Okucnumersb- OKNCITUTEJNIBHOE
Hoe 30CTOPUNNPOBAHUE
ghochopunu-
poeaHue
co30aem
ycriosusi Orisi
AT®-yHusep-
casnibHou

@opMbl 3Hepruu
B XUBbLIX
opraHu3max




XemmnocmortTuveckas
Teopus
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Yepe3 BHyNpeHHFOH
membpaHy munoxoHApUU




HP®

@ ! 4 INTERMEMBRANE
+ o+ + L+ o+ + SPACE
. OV, : | . | }
“h ‘4 | L : ' | : La LA A bbb 3 A . : L4 L4 ’ A b b4
il 2 < \ul L e : e - INNER MEMBRANE
o 1Y : ! JE—— : \ BOCREERCRBGRE v b draaded 4 bt kel bl ad : : e
\ ¥ | | MATRIX
@ '\ /' (\H 20 ' s—\\;l;t[;nsc
/0, B
HP / + /\
H® . 2H® v
‘ ADP ATP
H® +- +
p H,O

1

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,




AKTUBHLIU TpaHcnopT ATE, A1Z n P uyepes
BHYTPEHHIOO MUTOXOHAPUASbHYI0O MeMbpaHy

* AT@ OormKkeH TpaHCNopTUPOBATLCA B UMTO30Mb, a AP M P -8
MATpuUKC

+ A1®/AT® nepeHOCUYUK MEHIET MUTOXOHApUAnbHoe AT® Ha
umtosonbHoe A1®

* docopat (HZPO+ 4 ) TPGHCMOPTUPYETCHA B MATPUKC 30 MEXAHN3MOM
cumnopTta 3 H*.

» TTepeHocuuk poceparta 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
cBfi3biBaeTcs 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 MUTOXOHAPUANnbHAA membpaHa CoaepXnT
pasobuijumenbHbIll 6esok.

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

H+ H+ H+

Electron
transport

Fatty acids
activate
UCP-1
channel




Pazobowurenu

* Pazobmtenu aBnaroTca XMpopacTtBOpUMBbIMU cnabbimum
KUCNOTaMMU

* Pazobwmtenu CHUXKAFOT NPOTOHHLIW FpaAUEHT
TPAHCNOPTUPYA NPOTOHLL Yepe3 MembpaHy

2,4-[AuHutpogpeHon - adppeKTUBHbLIU pas3odwuTenb

OH
| . O O
s NO» )\ @N/
: ’/,;;,; < ()
\:/ i! )
N
2.4-Dinitrophenol Qg oo



Bbixoa AT®

10 npoTOHOB BbIKAYMBAIOT U3 MATPUKCA BO BPEMS TpaHCNopTa ABYX
anektpoHos ¢ HAJH k O, (komnnekc I, IIT n IV).
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| 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*=2.5 AT®
Ona 2AOH,: 6 H'/4H =15 ATZ



METABOJIU3M YINMEBOOOB - 1

Ha npoTtsikeHum
CTONETUN NeKkapu U
nusosapbl
Ucnonb3yT
npespalleHue
rNOKo3bl B 3TaHON
u CO, 8 npouecce
rnuKkonusa B
ApOXKax




"nukonus Hanbonee paHee OTKPLITLIU U HaMbonee BaXXHLIN
npouecc metabonusma yrnesonos

"nuKkonus - metabonuueckuii NyTb, 8 KOTOPOM
rNFOKO3a npeBpalwiaeTcsa B NUpyeat ¢ obpasosaHuem
Hebonblworo konuyecrtesa 3Heprum B popme ATZ 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.



10 peakuuu rnukonusa

1. lekcokuHasa

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

» YeTbipe knHa3bl aencteytoT B ravkonuse: 1,3,7 n 10

* Bce ueTblpe KMHa3bl TpebytoT MOH Mgz* N NOXOXWU NO MEXaHU3MY
nencTBud

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

(G-6P)



2. 'nroko30-6-gocepar nsomepasa

- TTpespalaet rnrokoso-6-gocepar B ppykTo3o-6-gocepar

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)



3. ZocpoppykTtokuHasa-1 (2EK-1)

- Katanusupyet nepeHeceHue qpocepopHou rpynnsl ¢ AT® Kk
PpPYKTO30-6-poceaTy ¢ obpasosaHuem gpykroso-1,6-

Augpocegara

2_03POH2C 0 CHon
HO + AIP
OH

OH

Fructose 6-phosphate
(F-6P)

Phosphofructokinase

D

2_O3POH2C

0
HO

OH

OH

Fructose 1,6-bisphosphate
(F-1,6-BP)

