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MeTa®onuam rnoKo3bl

rMUKONpPOTEUHbI
KIeTO4YHON MeMOpaHbl
M MEXKIIeTO4YHOro
MaTpuKca

rmMKoreH

N/

FMIOKO3A

/N

pu6030-5-choccpar

nupysar

* [ NOKO3a — OCHOBHOW
NpoayKT nepeBapunBaHnUA
yrneBo4oB MULLIN.

 Ilpyrne moHocaxapuabl
MOryT npeBpaLllaTbCs B
[MIOKO3Y UNKU NPOAYKTLI €€
MeTabonmam.



MeTa®onuam rnoKo3bl

rMUKOMPOTEUHbI
KNeTOYHON MeMOpaHbl
N MEXKIeTOYHOro
MaTpuKca rnMMKoreH

N/

MKOKO3A

/N

pu6o3o0-5-chocdar nupysar




MeTa®onuam rnoKo3bl

* B HOpmMe B KpoBM HaToOLWaK coaepxuTca 3,5- 5,5
mmone/n (80-100 mr/gn) rnoKo3sbl.

* [1pn nuweBapeHnn (B abCcopObTUBHLIN Nnepmon)
YPOBEHb [MIOKO3bl B KPOBW MOBbILLIAETCS
NpUMepPHO BABOE MO CPaBHEHMIO C UCXOOHbLIM.

* Takoe doun3nonorn4eckoe noBbILLEHNE
KOHLIEHTpaLuK rMOKO3bl B KPOBU Ha3biBaOT
ariIMMeHTapHOM rmneprriukeMmen.



MeTab®onuam rnoKo3bl

docdhopunupoBaHne — obsi3aTenbHbIM 3Tan MeTabonnyYeckon

dKTUBaAUWW TTIOKO3bI.
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HO OH 2eKCOKUHa3a HO

rnoKo3a rnoKo3o-6-cpocdar



MeTa®onuam rnoKo3bl

MeTabornnam rntoko3bl B KNeTkax BCEX TKaHEN HAaYNMHAETCH C
peakunm pocdopunnupoBaHmns U npesBpaLleHns B rOKO30-6-

doocdar.

[Tna3smaTtnyeckass MembpaHa KNneTok HernpoHuuaema ans
doocopunmpoBaHHOM MMOKO3bI U, criegoBaTeribHO, OHa YXe He
MOXXET U3 HUX BbINTW.

CyllecTBylOT ABa hepMeHTa, KaTann3npyroLLmnx
docdhopunnpoBaHne rMOKO3bl: B NEYEHU N NOAXKENYO04YHON

xKerneae - MIKOKUHa3a, BO BCEX APYIMX TKaHAX -
reKCOKMHa3a.

OTN pepMeHTbI OTNnyarTca KoHCcTaHTamn Muxaanuca (Km) un,
cneposaTenbHO, CPOACTBOM K ITHOKO3e.



MeTa®onuam rnoKo3bl

« [eKCOKMHa3a nmeet HMU3koe 3HadeHne Km (<0,1 mmonb/n)
N BbICOKOE CPOACTBO K IMKO3e.

« Bcnegcrteme 9TOro MO3r, 3pUTPOLUNUTLI U ApYrne TKaHu
MOTYT MCMOJS1b30BaTb IMHOKO3Y MNPU CHUXKEHUN ee
KOHLIEHTPaUUn B KPOBU B NOCTabCcopOTMBHLIN Nepunoa
(4epes 4-5 4 nocrie eabl) U NPU rofiogaHnun.



MeTa®onuam rnoKo3bl

 [1N9 rMIOKOKUHAa3bl XapakTepHbI BbICOKOE
3HayeHne Km (>10 mmonbk/n) n HU3Koe cpoacTBO
K [ToKO3e.

« OTO NO3BOJIAET NEYEHN aKTUBHO MCMNONb30BaTh
[MIOKO3Y TONbKO MPU €€ BbICOKOW KOHLUEHTPaLun B
KpoBU B abcopOTUBHLIN rnepuof (npu
anMMeHTapHON rmMnNeprinoKo3emMmnmn) u
OrpaHNYNBAET MPU CHUXKEHNN €€ YPOBHS B KPOBM.



