OKUCIIUTEJIbHOE
®0OCEOPUITUPOBAHUE

OkucnumernbHoe ¢gpochopurniupoeaHue
co3daem ycrioeusi Onsi obpaszosaHua ATQ -
yHUBepcasibHOU PopMbi IHepruu B XKUBbIX
opraHu3smax. 1



XemmnocmortTuveckas
Teopus

* [MpeanoxeHa TTutepom
Mutyenom B 1960

Hobeneeckas npemuns, 1978.

Xemuocmoruyeckass  Teopus:  hpaHcropm
anieknpoHos U cuHNme3 ATP o06bLeOuHEeHbI
MPONOHHLIM rpagueHnPM Yepe3 BHYNPEHHIOIO
memMbpaHy MunoxoHApUU. 2
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1. Heobxognma MHTAKTHAA MUTOXOHApUANbHAasA membpaHa

2. TpaHcnopT anekTpoHos Yepe3 S TL| reHepupyeT rnponoHHLIU
rpagueHm

3. AT® cuHma3a katanusnpyet pocpopunuposaHe AL® 8
peakumu, koTopasi obecrnednBaeTca npoxoxaeHne H* yepes
BHYTPEHHIOI0 MeMbpaHy B MaTpUKC



AT® cuHTa3a

Lee cybveamHuupr, F_ v F,

F, coaepxut katanutmuyeckue
cybveanHuusr, rae A@ n P
CBA3bIBALOTCA.

F, npoHu3bIBaeT MembpaHy u
CIYXUT KAK NPOTOHHBLIWN KaHan.

JHeprus, KotTopas
0CcBOb6OXAAETCATbCS NpU
NpoxoxaeHUn" NpoToHOB
nucnosb3yetcs Ana cuHtesa AT,
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AKTUBHLIU TpaHcnopT ATE, A1Z n P uyepes
BHYTPEHHIOO MUTOXOHAPUASbHYI0O MeMbpaHy

AT® normkeH TpaHCNOPTUPOBATLCA B UMTO30Mb, a A@ M P -8
MATpuUKC

A®/AT® nepeHOCUUK MeHSET mUToxoHapuanbHoe AT Ha
umtosonbHoe A1®

®ocepat (H,PO,") TpaHCMOPTUPYETCA B MATPUKC MO MEXAHN3MY
cumnopTta ¢ H*.

TTepeHocuuk ocepata cHuxaet ApH.
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PErYNAUnUa OKUCIIUTEINIbHOIO
$OC2OPUNTUPOBAHWA

ConpskeHne TKaGHEeBOro AUXAHUS C OKUCIIUTENbHbIM
PoCOopUnNMpoBaHmue

TpaHCNOpPT 3NEeKTPOHOB TECHO CBA3aH C (POCPOPUNTMPOBAHNEM.

ATZ He moxeT 6bITb CUHTE3MPOBAHO NYTEM OKUCIIUTENBbHOIO
pocpopuUnMpoBaHMEM ecrin HeT 3HeprMu OoCBOOOXAEHHOW npu
3/1eKTPOHHOM TpaHcnopTe.

ANeKTpoHbI He MPOXOoAAT Yepe3 INEeKTPOH-TPAHCNOPTHYIO Lenb
ecnu Al He pocpopunupyetca K AT2.

OcHoBHble perynatopel: HAOH, O,, A%

BHYTpummnTOoxoHapuansHoe cooTHoweHne AT®/AL]P aBnsaeTtcs
KOHTPOSNMbHBLIM MeXAHM3MOM

Bucokoe cooTHoLeHne nHrmbupyet Tak kak ATE annoctepuyecku
cBA3bIBaeTCA C komnekcom IV °



AbixaTenbHbIA KOHTPOSDb

Perynauua ckopoctu okucnutenbHoro
POCCPOPUNIOBAHUA C NOMOLIBIO yposHa AL]®
HQ3bIBAETCA Abl XahesSIbHbIM KOHNPOJSieM.

\ Supply of ADP

ADP added nearly exhausted

\

O, consumed

Time



Pa3obLieHne TKGHEBOro AbIXAHUSA U OKUCIIUTENTIbHOrO
poCPOpUNUPOBaHUA

BHYTpeHHAS MUTOXOHApVANbHAA MeMbpaHa CoaepXKnT
pasobwumensHbil 6enok (TepmoreHuH, uncoupling protein).

