NMATOBUOXUMUA (XUMUYHECKAA MATOJIOINA KINETKWN)

Kypc nekunmn kadeanpbl pyHaameHTanbHoOWn MeanunHbl n bnonorumn BonrlfMY
HanpaeneHnsa nogrotoBku: 06.03.01 «bronorusa», npodunnb buoxmmmsa (ypoBeHb bakanaspuara)

Tema nexkyuu:
«Apyrve natonormu yrrneBoaoHoOro oomMmeHa.
HapyweHusa metabonnama rrnoKo3bl, ranakTosbl,
bpPYKTO3bI»

! ‘ | — e R —

N X ciyc00-
CITRATE
Glyco

ISOCITRATE




[TyTn metabonuama rnroKosbl

[rmokoso-ﬁ-cboccbaT]

4 |
nupyBart pun6030-5-choccpar
1 + NADPH
o v
nakrat  co, + H,0 rnoKo3a

noBbllWLEHNE YPOBHHA
NMHHOKO3bl B KPOBU



[MeHTO30hOChaTHLIN NYTbL MeTadbornnama rmroKo3bl

[leHTO300hoChaTHLIN NYyTb (reKco3oMmoHodgochaTHbLIU
IWWYHT) — aNbTePHaAaTUBHbLIN NYTb OKUCJIEHUS FMHOKO3b.

da3bl

PYyHKUMN

OpraHHas
nokanusauus

Kneto4yHas
nokKanusauus

OKUCIINTEJIbHAA,
HEOKUCITNTESIbHAA.

okucnurtenoHaa gasa: cuHTe3 NADPH;
HeokucnmTenoHas dpasa: cuHTe3 pubo30-5-thoccara.

XXMpPOBas TKaHb,
MNeYeHs,

Kopa HaAMno4Ye4YHNKOB,

CEMEHHMKMU,

SPUTPOLUTBI,

MOJIOYHas Xenes3e B nepuoa nakrtauuu;

LNTO30J1b KITeTKWU,



[leHTO30ChOCKhaTHLIN NYTb: OKUCNUTeNbHaA dasa

rnoKo3o-6-cocdpar -

C NADP®
NADPH + H®

Vv

6-doccpornokoHONaKToH
* [ Noko30-6-cbocdaT (rekcosa) o

noaBepraeTcs H,O
OKUCITUTENBHOMY C H® I ————
aekapboKkcMnnMpoBaHuto n \% ®A3A

6-cpochornrokoHar
C NADP®
NADPH

pubono3so-5-choccar

npeBpaLllaeTca B pnbynoso-5-
docdar (neHTO3Y).




[leHTO30ChOCKhaTHLIN NYTb: OKUCNUTeNbHaA dasa

rnoKo3o-6-cocdpar -

C NADP®
NADPH + H®

Vv

6-doccpornokoHONaKToH
* [ Noko30-6-cbocdaT (rekcosa) o

noaBepraeTcs H,O
OKUCITUTENBHOMY C H® I ————
aekapboKkcMnnMpoBaHuto n \% ®A3A

6-cpochornrokoHar
C NADP®
NADPH

pubono3so-5-choccar

npeBpaLllaeTca B pnbynoso-5-
docdar (neHTO3Y).




[leHTO30ChOCKhaTHLIN NYTb: OKUCNUTeNbHaA dasa

rnoKo3o-6-cocdpar -

(E NADP®
NADPH + H®

Vv

« OkncnutenoHasa dasa
neHTo3odocdaTHOro NyTu
BKIIOYAET ABe peaKuuu
AernapupoBaHuUS.

6-cpochornoKOHONaKTOH

H,O
C H® OKUCTNUTENBHAS
\’ ®A3A

6-cpochornrokoHar
EE NADP®
NADPH

pubono3so-5-choccar

« Peakuun germapupoBaHus
OKUCNUTenbHon asbl —

OCHOBHOMW UCTOYHUK
NADPH B kneTtkax.




[leHTO30ChOCKhaTHLIN NYTb: OKUCNUTeNbHaA dasa

rnoKo3o-6-cocdpar -

(E NADP®
NADPH + H®

Vv

* [lepBaga peakyms
gerngpuposaHus (1)
KaTanu3npyeTtcs rnKo30-6-
cdocchataerngporeHason.

6-cpochornoKOHONaKTOH

H,O
C H® OKUCIUTENbHAS
\’ ®A3A

6-cpochornrokoHar
EE NADP®
NADPH

pubono3so-5-choccar

» BTopas peakuus
gerngpuvpoBaHus (2)
KaTanu3upyetcs 6-
docchornrokoHaT-
aernaoporeHasou.