MeTab®onuam rnoKo3bl

docdhopunnupoBaHne — obsi3aTenbHbIM 3Tarn METAabONNYECKON

dKTUBaAUWUN TTIOKO3bI.
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rnoKo3a rnoKo3o-6-cpocdar



MeTa®onuam rnoKo3bl

docdhopunnupoBaHne — obsi3aTenbHbIM 3Tarn METAabONNYECKON
aKTMBaALIUW TTHOKO3bI:

BHEKI1eTo4YHad
XNOKOCTb

yuTonnasma
KNeTku

-— > ——
obne4yeHHada

CATCD
Ad
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OTHOCUTEeNbHaA aKTUBHOCTL (pepMeHTa

MeTa®onuam rnoKo3bl

depMEHT rekCoknHasa npeacraBfieH HECKONbKUMU
n3oopmamu:

ﬁexcoxuuasa l

rIMOKOKMHa3a
(rekcoknHasa V)

0 5 10 15 20

KOHLUEeHTpauus rnokosbl (MMonb/n)

ekcokuHa3sa | — goepMmeHT,
doochopUnUpPyoLLNKA rOKO3Y B
OONbLUINHCTBE TKAHEN.

mokoknHasa (rekcokuHasa V) —
doepmMeHT, PocdhopUnMpyoLLInn
[MIOKO3Y NPeMMyLLLECTBEHHO B
nevyeHn 1 No4XKenyao4HON Xenese.



MeTa®onuam rnoKo3bl

depMEHT rekCoknHasa npeacraBfieH HECKONbKUMU
n3oopmamu:

.
(=
T

l'ekcokuHa3za l:

ﬁexcoxuuasa l

rIMOKOKMHa3a
(rekcoknHasa V)

* MNMEET BbICOKOE CPOACTBO K
rmoko3se (K, < 0,1 mmonb/n);

* MaKCUMaJibHO aKTBHaA axe
npu HN3KOW KOHUEHTPaunn
MMOKO3bl KPOBM,

OTHOCUTENbHaA aKTUBHOCTL (pepMeHTa

* anfoCTEPUYECKN PeErynupyeTcs
[MFOKO30-6-pocdaTom U
oTHoweHunem ATO/ALD.
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MeTa®onuam rnoKo3bl

depMEHT rekCoknHasa npeacraBfieH HECKONbKUMU
n3oopmamu:

=
(=
T

ekcoknHa3sa IV (rnroKkoknHa3sa):

ﬁexcoxuuasa l

rIMOKOKMHa3a
(rekcoknHasa V)

*  MMEET HM3KOEe CPOACTBO K
rntokose (K, > 10 mmonb/n);

* daKTUBHaA TOJ1bKO MNMpu BbICOKOW
KOHUEHTPaUUN rmroKO3bl KPOBH,

OTHOCUTENbHaA aKTUBHOCTL (pepMeHTa

* He perynupyetcs rnoko3o-6-
doocaTtom.

0 5 10 15 20

KOHLUEeHTpauus rnokosbl (MMonb/n)




MeTab®onuam rnoKo3bl

[lyTn metabonuima rnokKo30-6-cpocchata B KneTke

nupyBar
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[ nnkoreH: ctpoeHue U pyHKLUUU

[ nMukoreH - pasBeTBNEeHHbIU FOMONONIMMeEpP FHKO3bI

* TOYkM BETBNEHUSA B IMUKOreHe
BCTpeYatoTcsa NpUMepHO Yepes
Ka)kable JecATb OCTaTKOB
[MOKO3bI.

* ﬂﬂ,pO MOJ1EeKYI1bl IMMNKOIreHa

doopmMupyeTcs npu y4actum
bernka rmMKkoreHuHa.



[ nukoreH: ctpoeHue U pyHKLUUU
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* B nuHenHbIX y4acTKax rmmukoreHa ocTaTkuy rmoKo3bl COeAUHEHDI
ao-1,4-rMMKO3NAHBLIMU CBA3AMMW.

B To4ykax BeTBNeHus OCTaTKU rMoKO3bl COeANHEHDI
a-1,6-rMMKO3NAHLIMU CBA3AMMW.