PazobwumenbHbitu 6esrok obpasyeT KaHan Ang nepexoAa NpOTOHOB U3
LIMTO3051 B MATPUKC.

Electron
transport

Fatty acids
activate
UCP-1
channel




Norepinephrine

G-Protein Adenylate cyclase

s ATP
B-adrenergic . +ve _Protein
receptor Thermogenin cAMP kinase A
ATP
ll’ ADP
Hormone-sensitive

Ht
.J'F lipase
Ht
N
Fatty acids<— Triglycerides

+ve



Paszobwarmowme npoterHbl ABNAKTCA TpaHCMEMOpPaHHbIMU
benkamy, KOTOpblE YMEHbLUAKT TrpPagueHT TMPOTOHOB B
oKUcnutenbHoMm ocopunuposaHnn. OHM  yBenu4mMBawT
MPOHMULAEMOCTb BHYTPEHHEN MUTOXOHApPWArbHON MeMbpaHbl,
No3BOMAs MNPOTOHAM, MNEPEHECEHHBIM B MeXMeMbpaHHoe
NPOCTPAaHCTBO, BO3BPaALLATLCA B MUTOXOHAPUAlNbHbIM MaTpUKC.
[Tlponssogcteo Tenna npu nomowm UCP1 B Oypoun XnupoBow
TKaHU MNPOMUCXOOUT C Pa30bLIEHNEM KITIETOYHOrO AblXaHUsl U
docdopunupoBaHnsa, TO €CTb  ObICTpoe  OKUCIieHue
nuTaTenbHbIX BELWECTB NPOMCXo4uUT C HU3KOU MHTEHCUBHOCTLIO
nponassoacTtea ATO.

UCP2 obHapyXuBaeTcs B pasfnnUYHbIX TKAHSX N CHYUTAETCH, YTO
OH yYacCTBYET B perynsaumm peaktmBHbIX dopM Kncrnopoaa.
bbinn obHapyxeHbl gpyrne romonorn UCP1, skntoyaa UCP3,
UCP4, BMCP1 (oH xxe UCPS5).

10



Pazobowurenu

* Pazobmtenu aBnaroTca XMpopacTtBOpUMBbIMU cnabbimum

KUuciotamum

* Pazobwmtenu CHUXKAFOT NPOTOHHLIW FpaAUEHT
TPAHCNOPTUPYA NPOTOHLL Yepe3 MembpaHy

2,4-[AuHutpogpeHon - adppeKTUBHbLIU pas3odwuTenb

OH

|/\\./

2.4-Dinitrophenol

0

O
)\ @N/
' jox

11



Bbixoa AT®

10 npoTOHOB BbIKAYMBAIOT U3 MATPUKCA BO BPEMS TpaHCNopTa ABYX
anektpoHos ¢ HAJH k O, (komnnekc I, IIT n IV).

3 u®
INTERMEMBRANE

@ : 3 SPACE
y . " ’ Y

”2(,6) 3

T s SR & 4 ‘0 -9 : \ Vet R T g £ G O G 2 : ,,,,,, r o
() 5 % 5 : MATRIX
b7y - r\ S : ATP
N e s i synthase
4P = -+ /’_\
4P : 2HP® .
; ADP ATP
21—1@ e e
P H,O

| lepeHeceHne 3H™ HeobXxoaAnMo ANa CUHTe3a OAHOWN MoneKynbl AT
AT®-cuHTa30M

1 H* Heobxoanmbin ans TpaHcnopTta Pu.

4 H* ucnonb3yeTca AnNa Kaxgow cuHTesupoBaHHOU ATO

Ona HAOH: 10 H/ 4H =25 AT®

Ona 2AOH,: 6 H'/4H =15 ATZ
12



METABOJIU3M YINMEBOOOB - 1

Ha npoTtsikeHum
CTONETUN NeKkapu U
nusosapbl
Ucnonb3yT
npespalleHue
rNoKo3bI K
aTaHony u CO, B
npouecce
rnukonusa B
ApOxOKax

13



"nukonus Hanbonee paHee OTKPLITLIU U Haubonee
BAXXHbLIW npoLecc metabonusma yrnesonos

"nuKkonus - metabonuueckuii NyTb, 8 KOTOPOM
rNFOKO3a npeBpalwiaeTcsa B NUpyeat ¢ obpasosaHuem
Hebonblworo konnuyectsa 3Heprum 8 popme ATE u

HAOH.
"nukonus - aHaspobHLIU Npouecc.

