpaHbl, N NPOHULLAeMOCTH
noBpexaeHne AHK nna3maTuvyeckou
MeMOpaHbI

lNepekUcHoe
OKUCIieHne nunuaos
MeMOpaH
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PyHKUUM yrrneBOOOB

JHepreTn4yeckas

Pe3epBHas (rNMMkoreH nevyeHu — pe3eps rMOKO3bl
KPOBMU, NMUKOreH MbiLlL, — pe3epB aHepruu)

CTpyKkTypHas (onncaxapuaHble ¢(hparMeHTbl
rMUKOMNPOTEMHOB U MUKONNNNAOB,
rerepononucaxapumabl COeAUHUTENIbHOWN TKaHW)

3awmTHaA (MMMYHOXMMMYECKaA 3aLlliunTa,
chakTOpbI CBEPTLIBAHNA KPOBMU, CIIN3NCTbIE
CeKpeTbl — MyLUUHbI, MyKouabl)
Cneuudmnyeckne (MeXKrneToyHble KOHTaKThbl,
peuenTopbl, HEKOTOpPbIe FOPMOHbI, FenapuH —
aHTUKoOaryndaHT n ap.)



MoHocaxapuabl

NeHTOo3bl
Ni i NI2II NI2II
0 | |

AAAAAA

D-0éaica D-daci enedéaica D-éneéica

rekco3sbl
NP T i NP of i Ni ol i NP o i N
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OH OH OH O 0
OH OH OH 5 OH OH
OH OH OH
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IHuncaxapuabl NnULU
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HANCdXdPNLADI

MULLN
CH20<I:-)I CH20H
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OHHOOHH OH
HO Q
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MaJibTO34a



[lonuncaxapuabl
(Kpaxman, rmuKkoreH)

CH20H " CH20H "\ CH20H

H o) o)
gH HH HgH HH Ve
O- 4 NOH H
HOH 4 2 0O a1—6
. H ©OH J-e H OH _—

CH20H 7~ CH20H ™\ CH2 CH20H
HA—OH H 4—OH H A—OH H A—OH
HOOHH ofNPH HAoIRNOH HA o KOH Hq

H OH \_H OH J H OH \H OH

5-6

rMUKoreH - Kpaxman



bl (rmanypoHoBas
Kncnora)

COOH CH,OH
I I

\)Q)H m O —===
I HO

octaTtoK D-rnrokypoHoBoOu octatoK N-
KUCHNOThbI auetun-D-
rMOKO3aMMHa
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NaHKpeaTU4eCKowu
aMuna3ou

000
®
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BcacbiBaHue
MOHOCaxapuaoB

e« ObneryeHHasa gpuddy3na no
rpagveHTy KOHUeHTpauun
(naccUBHbLIU TPAHCNOPT)

e AKTUBHbIU TPAHCNOPT NPOTUB
rpagueHTa KOHUeHTpauun
COBMECTHO ¢ MOHaMM Na* n c
3aTpaTtou sHebrum ATO




TpaHcnopT rNOKo3bI B
KNEeTKU

C NoMOLLbIO TPAHCNOPTHbLIX OENKOB —
«TTFOKO3HbIX TpaHcropTepoB» (MJ1HOT)

rTHOT-1
_ wHcynmHHE3aBucumblie
[TTHOT-2 TpaHcnopTep.LI
MOT-3 "~ (nevyeHb, MO3r, MOYKW U Np.)
MIOT-5
'MIT-4 MHCYNUH3aBUCUMbIE
TPaHCMNOPTEPLI

(MbILWULI, )KUpOBas TKaHb)




UHcynuH

Pe HenTop / \

00 ¢

Gl ©

P MeM6paHa

Benok-nepeHocuunk
rntoko3bl (FMI0T-4)

S o s R b e e s

TpaHc-
MeMOpaHHbI
n nepeHoc
rMIOKO3bl



NMIOKO3bI

yrnesoabl rMUKOreH apyruve aAMUHOKUCIOTHI,
nuwm neyeHu MOHOCaxapuibl nmnuabl
(rmMukoHeoreHes)
o ‘/
OH
HO OH
OH
rMoKo3a

AT®
2eKCOKUHa3a,
2JTIOKOKUHAa3a All®

o)
g OH
okucrneime 65% «——ro HO OH ———= nunuael 30%
" OH
asapobHoe rMKo30-6-thoccpar
aHa3pobHoe / \
rMUKOreH Bcex apyrue aMUHOKUCIOThI