[MeHTO30hOChaTHLIN NYTbL MeTadbornnama rmroKo3bl

OcHoBHast buonornyeckasi ponb NADPH - yyactue B
BOCCTAaHOBUTENbHbIX OMOCUHTE3aX:

JHatine & * BMOCUHTE3 XXUPHbIX KUCNOT,
OKUCIIUTEJIbHbIX
KaTabonunyeckux

peakumsx * DNOCMHTE3 XONecTepuHa,;

* ODNOCMHTE3 CTePONAHbLIX FOPMOHOB;
* OMOCMHTE3 XEN4YHbIX KUCIOT
* DMOCUHTE3 HYKNEOTUAOB,;

» obpasoBaHMe aKTUBHOM
(BOCCTAHOBMNEHHOM) POPMbI
rMyTaTUOHA,

y4yacTtue B
BOCCTAHOBUTENbHbIX
aHabonunyecknx
peakumusax

e MeTabdosfim3am KCeHOOMOTUKOB.



[MeHTO30hOChaTHLIN NYTbL MeTadbornnama rmroKo3bl

NADPH aBnsaeTca noHopom Bogopoaa U aHeprum B
BOCCTaHOBUTEJIbHbIX OMOCUHTE3aX:

COs2 + H20 Oz
OKUCHNEHHBIE
CYECTPATbI A NADH + H*
NADPH + H* FADH» AOdD+ P,
\ / \ Y /
Lw t tw
/ \ / I \
AL + P; NADP* FAD P
NAD*
Y

BOCCTAHOBIJIEHHbIE TOMNUBHBLIE Hzo
NPOAOYKTbI MONEKYNbI

ATO

KATABOJIU3M

/J\




[NleHTO30ChOCKhaTHLIN NYTbh: HEOKUCNUTeNbHaA dasa

pubyno3o-5-chocar —

Keunynoso-5-cpoccar

{ )

* B HeokncnutenoHou gase

p M 6yn 030 -5-(*)OCCbaT cegorenTtynoso- rmuuepanbgermg-
O6paT|/|MO I'IpeBpaLLl,aeTCFl B 7-¢o[¢a1' 3-q)ccbar HEOKM?:;EHbHAH
pn6030-5-chocchat n

( N
3puTpo30-
4-poccpar

TJ

rnmvuuepanbgerua- ¢pykTO30- ¢ppykTo30-
3-choccpar 6-choccpar 6-choccpar |

MeTabonuTbl MMUKonu3a.




[NleHTO30ChOCKhaTHLIN NYTbh: HEOKUCNUTeNbHaA dasa

pubynoso-5-choccpar —

Keunynoso-5-pocdar punb6030-5-choccpar

L )
e

( )

|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
| ceporenTynoso- rmuuepanbaerna-
: 7-docdar 3-dpocdpar HEOKUCTIUTENbHAS
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|

depMeHTHI
HeoKMcnnTenbHoOu gasbl.

* anumepasa (1);

* u3omepasa (2);

L J ®A3A

( I
3pUTPO30-
4-poccpar

* TpaHckeTonasa (3);

* TpaHcanbaonasa (4).

rmuuepanbaerung- thpyKTO30- ¢pykKTO30-
3-cpoccpar 6-choccpar 6-pocdar —J




[NleHTO30ChOCKhaTHLIN NYTbh: HEOKUCNUTeNbHaA dasa

5C 7C 6C
5C 3C 4C 6C

>'< 6C

« HeokncnutenoHas gasa
npeacraBnaeT cobou

npoLecc BO3BpaLLeHUs 5C 3C

neHTo3 (5C) B poHa rekcos

(6C). >‘<
5C 3C 4C 6C

A=<

5C 7C 6C




[MeHTO30hOChaTHLIN NYTbL MeTadbornnama rmroKo3bl

HEOKUCJIUTENIbHAA OKUCJIUTENIbHAA
DA3A DA3A

I || l

rnkKo3o-6-cpocar
/ NADP* 2 GSH

2nymamuoH
pedykmasa

NADPH GSSG
i ﬂnﬂ 06pa3OBaHMﬂ 5 mpaHCKem(;)naaa, * )KMprle
-BA- i 6-cbocchornrokoHar KUCNOTBI,
c%%gz(g:an(-gocl()oso 6 N ADP+ cTepounabl
o Guocunmenss
notpebyetcs 6 co, NADPH

MONneKyn pnbynos3o-5-
doocpaTta (5C).