"nukonus ocyuectenaetca U 8 aHa3pobHbLIX U B
a3pobHbLIX OpraHUsMax.

B rnukonuse oaHa monekyna rnrOKoO3bLI NMpespallaeTtcs B
ABe MOneKynsl NUPYBATa.

'nukonus ocylecTB/14eTCa B UUTO30J€E. (e



10 peakuuu rnukonusa

1. lekcokuHasa

» TTepeHocuT pocaopHyto rpynny ¢ AT® K rnroKose ¢
obpasoBaHneM rnroko3o-6-gocgara.

» YeTbipe knHa3bl AencTByoT B ravkonuse: ctaaguum 1,3,7 n 10.

- Bce YyeTblpe KMHa3bl TpebytoT UOH Mg2+ N NOXOXWU NO MEXaHU3MY
0ENCTBUS.

CH,OH CH,OPOz2-
O @)
Hexokinase
OH + ATP — OH + ADP + H7
HO OH HO OH
OH OH
Glucose Glucose 6-phosphate 15

(G-6P)



2. 'nroko30-6-gocepar nsomepasa

- TTpespalyaet rnroko3o-6-gocear B PpyKTo30-6-pocear.

O\C/H
0 CH,0H
N 2
H—C—OH g
CH0P05 2-0;POHC CH,OH
H O H HO—C—H HO—C—H et T
OH H — S — HHO
| H—C—OH H—C—OH
HO | OH H OH
H OH H—C—OH H—C—OH HO M
CH20PO32_ CH2OPO32_
Glucose 6-phosphate Glucose 6-phosphate Fructose 6-phosphate Fructose 6-phosphate

(G-6P) (Open chain form) (Open chain form) (F-6P)
16



3. ZocpoppykTtokuHasa-1 (2EK-1)

- Katanusupyet nepeHeceHue qpocepopHou rpynnel ¢ AT® Ha
PpPYKTO30-6-poceaTt ¢ 0bpazoBaHUem ppyKTo3o-1,6-
Audgpocgara.

2-0;POHC CH,OH #03POHLC CH,0P0;
0 Phosphofructokinase 0
HO + ATP —— HO + ADP + H*
OH OH
OH OH
Fructose 6-phosphate Fructose 1,6-bisphosphate

(F-6P) (F-1, 6-BP)

17



4. Anbponasa

* Pacwennsert rexkcosy - ppykT030-1,6-audocepar Ha Ase
TPUO3bI: rAULlepanbaerua-3-gocear U
AUrUAPOKCUALIETOH(POCHAT.

22—
O*c __CH,0POs5
‘ Dihydroxyacetone
- CH,OPO52- phosphate
R HO—C—H (DHAP)
HO L H i’
Aldolase
H—C—OH ) *
H O
g
S W e
H—C—OH | Glyceraldehyde
CH,OPO52" =t 3-P?gzgl)1ate
Fructose ‘ >
1,6-bisphosphate CH20P0s 18

(F-1, 6-BP)



5. Tpuosogocpar nsomepasa

* TTpeepawaer AAFAZ 8 [AZ
* Peakusa obpatumas. TTpu PasHosecumn 96% OTA®2 u 4 % TA®.

H H o #®
\C——OH Triose phosphate
# isomerase
O:C\ < = H—C—OH
CH,OPOz2~ CH,OPO52-
Dihydroxyacetone Glyceraldehyde

phosphate 3-phosphaté’



6. [nuuepanbaerua 3-cgocegar

AernaporeHasa

* TTpespawieHue MA@ B 1, 3-augocepornuuepar

* Monexkyna HALl* socctaHasnueaetcs 8 HAH

7

H—C—O0H

CH20P032_

Glyceraldehyde
3-phosphate
(GAP)

Glyceraldehyde
3-phosphate
dehydrogenase

+ NAD* + P S

g
O3PO\C N

H—C——O0H

CH20P032_

1,3-Bisphosphoglycerate
(1,3-BPG)

+ NADH + H*

20



/. 2ogornuuepaTtkuHasa

- TTepeHoCUT pocpaTHYHO rpynny ¢ 1,3-augpocopornuuepara
Ha A[® c obpa3osaHuem ATE u 3-@ocgornuuepara -
cybcTpaTHoe pocgopunuposaHue

2- _
0 003 0, 0
C C
‘ Phospkhoglycerate I
: c‘ OH 4 AP ——— H c| OH 4 AP
CH20P032_ CH20P032_

1,3-Bisphosphoglycerate 3-Phosphoglycerate .