+ ADP + H*



4. Anbponasa

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

22—
O*c __CH,0PO;
‘ Dihydroxyacetone
- CH,OPO52- phosphate
R HO—C—H (DHAP)
HO L — i’
Aldolase
H—C—OH ) "
H O
gl
. e
H—C—OH | Glyceraldehyde
CH,0PO52- A T 3-P?gzgl)1ate
Fructose CH,OPO<2"

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



5. Tpuosogocpar nsomepasa

* TTpeepawaer AAFAZ 8 [AZ

* Peakuuna obpatumas. TTpu PasHosecum 967% OATAS u 4 %
FAD.

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

phosphate 3-phosphate



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*



/. 2ocgornuuepatkmHasa

- 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 YaCTU MOJEKYJIbI K APYroW

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,

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




Hay4Hble nccnenoBaHnA pepmeHTALUN BUHOMPAAHOIO
caxapa 6blnu nepBbIMM UCCNEeAOBaHUAMU FUKONMU3a




Cyabba
nupyeara

OH

(I‘H 2 CO.

l- 2 - \
CH, (b)

CH.OH

- ; L ;a-lf.\,,‘

Calvevnlvaes

AT

COO

S =
|
CH

(a)

O

O.

D CO-

S-CoA

(=

Crtric
cacicd
cvole

L8 )

(c)

LIT()()O
(I?H — OH
CH;



Metabonnsm nupyeata K 3TaHONy

SnuHos1 0bpasyeTca ¢ NUPYBATA B APOXKKAX 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

CHx
Ethanol



MeTtabonnsm nupyearta K SIGKTATY

Jlakmamobpa3yeTca U3 nupyeaTa B AHA3POOHLIX ycnosuax.

TTpespalieHne  rnOKO3bI B JIGKTAT  HA3bIBAETCS
MO JI0YHOKUCTIBIM BpoxeHueMm.

PepMeHT - fnaknanmeruaporeHasa.
KompepmeHT - HALH.

NADH O-._ =0
+ HT NAD™ C
O \ /
— ~ HO—C ——H
Lactate
dehydrogenase
CHs CHx

Pyruvate Lactate



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

CH,0PO. L

H OH H OH

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



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: UCKNFOUYUTDL FANAKTO3Y U JIGKTO3Y U3 PALIMOHG.



Adpext TlacTtepa

* B aHa3pobHbIX ycnosusax
npespalleHue riroKo3sbl K
NUpPYyBATY HAMHOrO
6bicTpee, Yem B a3pObHbLIX

= dppekT TlacTtepa -
rAIUKONU3 B NPUCYTCTBUU
Kucnopoaa nporekaet
MeAneHHee.

* bonbwe AT® obpa3yeTcs B a3pobHLIX YC10BUAX, YeM B
aHa3pO6HbLIX, MOTOMY B A3pOBHBLIX YCIOBUAX MeHblue
FNFOKO3bI UCMOSb3yeTCs.



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




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



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.



I nrokoHeoreHes He ABNsAeTCA
o0paTUMbIM TNNKONN3OM

B rnukonuse rnrokosa npespawiaeTca 8 NUpyear,
B rTFOKOHeOoreHes3e rmpyeart rnpeepawiaeTca B
rNFOKO3Y.

HO, rNFOKoHeoreHe3 He He assnaetca obpaTtUmbIm
rNUKONU3OM.,

EcTb U I-leO6p0TVleIe peakuuum B riiMkosnunie -
reEKCoKnHasHaa, @oc@Po@PpyKnoknHasHaa, U
nupysankuHasHas.



Bypass I: TInpysar — PocgpoaHonnupyear

TTepBbIU WAr B rNHOKOHeOreHese - KapboKCUNUMpoBaHUe NUpyeata B
oKcanoaveTar.

PepmeHT nupysankapbokcunasa npucyncmeyem NoJIbKO B
MUND XOHAPUSAX.

TTupyBaT TpaHCNOpPTUPYETCA B MUTOXOHAPUN U3 LUTONSA3MbI.




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.



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 7N
OH H H,0 P, OH H

Fructose 1,6-bisphosphate Fructose 6-phosphate



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

"nroko30-6-gpocepar He MoXeT AUPYHAUPOBATL U3 KIETKU.

O6pa3sosaHue cBO6OAHOU TNHOKO3LL perynupyerca ABYMS
NyTAMU:

[cpepmeHT, KOTOpBIW NpeBpallaeT rnHoKo30-6-pocaar B
rFOKO3Yy SBNAETCA perynaTtopHbIM.