\ cybeTpathl
pnbono3so-5-choccar

pu6o3o-5-hoccpar

l

Hykneotuabl, AHK,
PHK, kocepmeHThI




[leHTO30hOChaTHLIN NYTh: perynauus

MIOKO3A

l

« NADPH gaBngaetcsa

neHto3odochaTHbIN NYTb
3amepnsieTca n metabonusm
[MIOKO30-6-cbocdaTa naer
NPENMYLLIECTBEHHO MO
[MUKONUTUYECKOMY MYTH.

i\* NADPH—-~

NMEHTO30®OCDATDI

annocTepuyecknv
FIoKO30-6- S AT® MHMMBUTOPOM FMHOKO30-6-
dochaTaerngporeHasbl —
nesmozo. | @) ——<-=—-, KITIO4EBOO (hepMeHTa
ocpamubii Ny NADPH | OKUCIUTENbHON Pa3bl
nymsb
4 | : neHTo3ococdaTHOro NyTu.
I
6-®0CPO- |
FMIOKOHONAKTOH | * Mpu Hakonneunn NADPH
|
|
|
|
|
;




[MeHTO30hOChaTHLIN NYTbL MeTadbornnama rmroKo3bl

[NeHTO30dhoChaTHLIN LUKUKN

NADPH

|

oKucrniumesibHbIU 3man
neHmo3ogocghamHo20 nymu

e — — — — —
— S —
— —

/// e \\
y'd R
pu6o3o- rfOKO30-
5-cpocdpaT 6-chbocdpar
‘\\ //
~N >

-~
—
\_ .”

HeokucnumersnbHbIU 3marn
neHmo3ogocgamHo20 nymu



[MeHTO30hOChaTHLIN NYTbL MeTadbornnama rmroKo3bl

[NeHTO30dhoChaTHLIN LUKUKN

oKucnumersnbHbIU 3man
neHmo3sogocghamHoz20 nymu

— — —— —
P o T
-~

_ > > ~ . -
y'd N
n6o3o0- rMoOKO30-
P cegorenTynoso- ¢ppykTO30- >
3-thoccpar 7-pocdpar 6-pocdar 6-cpboccpar
KCUNyno3so- rmuuepanbgerng- 3pUTpPO30- ¢dpykTO30-
5-cboccpar 3-cpoccpar 4-cpocdpar 6-cpboccpar
KCUIyno3so- T
5-hoccpar rmuuepanbgerng-

3-cpoccpar



[MeHTO30ChOCKhaTHLIN NYTb U MMUKONN3

T T
r7IMKOJIN3 MEHTO30®OC®ATHbINA NYTh

|
I Frilone . CUHTE3 XXWPHbIX KACJIOT
1 =
T <22 - ... BOCCTAHOBIJIEHUE
: 2 Sl ahya i "rnyTATMOHA
: " IPYIrME BUOCUHTE3bI
I rnoKo3o- oKucnumenbHbIU amarn CO,
i 6-poccpar
|
|
| pubynoso-
: 5-cboccpar
[MeHTO30(OoChaTHbIN : v /”'
I & KCUNyno3o-
pyKTO30-
nyTb metabonuama | 6-pocdar S-pocdpar
[FHOKO3bl TECHO : ¢ HeoKucumesnbHbIU 3man
|
| 5-poccpar
| rmyuepanbgerna-
| 3-hocar
: 3 NADH
| \
| CUHTE3
| 'Q ATS HYKIIEOTHA4OB
|
i v
I nupyBar
|
|



KoopanHauua neHTo3odoccaTHOro nyTu

[Mpyn conoctaBumoun notpedoHoctn B NADPH un
pnb030-5-chochare:

2 NADP™ 2 NADPH

rnoKo30-6-chocdar kA pubyno3so-5-cboccar
(Ce) \ (Cs)

co, ‘

pu6o3o0-5-chocdar
(Cs)




KoopanHauua neHTo3odoccaTHOro nyTu

[lpn BbICOKOM NOTPEeOHOCTU B pubd030-5-choccpaTe:

rnKo3o-6-cpocdar
(Ce)

dpykTOo30-6-chocchar pu6o30-5-choccpar
(Co)  — [ (C) j

dpykTo30-1,6-6Uchocdcar
(Ce)

ANrngpoKkcunaueToH rmuuepanbagerna-

docdpat (C,) 3-cbocdpar (C,)



KoopanHauua neHTo3odoccaTHOro nyTu

[Mpn BbicOokou noTpedbHocTn B NADPH:

2 NADP* 2 NADPH

rnKo3o-6-cpocdpar A pubyno3so-5-cpoccar

(Ce) \ (Cs)
' €O, ‘

thpykT030-6-chochaT G — pnbo3o-5-cpocdar
(Ce) (Cs)

%

¢dpykTo30-1,6-6Uucpoccar
(Ce)

l

AUrnapoKcuaLeToH rmuuepanbgerua-

docdart (C,) < 3-chocdar (C,)