8. 2ocpornuueparmyTtasa

- Katanusupyert nepeHeceHue (OCHPATHOU Fpynmnbl C
OAHOW 4YaCTU MOJNEKybI K APYrOWn.

O\\C//O O\\E//’O
H—C—OH = > H—C—O0PO03?%-
Phosphoglycerate
H—C—O0PO03?%- mutase H—C—OH
H H

3-Phosphoglycerate 2-Phosphoglycerate



9. 3Honasa

- 2-%ocornuuepar npespallaeTcs B pOCPO3HONNUPYBAT

+ $0CcPO3HONNUPYBAT UMeeT BLICOKUU (PpOCPOpUI-
TPAHCEpHLIN NoTeHUuarn

_ O
O. .0 —_—
S H,0 OPO32"
H—C—OPOz2~ < Il
Enolase
H C OH H

H
2-Phosphoglycerate Phosphenolpyruvate



10. TlupyeatkuHasa

COO@
l
C —orPO®

|
CH,

Phosphoenolpyruvate

* Katanusupyert peakumio
cybcTpaTtHoro ADP + H® j T — ADP+ H®
asc lC

I’)'n vate kK

(POCCPOPUNUPOBAHUS: ATP|< ATP
-
- Heobpatumas peakums e
C — OH
- PerynatopHas peakums BT

Enolpyruvate

l

COO@
I
C=—0O
|
CH, 24

Pyruvate



Obwasn peakuua rnukonusa

Bo Bpems npespalleHns rnroKosbl K nupysary:

» [1ee monekynsr AT® BbipabaTbIBAFOTCS

* [1ee monekynel HALl BOCCTAGHABNUBAIOTCA C
obpasosaHuem HAH

Imokoza+ 2 AI® +2 HAL +2 P >
2 InpyBatr + 2 AT® +2 HAJTH+2 H" + 2 H,O

25



Hay4Hble uccnenoBaHnA ¢pepmeHTALUN BUHOMPAAHOIO
caxapa 6blnu nepBbIMW UCCNEeAOBaHUAMU FUKONMU3a




Cyabba
nupyeara

OH

(I‘H 2 CO.

l- 2 - \
CH, (b)

CH.OH

L ;'.-‘.-:.(.,‘ S

Calver l’_\'.\ ex m

COO
|
(l- =0 LIT()()O
s on
(c) CH,
. [2 1actae |
(a)
a0
§|’.—(_’0A
C=—0

Crtric

cicield * 27

cvole




Metabonusm nupyeatra B 3TAQHON

SnaHos1 0bpasyeTca U3 NUPyYBaTa B APOKKAX U HEKOTOPLIX
MUKPOOPraHU3mMax B aHa3pobHLIX ycnosusax.

Hse peakuuu:

1. [exapbokcunupoeaHue nupyeata B auetanbaerua.
depmeHT - nupysarmmexkapbokcunasa.
KogpepmeHT - mnamuH nupogocgam (B,)

2. BocctaHoBNeHWe ayemanibgervaa B 3maHo .
®epmeHT - asikorosibAeruaporeHasa
KopepmeHTt - HALH.

NADH

H 0 + HJr NADJr

NS

CHs
Pyruvate Acetaldehyde

CHs

decarboxylase dehydrogenase

H* co,
; . H{
Pyruvate Alcohol

Ethanol



Metabonusm nupysarta B nakrart

Jlakmamobpa3yeTca U3 nupyeaTa B AHA3POOHLIX ycnosuax.

TTpespalieHne  rnOKO3bI B JIGKTAT  HA3bIBAETCS
MO JI0YHOKUCTIBIM BpoxeHueMm.

PepMeHT - fnaknanmeruaporeHasa.
KompepmeHT - HALH.