Tkaren 3% MOHocaxapuabl 5-7%



NMOKO3bl



NMMNKOJInN3

1. MoarorToButenbHaa asa (dbocdhopunupoBaHue

CHOH  a1¢p  amo  CH20 €P)
o, _\ _J °
OH 2eKCOKUHa3a OH Tlsomepas;
HO OH HO OH
OH OH
rmnoKo3sa rmoKo30-6-choccar

CH,0 {P) CH,0 (P)
O_ CH,OH ATU”‘D o CH20 {P)

_— HO — -~ HO
6-cbpykmokKuHa3a

OH OH OH OH

b pykTO30-6-chocchar thpykT030-1,6-
andocdar
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2. Mnnkonutn4yeckasa (BHyTpUMoneKynsapHas)
oKkcuaopenykumsa

0o 2 H,PO, o
c< ) HAD. 2 HAOH+H* C*{o
AN
2 CH-OH = 2 lwon ==
| enuuepanbdeeudcpoccpam |
CH20 de2udpozeHa3sa CH20
rmuuepanbaerna- 1,3-aucocornuuepar
3-hocdart
2A00 2ATO
% COOH ?OOH
;'4' 2 CH-OH = = 2 cho{p) ==
(poccpoenuuepam ghocgpoenuyepo—
KuHa3a Mymasa CH20H
CH20 £p)

3-thpochornuuepar 2-pochornuuepar



2H,0 COOH 2AO0® 2AT® COOH

1-/-200 ;—‘ -2I

eHoJs1a3a \ nupyeamkKuHa3a (l.:—
2 H,0 CHZ CH,
docdoeHonnupysar nMpyBar

3. BoccTtaHoBNeHMe nupyBaTta

9 (|:=o \—/ > 2 (|:H-OH

| NlakmamoeauodpozeHa3sa I
CH,4 CH;

nupyeart NaKTaT



MIOKO3A == -ATO®
O
| Mnwko3o0-6-docdar
nogroToBuTenbHas @pyxTOiO* 6-docdar
1 OO0
® (o Lan
CDpym&S)— 1.6-6ucdocoar
5 f ® \
vokcuaue- = Muuepansgerna-3-docdar (2 mon)
_ousocom | rmmkonun3a
1 HALQ® + H_PO, HAQ" + H_PO, (lno 2 mon)
HAJJH-!-H* HAOH+H* (2 mon)
rMUKONMTUYeCKas 1.3-Bbucdocooranuepar (2 mon)
oKcuagopenyKkumsa @ ALD AA® (2 mon)

ATO® ey + ATOD
3-®ocooranuepar(2 mon) |2 mon)|
2-Docdornmuepar (2 mon)

HQO H20 (2 Mon)
®ochpoenonnupysar (2 mon)
. HAOH+H* AND(2 mon)
HAL @ (2 mon) r el + ATD
MOJTOYHAA L_L MuposuHorpaanan (2 mon)|
KUCIIOTA -7_1" kucnora (2 mon)
(2 mon) HAOQ' HAOH+H*

(2 mon)




buonornyeckas ponb

* He3KOHOMHbIN, HO B DeCKUCNTOPOAHbIX
YCNOBUAX eOUHCTBEHHbLIXN CNOCOo0
nony4yeHusi NoNe3HOn aHeprum

* [locTaBWMUK CyOCTpPaTOB B peakuum
a3pPOOHOro OKNCrieHUs

* [lyTb, 0OecneuynBaOLLNN B3aUMOCBA3b
a’3poOOHOro n aHa3IpPOOHOro OKUCIIeHUA U
BCeX BUOOB MeTabonnima



Perynauua aHaspobHoro
rmuKonusa

e AnnocrepuyeckKas perynauus
(ppykmokuHa3sa)

 KOHUeHTpauusa cyocrTparta
 KoHUeHTpauuna kucnopoaga

 CocTOosiHME Aeno aHepruum
AQ® + HP aktuBatop

AT® nHrnourtop

e CocTO KochepMeHTOB
m* akTBaToOp

HAOH+H™' uurnurtop




Llnkn Kopwn

JIAKTAT
rnmonma/ \HMKOHEOFEHB
[MUKOTEH MbILILL [JIMKOTEH NMEYEHW

rﬂMKOFEHEB\ MOBWU/IU3ALMA
[/TIOKO3A

KPOBW



| TUKOHeOoreHes —

npouecc CUHTe3a rMioKo3bl U3
HeyrneBoAHbLIX BelLleCcTB (Nnakrar,
nupyBarT, rMuuepuH) 3a cyeT
obpaTnmocTun aencTBus
OonblwuHCcTBa hepMeHTOB
rmnKonun3a (3a UCKnrvYeHmem
TPEeX «KNHA3HbIX bapbepoB»).