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

rMAPONU33NPYeTCo rIFoKo30 - 6-gocganusoid, KOTopas
cBa3aHa ¢ membpaHoun 3C.

mroKo30-6-cpocaTtasHana peakums

CH,0P0 & CH,OH

H O_H H O H
Glucose 6-phosphatase . H
. OH H
HO OH / \ HO OH
H,O P,
H OH H OH

Glucose 6-phosphate Glucose



Perynauma rnrokoHeoreHesa

I rokoHeoreHes n raukonu3 perynupyroTcs
peuUnpoKHO -eCcnn OAUH NYTb B KreTKke
HeakTUBHBLIW, BTOPOU GKTUBUPYETCA.

CKOpOCTb FIMKoNu3a onpeaenseTcs
KOHLIeHTpaLueu rnkoKO3bI.

CKOpOCTb rfIFOKOHeoreHesa onpeaenseTcs
KOHLIeHTpauueu npealsecTBeHHUKOB MFOKO3LL.



Perynauuva rnrokoHeoreHesa
ropMoHamMu

[TOPMOHBI BIUAFOT HA 3KCNPeCcCUro reHoB UsmeHss
CKOPOCTb TPAHCKpUNLUW.

IHCYNUH cTuMynupyeT 3Kcnpeccuro
PO CPO PPYKNOKUH3bI U NUPpYyBANKUHA3HI .

[nrokaroH UHrMbupyeTt aKCNpeccuro 3TUX
(PEepMeHTOB U CTUMYNUpYeT NPOAYKLUHO
@ocq@o3HonnupysamkapboKCUKMHA3LI U
@ppykno3o-1,6-augocepanussl .




TTpealwecTBEHHUKN rNHOKOHeOreHesa

- OcHoBHble npeAleCTBEHHUKMN:
(1) akrar

(2) BonblMHCTBO aMuHOKUCIOT (0CObEHHO
ANaHUH),

(3) Cnuuepon (npu paclienneHnm xXmpoe)




Luvkn Kopwu

TTeyeHoyHas nakTaTAernaporeHasa NpespallaeT fakTaT K NMpyBaTy
(cybcTpat ans riroKOHeoreHesa)

"nroko3a, o6pa3oBaHHas B MeYeHn, TpPaHCNOPTUPYETCH K
nepugepnyeckuM TKaHSAM C KpOBbBHO

IN LIVER m - IN MUSCLE
GLUCONEOGENESIS\\ / GLYCOLYSIS
Glucose B Glucose
6 ~P f L ) = ~P

Pyruvate 0) Pyruvate
A d J
Lactate D Lactate

N







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 n 7 xapboHoB).

B neHTo30pocpaTHOM Lmkne AT® He
CUHTe3npyeTcs.



Perynauua neHTo30¢poc@paTHOro
nyTw

Perynauus HanpaBneHHOCTH peakuum B
neHTo30docdaTHOM LIMKITE OCYLLECTBAETCA . oop.
doepmMmeHTamMu, y4acTBYOLMMU B 3TOM LIUKNE:

M30bLITOK TOr0O WM UWHOro cyobcTparta noaaBnsdeT
aKTUBHOCTb (epMeHTa, KaTanuaumpylrullero ero
CUHTES3, NN aKTUBUPYET PEPMEHT, KaTanmn3npyroLinn
ero TpaHcopmauuno B gpyroe coegnHeHue.



Perynauua neHTo30¢poc@paTHOro
nyTw

Cneoyer npu3HaTtb BO3MOXHbLIM 0000LlEHME B  OAOMWH
CyYMMapHbIM Mpouecc aHaspoOHOW drasbl MEHTO3HOro MNyTU
npesBpalleHnsa yrnesodoB W rnukonusa. [lpy aToM pornb
BaXXHeNWero peryndaropa [OaHHOMo npouecca wurpaet
apuTpo30-4-docdart. B 3aBUCMMOCTM OT TOro, NPOUCXoauUT N
MHTEHCUBHOE ncnonb3oBaHue doocponeHTos nnm
doconeHTo3bl 00pasylTcsad B ONTUMarbHOM  U30bITKE,
apuTPo30-4-doocdat y4acTByeT NMbO B arnbaornasHon peakuum
c obpasoBaHnem cepgorentynoso-1,7-gndocdara, nmdo B
TPpaHCKETONa3HOW peakunum ¢ obpasoBaHMEM PPYKTO30-6-
doocdhaTa 1 rmoKo30-6-pocdara.