NADH O+ =20
+ H* NAD* C
— ~ HO C H
Lactate
dehydrogenase
CHs CH3

Pyruvate Lactate 29



"'noko30-1-pocepar npespaliaeTtca B8 rnOKo3o-6-
POCPAT POCPOrIFOKOMYNu30u.

CH,0PO.®

Phosphoglucomutase

W

AN

H OH

o-D-Glucose 1-phosphate a-D-Glucose 6-phosphate

30



HenepeHocumocTb =)
MOSOKa

HenepeHocumocTb nakrosbl (rMnonakrasus) obycrioBrneHa AepUuLUTOM
Jlakna3bi, KOTOpas pacluennseT SakTo3y K rfkoKo3e U rasiakrose.

MVKpOOpraHN3mMbl B TONCTOM KULLEYHUKE (PepMEHTUPYIOT HemnepeBapeHHY!Ho
NGKTO3Y B MOSIOYHYHO KUCNOTY reHepupys metaH (CH,) v soaopon (H,) -
4YTO NPUBOAUT K KUWEYHbLIM pacCTPOMCTBaAM, MeTeopusmy.

MonoYHas KMCNoTa - 0CMOTUYECKN AKTUBHOE BELLIECTBO U 3agepxXmnBaeTt
BOAY B KULWLEYHUKE, NpUBOAUT K Anapee.

a3 1 anapes yxyawaoT abcopbumio apyrux BewecTs (kupos 1 6enKkos).

JleyeHwe:

- usbezamsb npoayknoe, Komopsble
codepxam JSIaKNo3y.

- (pepMeHM SlaKna3a nepopasibHo .




fanaxktosemus

HapylweHue metabonumsma ranaktossl - rasiakno3emums.

Knaccuuyeckaa ranaxktosemus - 310 BPOXAEHHLIU AePULIUT
ranaknv3o -1 -gocgam ypuansinpaHcpepassi .

CUMNTOMbI:

- pgoma, guapes nocsie rpuema MoJsioka, i Brain damage

- ysesiu4yeHuUe rne4veHu, xenmyxa, Uuppos, e i Cataracts

- KaTapakra, *‘\ .~ Jaundice

- JieTtaprua u yMmcmeeHHas omcmarsiocmeb, \/}\ Enlarged liver

- NoeblWeHUE rasiaktosbl B KpoBU,

- Kidney damage
- NnodBJ/IeHUe 2aJiakTo3bl B Mo4Ye. :

If a galactosemic
infant is given milk,

| unmetabolized milk
sugars build up and

s damage the liver, eyes,

\\\\ " ) kidneys and brain

INeyeHue: UCKNFOUUTDL FANAKTO3Y U JIGKTO3Y U3 PALUMOHA. 32



Adpext TlacTtepa

* B aHa3pobHbIX ycnosusax
npespalleHue rrnHoKosbl B
nUpyBeaT NpouUCxXoamuT
HamHoro 6bIcTpee, Yem B
a3pO6HbIX.

= dppekT TlacTtepa -
rAIUKONU3 B NPUCYTCTBUU
Kucnopoaa nporekaet
MeAneHHee.

* bonbwe AT® obpa3yeTcs B a3pobHLIX YC10BUAX, YeM B

aHa3pObHbIX, MOTOMY B A3pOBHBLIX YCIOBUAX
UCNOSb3yeTCa MeHblUe MHOKO3bI.

33



Cyabba rnrokosbl B KneTtke

CuHTe3
rmuKoreHa
. 100
MukoreH | —

Herpapay
rmuKoreHa

Mmukon

3

noKo3a

I

MoKO30-6-

¢docdar

lNMupyBat

L —

MeHTO30C¢pOCChaT-
HbIX NYTb

oOal

e

pubo3a,
HAO®H

—

[ IIOKOHeoreHes

34




Bce knetku 3aBUCAT OT FNFOKO3bLI.

Mo3r ocobeHHO YyBCTBUTENEH K CHUXEHUHO YPOBHS
rNFOKO3bI (AHeBHAa NOTPebHOCTb rMHOKO3bI AN
mosra 120 r).

SPUTPOLIUTBL UCMONB3YHOT KaK TONSIMBO TOSbKO
FNIFOKO3Y.