AKTnBupyetcs



[InpyBaTKUHA3HbLIN
bapbep — 1-1 peakuus

- COOH
Nl 2 l
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| 0 i €66430 T_O
COCH éadai éneéaca COOH
'eocaao aeloer 1 énaei -
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[TnpyBaTKUHaA3HbLIN
bapbep — 2-9 peakuun

Ao ako Mz CH
v N_O~ P03H2
- |
67Nnériaiiéieédodao - COOH
éadai éneéei aca
aeioei oinéiaiiée-
I eddaao
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bapbep
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O 90ea &l -1,5- 677i6ad6 i

aeoino ao



[ MIOKOKUHaA3HbIN bapbep

OH N _ OH
HO OH i 7if67néaoaca HO OH
OH (@8ép éi ¢i -6-6 7 N6 ao OH

CymMmmapHoe ypaBHeHMe rMUKoHeoreHe3a

2 naktat + 6 AT® = rnwokosa + 6 AOD + 6 HPi



CBsA3b rMukKonu3sa
n
rmmKkoHeoreHe3sa
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OdunxoToMun4yeckun pacnan

B aHaspo6HbLIx [TTHOKO3 bl

B a3poOHbLIX yCrioBuax
(B NpuUCyTCTBUK KCnopoaa,

ycrnoBusx (bes
Kncrnopopna, npoTekaeT
B LTO30/€)

 Pacnapg rntoko3bl 40
nupyBeaTa

« BoccTtaHoBneHune
nupyBarta Ao nakrara

NPOTEKAET B UNUTO30J1E€ U

MUTOXOHOPUAX)

 Pacnapg rntoko3bl 40

nupyearta (B uuTo3orne)

e OkucnurtenbHoe

aoekapobokunmpoBaHmne

nupyBarta

* Llnkn TpnkapboHOBbIX

KNCIOT

(B MuTOXOHAOPUAX)



A3pOOHbLIN ANXOTOMUYECKUN
pacnaj rnoKo3bil

IOTAIbI:

 Pacnap rnoko3bl A0 NUpyBaTa;

« OkucnurtenbHoe
AekapobokcunupoBaHue
nupyBaTa;

 Lukn TpnkapboHOBbLIX KUCHIOT.



Cxema aapobHoro
ANXOTOMMUYECKOro pacnaga
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FMIOKO3A
® Fmo

Fnwoxo30-6-¢ocoar

nogroTtoBuUTelribHas @ "
®pyk1030-6-docdar

® o

mpyxr@)— 1.6-6ucdocoar

-] - AT

-y = AT®

f ® ¥

HAvokcunaye-

2= MNvuepansaerna-3-docoar 22 Mon)

" TOHdOCcdar
HALQ" + H3P04

HAQH+H'

1.3-Bucdocdoranuepar (2 mon)
AND AL D (2 mon)

s | el

3-®aocdoranuepar(2 mon)

2-®ochornnuepar (2 mon)
H,0] {%H,0 (2 mon)

Dochpoernonnupysar (2 mon)

rmUKonuTUYecKas
oKcupopeayKkums

AlD(2 mon)
NMAPYBAT r e + ATOD

(2 mon)

HAQ' + H_ PO, (lno 2 mon)
HAQH+H* (2 mon)

+ATO®
{2 mon)

(2 mon)

Oouwasn
cxema
rMUKonnsa



MuuepodocdhaTHbLIN YENTHOYHbIN

MexXaHN3M
Geoiiéag a

T' 2ll | AAi +i°* Tl 2ll

N=0 \_ / Ni -OH

|. - |

Ni oi @ da4e4dof aai aca Ni i @
ae'f’:‘:?:: - 61 i6T aBesadi &

I'l\'li ol Ti ol
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ManaTt-acnaptaTHbIU YeJSTHOYHbIN

MEeXaHU3M




OkucnutenbHoe
AeKkapookcunmpoBaHue
nupyBaTta

A A, A, 20,
CHy O 0, EE I AA, 0

oAA’ El‘i‘A 7 \ un 14 + U AA‘
2 N=0O L. 21AAl 1+ + 2 H3C_N~SEIA
| i e06aao -
COOH é&adédaor aai aci a é 353008-Ei A
éi i i éaén

1 ed6adao



"
2 0=C~SKoA CxeMa

auen-koA  peBpaLleHUn
2 lokcanoauerar % B IJ‘TK

2HAD' 2 | untpar |
N
2HAOH + H* ’
2| manar X
2 |[nsouuTtpar
2HALY

2HAOH + H*

2 | axetornyrapar

2HALD'