[ nnkoreH: ctpoeHue U pyHKLUUU

nukoreH — oopma AenOHUPOBaAHUA FMIOKO3bl
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[ MIMKOreH: cxema CUHTe3a

rMOKO3a
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[ nnkoreH: cxema pacnaga

nukoreHdocdopunasa — KnYEBON PEPMEHT MIMKOreHoin3a
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 Pacnapg rnukoreHa
NponcxoauT NyTem
nocnenoBaTefibHOIo
OTLLEMNSIEHNA OCTaTKOB
[MIOKO3bl B BUAE
[MOKO30-1-pocdhaTa.

 OTwenneHune
rMoKo30-1-cpocdaTa
KaTanusnpyer
dEPMEHT IFFINKOreH-
dochopunasa.



[ nnkoreH: cxema pacnaga

nukoreHdocdopunasa — KnYEBON PEPMEHT MIMKOreHoin3a

_-0-1,6 cBA3K
m}m G

P o-1,4 cBA3U
2JIUKo2€eH 8 P;
¢ghocghopuna3sa 8

@) (P rniokozo-1-pocdar

T 00006

* [nunkoreHdocdopunasa
pacLwennaeT TonbKo
a-1,4-rmmko3naHble
CBA3MN.

* [locnepoBaTernibHoOE
oTLienneHne
[MOKO3HbIX OCTaTKOB
npekpaulaeTcd, Koraa
00 TOYKN BETBIEHUS
ocTaeTcs 4 MoHomMmepa.



[ nnkoreH: cxema pacnaga

nukoreHdocdopunasa — KnYEBON PEPMEHT MIMKOreHoin3a

_-0-1,6 cBA3K
m}m G

o-1,4 cBA3U
2JIUKo2€eH 8 P;
¢ghocghopuna3sa 8

@) (P rnoko3o-1-pocdar

T 00006

"desemesswuu”
¢ghepmMeHm

0-0-0-0-0-0-0D-00-00-G

« 3aTeM Tpu OCTaBLUUNXCS
00 TOYKWN BETBMEeHud
[MIOKO3HbIX OCTaTKa
NnepeHocAaTcs Ha
CcBOOOAHbIN KOHEL,
coceqHen uenu.

« JlaHHasa peakuusi ugeT
npu y4actum
onurocaxapua-
TpaHcdepassbl
(«oeBeTBsiLLEro»
cdepmeHTa).



[ nnkoreH: cxema pacnaga

nukoreHdocdopunasa — KnYEBON PEPMEHT MIMKOreHoin3a
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* OcTaBLUMNCH B TOYKE
BETBIIEHUSA TMHOKO3HbIN
OCTaToK
rMAPONNTUYECKN
oTLennsaeTca ¢
nomoLibo a-1,6-
rnoKo3naasbl B BUae
CBOOOOHOM MHOKO3bI.



Pacnag rmukoreHa B Ne4YeHu U MbillLax

[ MMKOreH nevyeHun — pe3epB [ MMKOreH MbILLL, — MCTOYHUK

[TTIOKO3bl AJ14 APYIMX OopraHoB IHEPINN OJ1d CaMNX MblLUL,

rMUKoOreH

v

rnokKo3o-1-cpocdar

rnmKoreH

'

rnoko3o-1-cpoccpar

!

rnokKo3o-6-cpoccpar

rnKo3o0-6-cpoccar

2J/1roKkoHeozeHe3 TNHOKO3a ——w

NoBbIWEHNe YPOBHSA
rMOKO3bl KPOBMU

2/1uKonu3
ATD nakrar

CO,



MeTabonuam rnmkoreHa

Obpa3oBaHMe cBOOOAHOU rMIOKO3bl B KFleTKe npoucxoanT noa
AEeUCTBUEM FMIOK030-6-cpocchaTasbl B Ne4YeHU U KULLeYHUKe:

LMTO301b — nnasmaTunyeckas
renatouuTa MeMb6paHa
r-6-®  2nr0K030-6-gpocgpamasa
TpaHcnopTép Kanunnsp
r-6-® (T1)‘Q D TpaHCMOPTEP rMoko3bl (T2) |
\—> r-6-o rnKo3a ————TKo3a /
MIKT-2
npocseT OP P; \' =
TpaHCcnopTep v
coccpata (T3) NoBbILEHne