160 r rnrokosbr He06Xx0AUMO B AeHb ANS BCero OpraHuUsma.
Konuyectso rnrokoss: 8 kposu 20 r.

an ANMNTESNIbHOM ToN10AAGHUU OpPraHU3M AO0JNIXKeH CUHTE3UPOBATDL
rNFOKO3y U3 HeyrnesoAaHbIX npealwecrtseHHUKoOB

35



I NrokoHeoreHe3 - cuHTe3 rnroKo3bl U3
HeyrneBoAHbIX KOMMOHEHTOB

- [leyeHp 1 NOYKU - OCHOBHbIE OPraHbLI CUHTe3a
rFOKO3bI

* OCHOBHbIE NpealecTBeHHUKU: laknam
nupysan rruyeposi U HekoTopbie
AMUHO KUCS10 bl

* T[pm ronoaaHU rNFOKoHeoreHes noctasngaeT
noYTU BCHO MNFOKO3Yy ANna OpraHU3ma

- [nrokoHeoreHes - yHuBepcanbHLIU NYTh.

36



I nrokoHeoreHes He ABNsAeTCA
oOpaTUMbIM FSIUKONN3OM

B rmukonuse rnrokosa npespalaetca B NMpyBsar,
B MITHFOKOHeOoreHe3e NUpyBaT NpespallaeTcs B
rNHOKO3Y.

Ho, rnrokoHeoreHes He asnsaetca 0b6paTUMbIm
FAIUKOSTU3OM.

EcTb Tpu HeobpaTuMebie peakumm B rMKONU3E -
reKcoKuHasHas, gpoco PpyKnoKMHa3Has, u
nupysanxuHasHas.

37



Bypass I: TInpysar — PocgpoaHonnupyear

TTepBbIM War B riFOKOHeoreHe3e - kKapboKCUIUpoBaHUE
nUpyBsaTa B OKcanodaleTar.

depmeHT nupysamxapboKkcuniasa npucyncmeyem nosibKO B
MUND XOHAPUSX.

TTupyBaT TpAHCNOPTUMPYETCA B MUTOXOHAPUM U3
LIMTONNA3MBI.




FocqpoeHoNnNUpysaTr KapbOKCUKUHA3HAA peaKLms

o o
00 GTP  GDP TOO

=1 N A c—oro &

PEP carboxykinase ”
CH, CH,
CO,

Phosphoenolpyruvate

S,
COO
(PEP)

Oxaloacetate

TTpoxoauT 8 uuTO30NeE.

OpHa monekyna ATE u oaHa monekyna 'TE ucnonb3yroTcs
ANS npespdlieHUs NUpyBarta B pOCPOeHONNUPYBAT.

39



Bypass II: $pykro3o-1,6-aupocepar —
(PpYKTO30-6-Cpocpar

* depmeHT ppyknmo3o-1,6-augpoceanusa

©0,POCH, 0. CH,0P0®

Fructose
H HO 1.6-bisphosphatase .
H OH / \ d
OH H H,O P, OH H
Fructose 1,6-bisphosphate Fructose 6-phosphate

40



Bypass III: [noko3o0-6-¢ocepar — rnrokKosa

"nroko3o-6-ocpar He moxeT AUPYHAUPOBATL U3 KNETKU.

O6pa3sosaHue cBO6OAHOU TNHOKO3LL perynupyerca ABYMS
NyTAMU:

[ cpepmMeHT, KOTOpPbIW NpeBpallaeT rnHoKo30-6-pocear B
rFOKO3Yy SBNAETCA perynaTtopHbIM.

41



TTocnenHsasa peakums He ocyllecTBnseTca B LUTO30Ne.
-6-& TpaHcnoOpTUpPYETCA B 3HAOMMNA3MATUYECKYHO CeTb, FAe

rMAPONU3yeTCa rroKo30 -6 -gocgana3ou, KOTopas CBA3aHa
¢ membpaHoun 3C.

mroKo30-6-cpocaTtasHana peakums

CH,0PO & CH,OH

H O_H H O_H
Glucose 6-phosphatase " H
- OH H
HO OH / \ HO OH
H,0 P
H OH H OH

Glucose 6-phosphate Glucose 4



SHAoNNa3MaTUYEeCcKUin  ApepHas oboroyka
PEeTUKYynym

LLlepoxoBaTbli 3P

aakun 3P
Onponnaavatunyeckun petukynym (AMP) (nat. reticulum — ceToyka) unm
sHAonfasmaTtmndeckad cetb (OMNC) —  BHYTPUKNETOYHbIN opraHoua