2HAOH + H’
CYKUMHUN-KOA 2¢0
2




JHepreTuyecKknun 6anaHc
ANXOTOMMNYECKOro pacnaga rnoko3bl

Tanbl a3pobHoro KoAudecTBO
OKUCAEHMUSA FTAIOKO3bl CUHTE3UPOBAHHOro AT®
1. A3pO6GHbIM TAMKOAM3 8 AT® (2AT® 30 cHéT

[AlokO3d — 2 NUpyBaT cy6¢cTpPaTHOro ¢hochopUAUPOBAHMSA

+ 2HAAH+H" = 2x3 AT® = 6 ATP)

2. OKUCAUTEABHOE 2HAAH+H+ = 2x3 ATP =

AekapbokcuampoaHue MNBK
2 (nupyBaT — aueTua-KoA) 6 ATP

3. LLUTPATHbIN LLUKA 2%12 ATP = 24 ATP

2 (aueTna-KoA — CO, + H,0)

CyMMApPHbIX BbIXoA ATP npu 38 ATP
OKUCAEHUU 1 MOAEKYAbI FAKOKO3blI




buonornyeckasa ponb
ad3pPOOHOro ANXOTOMMNYECKOro
OKUCINEeHUSA rMI0KO3bl:

OCHOBHOM NYTb Nosny4yeHus
3Heprum (60% y B3pocCnoro
yerioBeka, 0o 40% y pedeHka)



[leHTO30hOCKhaTHLIN NYTL
OKUCIIeHUA FMIOKO3bl



Ctaauu neHto3odocoaTHOro
NYyTU OKUCIIEHUA ITIOKO3bl

1. OKMCnuTenbHas ctaaus
2. HeEOKUCnuTenbHasa ctaaus



OkucnurtenbHasa cragus
neHTo3o¢gocdaTHOro NyTn

CH-0 -6: }
CH-0
CH20H A1 AL® 2 0? HAO®* HAOOH + H &
(@)
" \ / _ Kon \“J _ Kou o _,
HO OH Z2eKcokuHasa ygq OHOH deazudpozeHasa HO S
OH
e rmoKoso-6-pocdar cdocdorntoko-
NaKToH
COOH _0
H—(':—OH . H,C—OH CZH
H,0 "o c': . HAO®* HAO®H +H* <':=o H—C—OH
JlaKmoHasa H _? —OH ghocghoasrirokoHam- | usomMmepasa |
H—C—OH dea2udpoezeHa3sa H—C—OH H—(|2—0H

6-doccornrokoHat pubynoso-5-choccar pn60o30-5-cpoccpar



[leHTO300hOCMhaTHBLIN LUK

HeokucnutenbHas 6 rMIOKO30-6- OKNCNUTENbHAS
(pdsa docdar 6 HAQO* ¢hasa
rMOKo30-6- 6 HAQOH + H'
cdocdar deaudpozeHasa
usomMmepasa 6 B-CbOC(bOI'n}OKQ-
NaKTOH
9 thpykT030-6- l
hoccpar 6 6-chocdpo-
rmoKoHar
mpchanbdonasbl
mpaHcKkemaoJsiaibl

dezaudpozeHasa 6 HAQO*

6 HAOH + H'
6 puboso-

5-chocdpar 6 CO,



\II'IUPI W 1 ViInGa

neHTo3odocoaTHOro
LUKna

12 HAO®H+H"

12 HAw
6 GI-6-P >0 pn6030-5-P + 6 CO,

12 HAO®H+H" — 12x3AT® = 36 ATOD



Perynauus
neHTo3odgocoaTHOro NyT

e CocTOosiHUE Oeno aHepruu
AAQ® + HP aktusaTop

AT® uHrubutop

 CocTossHUe KothepMeHTOB
HAOA®T akTuBaTop

HAO®PH+H™ uHrubuTop

* [opMOHanbHas perynauusa:

MHCYJINH — aKTUBATOP



buonornyeckas ponb
neHTo3odgocdaTHOro nyT

e EQAMHCTBEHHBLIN cNOCOO6 Nony4vyeHUs neHTos (Ans
CUHTEe3a HYKNneoTuaoB);

* MyTb nony4yeHuns BocctaHoBneHHoro HAO®H+H"
ana:

* CUHTe3a NUNUAOB (XKUPHbIX KUCJIIOT,
XonecTepuHa v T.[i. — BOCCTaHOBUTESIbHbIX

CUHTE30B),
= 00e3BpeXnBaHUA TOKCUYECKUX BELLECTB;
e KopoTKkum, BbIrogHbIN NYTb NOSTYYEHUS IHEpPruu;

e OcyuwiecTBNeHUe B3aUMOCBSA3UN MexAay
3HepreTUYECKMM U NriacTM4eCKUM oomMeHamu,

MeXxay oOMeHOM yrneBogoB U OOMeHOM Apyrnx
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HapyweHune obmeHa
aucaxapuaoos
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CTpoeHue rnmkoreHa
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CuHTEe3 rmukKoreHa
(rmukoreHe3s)
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YpuguHaudocdornokosa OH OH

(YOP-rnoko3a)



O + 9] O
OH OH OH -
HO 0—6A0 HO o O—R
HO OH OH
OAO-Zbp éi ¢a aeél ai (ninocadéi a)
yoo ) o e
Ni 2of H Ni il Ni ol
..-—% - O O O
aeeél aal - OH OH OH
nei o aca HO 0 0 O—R
HO OH OH

a8eéél ai (n+11 Noacél a)



Cxema cuHTe3a rnmkoreHa (rnmkoreHe3s)

MOKO3a

K AT®
SCKCOKUHa3a
AL

rMOKO30-6-cpbochar

¢gocgoanroko

-Myma3sa
v

rmrokKo3o-1-cocdcpar

YTOD
mpaHcgepasa
K PPi
> 1,6-rMuUKo3naHblIe

npanmep YOD-rnoKko3a  Pepmerm
n semenieHuUs CBA3N
SJITUKO2eH-
cuHmemaas3a
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Cxema pacnaga rnvkKoreHa
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Pacnaa rnukoreHa B mblilluax
(rmnKkoreHonu3s)

(C,H,,0,) + H,PO,
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Perynauua metabonuama
rmuKoreHa

* [NokaroH v agpeHanH CTUMYIIMPYIOT
pacnapg rnmKkoreHa
— akTuBupyet poccpopunasy
— UHFMOUpyeT CUHTETa3y

* AHCYNUH cTUMynNupyeT CUHTE3
rmuKkoreHa (rnukoreHes)

— aKTUBUpPYET CUHTEeTa3y
— MHriMoupyeTt hocchopunasy



HapyLieHUsA oomeHa
MUKOreHa

Tvn bonesHb HdedekT chepmeHTa CTpPYKTYpHbIE U KITMUHU4YeCKune

nposiBrieHus aedekra

[ Mpke MoKO30-6- Tsixxenas noctabcopObLMOHHANA
q)ocq)aTa3a rmnorrimkeMus, nakroaumnanoas,
rmnepnunnaemMmums
Il |Momne JlnzocomanbHaa |[paHynbl rMUKOreHa B
a-rnMKosuaasa rinsocomax
lll | Kopu Onurocaxapwvpg- N3meHeHUue CTPYKTYpbI
TpaHcdepasa rMUKoreHa, runorrinkemMums
IV | AHpepceHa |«BetBAawunn» N3meHeHMne CTPYKTYypbl
cdepmeHT rmMKoreHa
V |Mak-Apana |MbiweyHas OTnoxeHue rnmKoreHa B
¢docchopunasa MbiLLLAX, CyaAoOporu npu
MbILLEeYHOWU Harpy3ke
VI | Xepca Poccopunasa 'Mnornukemums
neYvYeHwu




LDA/MNACVYVILIVITC
NMNKO3aMUNHOITNMNKaHbI

reKCypoHoBasi KUCJIOTa | reKco3aMUuH
'ManypoHoBas rmoKypoHoBas N-auetun-
Kucnorta rMOKO3aMuH
XoHApOUTUH-4- rMoKypoHoBas N-aueTun-
cynbdar ranakrosamMmuH
depmataHcynbdaTtbl | UAypOHOBas Unu N-aueTun-
rmOKypoHoBasi ranakrosamMmuH
KepaTtaHcynbgaTtbl ranakrosa N-aueTun-
rMOKO3aMUH
enapaHcynbgaTthl naypoHoBasi unu N-aueTun-
rmOKypoHoBas rNMOKO3aMUH
enapuH naypoHoBasi Unu N-auetun-
rmOKypoHoBas rrMOKO3aMuH




CTpoeHue rmmKko3aMmMHOINMKaHoOB
['ManypoHoBas Kucrnora
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CtpoeHune rmmKko3aMmmMHOrNMUKaHOB
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XoHapouTtuH-4-cynbdar
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COOH CH,OSO;H
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CTpoeHue npoTeornmkKkaHa
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[[manypoHoBas Kucrnorta .
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Lienu xoHgpoutuHcynbgarta u kepartaHcynbdara
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