YPOBHSA MMIOKO3bl
KpOBM



MeTabonusm rnmkoreHa: oowiasa cxema

r-6-o




MeTabonusm rnmkoreHa: oowiasa cxema

r-1-o

cpochoenfOKomymasa/‘ L

r-6-o




MeTabonusm rnmkoreHa: oowiasa cxema

YOO-IMIOKO3A

PP,

r-1-o

cpochoenfOKomymasa/‘ L i

r-6-o




MeTabonusm rnmkoreHa: oowiasa cxema

YOO-IMIOKO3A

PP,

Y/]®-2n0K030-
nupogocgpopunasa

r-1-o

cpochoenfOKomymasa/‘ L

r-6-o




MeTabonusm rnmkoreHa: oowiasa cxema

YOO-IMIOKO3A

HeopeaHu4ecKasi
nupogocgpopunasa

PP,

>2Pi

Y/]®-2n0K030-
nupogocgpopunasa

r-1-o

cpochoenfOKomymasa/‘ L

r-6-o




MeTabonusm rnmkoreHa: oowiasa cxema

MUKOTEH

r-1-o

cpochoenfOKomymasa/‘ L

r-6-o

\ .

YOO-IMIOKO3A

HeopeaHu4ecKasi
nupogocgpopunasa

PP,

Y/]®-2n0K030-
nupogocgpopunasa

>2Pi



MeTabonusm rnmkoreHa: oowiasa cxema

NMWKOreEH
gemeswul chepmeHm
yoo

eJIUKO2eHCUHmMma3a

' YO®-FMIOKO3A

HeopeaHu4ecKasi
nupogocgpopunasa

PPi > 2 Pi

Y/]®-2n0K030-
nupogocgpopunasa

r-1-o

q)occpoemoxomymasa/‘ L

r-6-o




MeTabonusm rnmkoreHa: oowiasa cxema

NMWKOTEH
desemesswul hepmeHm gemeswul chepmeHm
yaooe

eJIUKOeeHCUHmMaa3a

YOP-MNIOKO3A

HeopeaaHu4eckas
nupogocgpopunasa

PP,

a2ruKkoz2eHgocgopuniasa YA®-2110K030-

nupogpocghopunasa

r-1-®

d)ocqboeniOKomymaaa/‘ L

r-6-o

>2]?,:



[Tyt metabonuama rnokKko30-6-cocoara

rMUKOreH

NMUNKOreH - &

\

rnoKo3o-1-cpocdar

v

[rmoKo3o-6-q)ocq)aT]

nupyBart pub6o3o-5-chocdar
i + NADPH
/ 4 v
nakrat  Co, + H,0 rnoKo3sa

v

noBbllLEHNE YPOBHA
NMOKO3bl B KPOBU



depmMeHTaTUBHasA aKTUBHOCTb ——>

Perynauna metabonuama rnvkoreHa

AKTUBHOCTb (pepMeHTOB MeTabonuama rnmKkoreHa

perynupyeTcs peLumnpoKHo:

a

FMWUKOrEH
®OCPOPUITASA

rnoKo3a

MWUKOrEH
CUHTA3A

MUHYTbI

 [mukoreHdoccopunasza —
PErynaTopHbin PpepmMeHT
pacnaga rnmkoreHa.

 [NMuUKoreHcuHTasa —
PEerynaTopHbin PpepmMeHT
CUHTEe3a rMuKoreHa.



depmMeHTaTUBHasA aKTUBHOCTb ——>

Perynauna metabonuama rnvkoreHa

AKTUBHOCTb (pepMeHTOB MeTabonuama rnmKkoreHa

perynupyeTcs peLumnpoKHo:

a

FMWUKOrEH
®OCPOPUITASA

rnoKo3a

MWUKOrEH
CUHTA3A

MUHYTbI

PerynatopHble depMeHTHI
CUHTEe3a 1 pacnagja rnmkoreHa
CYLLECTBYIOT B ABYX (bopMax:

* a— aKTuBHagA popma;
b — HeakTuBHaga popma.



depmMeHTaTUBHasA aKTUBHOCTb ——>

Perynauna metabonuama rnvkoreHa

AKTUBHOCTb (pepMeHTOB MeTabonuama rnmKkoreHa

perynupyeTcs peLumnpoKHo:

a

FMWUKOrEH
®OCPOPUITASA

rnoKo3a

MWUKOrEH
CUHTA3A

MUHYTbI

OCHOBHON MexXaHu3m
perynsaunm akTMBHOCTU
depmMmeHTOB MeTabonnama
rMMKoreHa — KoBarneHTHas
Moaudmkaumna nyTem
cdocchopunuposaHus/
aedoccopunmupoBaHus.