UHTeHcusHOocTb TTETT B pasnuuHbIX
TKAHAX

OTHOCHT. KOJIMYECTBA IIIOKO3bI, IIPEBPALAOIIACCS YEpEe3
[I®PII, HeoauHAKOBBI B pPa3HBIX TKaHAX. B Mblmax
CKOPOCTh MEHT030(h0oC(haTHOro IHYKJIa OYECHb HU3KA, a B
medcHn He mMeHee 30% CO, obpasyeTcs mpu OKHCICHHUH
[JIFOKO3bI B ITIEHT030(poc(harHOM IUKJIe. B ap. TkaHsXx, 17e
AKTHBHO MPOXOAUT OHMOCHUHTE3 JKMPHBIX KHCJIOT U
CTEpPOHUJ0B (CEMECHHHUKAX, *XUPOBOM TKAHH, JEHKOIHUTAX,
KOpE€  HAJAMNOYCYHHMKOB, MOJOYHOM  Kejue3e), J0JIs
eHT030(PoCcdaTHOTO [UKJIa B OKMCJIMTEIILHOM
METa00JIM3ME TJIFOKO3bI TAKKE OUE€Hb 3HAYUTEIIbHA.



UHTeHcusHOocTb TTETT B pasnuuHbIX
TKAHAX

MHTEHCUBHOCTh NMEHTO30(hOC(PATHOrO IIUKJIA 3aBUCUT OT (DYHKIIHOH.
COCTOSIHUSI TKAaHU M OT TOPMOHAJIBHOIO cTaTryca (Hamp., B MEYCHU
PE3KO CHMIKAETCS MPH TOJOJAHNUM W3-32 WHAKTUBAILIMU JECTUAPOTEHA3
MEeHTO030()OC(PATHOrO IMKIa W BOCCTAHABIMBACTCSI BCKOpPE IIOCIE
kopmiieHHs1 ). CKOpOCTh MEHTO30(h0C(PATHOrO IUKJIA PETYIUPYETCS B
nepByro odepenb kKoHueHTpauuen HAJIOH. O0e nperuaporeHasbl
neHTo3odocdarHoro mukiaa (p-umd 1 w 3) YyBCTBUTEIBHBI K
n3MeHeHU0 BelnduHbl oTHomeHus HAJIO/HAJIDPH: npu ero
BeanurHe 0,02 akTUBHOCTH JIETHAPOr€HAa3 B IEYCHU MAKCUMAJIbHA, a
npu BennunHe 0,01  cHmxkaercs Ha  90%. VIHTEHCHUBHBIM
eHTO030()OC(ATHBIN UK IPOUCXOAUT B IPUTPOIIUTAX, YTO CBSA3AHO
¢ HeoOxomumocTthio  HAJIDH-3aBucuMoro  BOCCTAHOBJICHUS
IIyTaTuoOHA KO(PaKTopa MIyTaTHOHPEAYKTa3bl S3pUTPOILIUTOB.



HenocrarouHocTb HekoTopbix pepmeHTos TTETT

Hapymenus (YHKIMOHUPOBAHUS ~ HEKOTOPBIX (epMEHTOB
MEeHTO30()OC(PATHOTO IHUKJIA MPUBOAIT K PA3BUTHIO TSKEIBIX
3a00eBaHui  4denoBeka. HemocTaroyHOCTh MIHOK030-6-ocdar-
JIETUAPOTEHA3bl B APUTPOLIUTAX CIY>KUT MPUUYUHOMN JICK. TEMOJIUTHY.
AHEMHM, a CHM)KCHHME AaKTHBHOCTH TPAHCKETOJAa3bl B PE3yJIbTare
HapyIICHUSI €€ CHOCOOHOCTH CBS3bIBATH THAMHUH TIPUBOAUT K
PA3BUTUIO HEPBHO-TICUXWY. PACCTPOMCTBA. CHUHIApOMa BepHuke -
Kopcaxkoga.

OtkpeiTie O. BapOyrom B 1931 depmenTa miroko30-6-hoc-dar-
JIETUAPOTECHA3HI, KaTaJu3UuPYIOIIETO IICPBYIO P-1IHIO0
neHTo30(ocdaTHOro I1UKIa, CASIAI0 BO3MOXKHBIM €ro IIOJHYIO
pacmu@poBKy, K-pyto ocyumectBuin F JIukenc, ®. Jlunman, 3.
Pakep u b. Xopekep.



Hepuuut rnrokoso-6-gocgat AernaporeHasbl -3H3UMONATHUS,
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.

NMPUBECTU K CMeEPTU.