3YKapMOTMYECKON KNETKW, NpeacTaBnsiowmnin cobon pa3BeTBNEHHYIO CUCTEMY U3
OKPY>KEHHbIX MEMOpPAaHOI YNMOLLEHHbIX MONOCTEN, NY3bIPbKOB U KaHanbLeB. 43



Perynauma rnrokoHeoreHesa

I rokoHeoreHes n raukonu3 perynupyroTcs
peuUnpoKHO - ecnu OAUH NYTb B KNeTke
HeakTUBHBLIW, BTOPOU GKTUBUPYETCA.

CKOpOCTb FIMKoNu3a onpeaenseTcs
KOHLIeHTpaLueu rnkoKO3bI.

CKOpOCT rnroKkoHeoreHesa onpeaenaercs
KOHLIeHTpauueu npealsecTBeHHUKOB MFOKO3LL.
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Perynauuva rnrokoHeoreHesa
ropMoHamMu

[TOPMOHBI BIUAFOT HA 3KCNPeCcCUro reHoB UsmeHss
CKOPOCTb TPAHCKpUNLUW.

UHCYnuH ctumynupyeTt aKcnpeccuro
PO CPOPPYKNOKMHA3LI U MUPYBANKMHASI .

[nrokaroH UHrMbupyeTt aKCNpeccuro 3TUX
(PEepMeHTOB U CTUMYNUpYeT NPOAYKLUHO
@ocq@oeHo nnupysankapboKCUKUHa3bl U
@ppykno3o-1,6-augocepanussl .
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TTpealwecTBEHHUKN rNHOKOHeOreHesa

- OcHoBHble npeAleCTBEHHUKMN:
(1) akrar

(2) BonblWMHCTBO AMUHOKUCOT (0COBEHHO
ANaHUH),

(3) Cnvuepon (npu paclenneHnm xXmpoe)
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Luvkn Kopwu

TTeyeHo4Has nakTataernaporeHasa NpespallaeT iakTaT B MUPYBarT,
cybCcTpaT Ans rnrOKoHeoreHesa.

"nroko3a, obpaszoBaHHasA B MeveHu, TPAHCMOpTMPYeTCS K
NepugepruyecknM TKAHAM C KPOBbHO

MNe4yeHb Mbiwuybl
mrokoHeoreHes 3 \ ~ MMukonus

FMoKoza B MoKoza

6 AT / L ) 2 S0
MupyBar @) Mupyear
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Ponb neHTo3ogocepatHOro nyTu

(1) CuHTtes HAAZH (nna 6uocuHTE3a XUPHbIX
KUCNOT N CTeponaos)

(2) CuHTe3 puboso-5-poceara (ana bnocuHTesa
OHK 1 PHK n HekoTOpbIX KOPaKTOpOB)

(3) ObecneunBaeTr metabonusm “"HeoObIYHbIX
caxapoB” (4, 5 u 7 atomoB Yrnepoaa).

B neHTo30pocpaTHOM Lmkne AT® He
CUHTe3npyeTcs.
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Hepuuut rnrokoso-6-gocpat AernaporeHasbl - 3H3IMMONATUSA,
KoTOopas nopaxaeT COTHU MUSIMOHOB SFOAEWN.

10 % nropen CPeAM3EMHOMOPCKOrO PervioHa MMEHOT STOT
reHeTUYEeCKN fedeKT.

IpUTPOLUTLI CO CHUXEHBIM
ypOBHEM BOCCTaHOBMEHHOIO
rnyratvoHa 6onee
4YyBCTBUTENbHbI K
remonusy U nerko
paspyLualTcs, 0CoObeHHO
MPU UHTOKCUKALIMAX
nexkapcrtBamu (Hanpuwmep,

QHTUMANAPUUHBIMU

npenaparamm). | ,

B Taxenbix cny4asx ApuTpouMTLI, KOTOpble coaepXat
MQACCUBHAS AeCTPYKLMS B
3pUTPOLIUTOB MOXET Tenbua XewHua.

NPMBECTU K CMepTHU. 50