Perynauna metabonuama rnvkoreHa

rmukoreHdocchopunasa — knroveBon hepMeHT rMUKOreHonms3a

KuHa3a ¢gpocghopusna3bli

ATO ALLD @
rNMUWKoreH >< NMUKoreH

¢doccpopunasza B doccpopunasza A

(MeHee akmusHasl) V>_< (6oree akmusHasl)

Pi I Hzo
[
gpocgponpomeuHgocgpama3sa-1




Perynauna metabonuama rnvkoreHa

mMnkoreHcmHTa3a — kKnro4YeBon pepMeHT rMNKOreHoreHesa

KuHa3a ¢gpocghopusna3bli

ATO AL @
rmMKoreHcuHTasa A ><* rmmKkoreHcuHTtTasa B
(boniee akmueHasi) V>_< (MeHee akmuegHasi)

Pi I Hzo
[
gpocgponpomeuHgpocgpama3sa-1




Perynauna metabonuama rnvkoreHa

i

KMHa3a KUHa3a
cdocdopunasbl B ¢docdopunasbl A fﬁ:;::l
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Perynauna metabonuama rnvkoreHa

Perynsauus akTMuBHOCTU rinnkoreHdgocgopunasbl

npoTeMHKMHasa A
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 AKTMBaUUSA KUHa3bI
docdopunasbl nponcxoguT

)

9

pocthopmaas i (T dochopunnpoBaHus noa
(MeHee aKkTuBHas) (6onee akTUBHasA)

OencTBmeM rnpoTenHknHasbl A.

<____/
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! @ MHaKTI/IBaLWIFI KUHA3bl
P, | H,0

I

I

i doccopunasa b ¢dochopunasa a
|

I

I

I

I

I

I

I

I

docdopunasbl nponcxoguT
nytem gedpocopunmpoBaHums
noa AencTBUeM
doocdonpoTtenHdocdaTasbi-1.

TTIMKOreH rNUKOreH
(MeHee akTuBHas) (6onee akTUBHas)

—

P, Ym0
|
|

¢occonporems | /
c¢doccparasa-1




Perynauna metabonuama rnvkoreHa

Kackag choccopunupoBaHus

CUCTEMA
R,C, 2C POCPOPUITMPOBAHUA
npoTeMHKnHasa A uAM® npoTeMHKnHasa A
(HeakmueHasi) (akmueHasi) + Ry(UAM®),
AT® All® @?@P
KUHa3a >_<\ KMHa3a ——
¢docopunasbl B c¢ochopunasb A
(HeakmueHas) V>—< (akmueHasi) KiHasbl
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c¢occhopunasza A cuHTasa A cuHTasa B

c¢occhopunasa B
‘>_< (6onee akmueHasi) (akmugHasi) ‘>_< (HeakmueHasi)

(MeHee akmugHasi)




Perynauna metabonuama rnvkoreHa

Kackag pedoccpopunmpoBaHus

? ?

FMUAKOreH rrUKoreH rrUKoreH rnuKoreH
2C cdoccopunaza B cdocchopunasza A cuHTasa A cuHTasa B
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Perynauna metabonuama rnvkoreHa

rnMKoreH
¢ochochopunaza A

4 7 4 7
/
&
KMHa3a KMHa3a KnHa3a
doccopunassl dochopunasbl docopunassl
(HeakTMBHaA) (yacTU4HO aKkTUBHas) (akTuBHas)

rMuUKoreH
¢ocdoccopunasa B



[lopMoHanbHas perynsauusa metabonusma rivmkKoreHa

[ MMKOreH neyvyeHwu [ MTMKOreH MbliLuLL

[OpMOHbLI-perynaTopobil:
* NHcynnH

« AOpeHanuH
 [niokaroH

[OpMOHbI-perynaTopobil:
* NHcynuH
 AQpeHanuH