KoopanHauua neHTo3odoccaTHOro nyTu

[Mpyn conoctaBumon notpedbHoctn B NADPH n AT®:

2 NADP* 2 NADPH

rnKo3o-6-cpocoar Z pubyno3so-5-cpocdar

(Ce) (Cs)
S

¢pykTo30-6-chocar : , pu6o30-5-choccpar
(Ce) (Cs)

¢dpykTo30-1,6-6Mdoccar

(Co) /

AUruapoKcuaLeToH rnuuepanbgerma-

docdart (C,) 3-chocdar (C,)

ATOD

[ nupyseart ]




MeTabonu3m rnKo3sbl B 3puTpoLmTax

rnroKo3a

|

rNMOKo3a

!

rMHOKO30-

Koo rnoKo30- NADP*
6-dbocdpar 6-cpoccpar
2/110K030-6-gpocgham
dezudpozeHasa
a2nukonus | <— 6-docdpo- 4/ \ NADPH

rMIOKOHAaT + H*

AT¢ A MneHmo30

NADH ghochamHbIil

nupyBart nyms

NaKTaTt

» [Noko3a NoCTynaeT B 3pUTPOUUTbI NYTEM obneryeéHHon andpdysum ¢ nomoubto MNMHOT-2.

* Okono 90% nocTynatoLLen rroKo3bl UCNOSb3YeTCA B aHAadPOObHOM rmnkonmse, a
octanbHble 10% - B neHTO30hochaTHOM MyTHw.



MeTabonu3m rnKo3sbl B 3puTpoLmTax

rrnoKo3a

rroKo3a

rnOKO30-

@ 6-cpboccpar @
JLbeLleslon rnKo30- NADP* 2 GSH H,0, HOe
2/110K030-6-gpocgham 271ymamuoH 2/1ymamuoH aKTUBHbIE POpPMbI
dezudpozeHasa pedykma3sa nepokcuda3sa Kucnopoaa
2nukonus | €— € 6-cpoccpo- 4/ \ NADPH / \ GS-SG 4/ \2 H,O
rNMOKoOHaT +H*

AT¢ A MneHmo30

NADH ¢gocpamHbIl

nupyBart nyms

NaKTaTt




AKTUBHbIe hopMbl Kucnopoga (APK)

MOIEeKynNAPHbIN
Kucnopon

2
CynepoKCUOHbIN 0
paaukan 2

nepokcmpg >
e H,0, 2H,0
2JlymamuoH
nepokcuda3sa
2GSH GSSG
1
I
I
rMAPOKCUIbHbIN  *
pagukan OH ,'
®4—' 211ymamuoH
pedykmas3sa
OoKCMAATUBHOE NADP* cs
noBpexaeHue NADPH +H
nunupos, 6enkos, AHK
rnoko3o-6-chocar 6-pocornrokoHar

2/110K030-6-chocham
dez2udpozeHa3sa



MeTabonu3m rnKo3sbl B 3puTpoLmTax

buonornyeckas POJIb INMYyTATUOHA

v-Glu—Cys—Gly

eysiymamuoH
£ pedykmaza 2 y-Glu—Cys—Gly
+ NADPH + H* * : | + NADP*
S SH
v-Glu—Cys—CGly
OKUCTEHHBI FMYTATUOH BOCCTAHOBIEHHbIV FMYTATUOH
(GS-SG) (GSH)

» PereHepauunto BOCCTaHOBIIEHHOIO rNyTaTnoHa obecrneymBaeT
rmyTaTuoHpeAaykKrasa, Ucrnosib3ysa B kadectse goHopa sogoponga NADPH.

« NADPH ansa aton peakuum obecrnevynBatoT OKUCIUTESNbHLIE peaKkuumn
neHTo30dpocaTHOro nyTu.



MeTabonusm

[MIOKO3bl B 3pUTPOLIUTAX

rnoKo3a
l deghuyum
rNoKo3a 25110K030-6-¢hocgham
dez2udpozeHa3sbl
l okcudamueHbIl
cmpecc,
rMHOKO30- JlekapcmeeHHbIe
6-chocdpar npenapamel,

62/ oce \Ci> 606b1 8 payuoHe 2emosu3
rnioKo3o- FMI0KO30- NADP* @ 2 GSH H,0, . HOe
6-dbocdpar 6-cpoccpar Y

2/110K030-6-¢pocgham 271ymamuoH 2/1ymamuoH aKTUBHbIE POpPMbI
dezudpozeHasa pedykma3sa nepokcuda3sa Kucnopoaa
2nukonus | <— 6-choccpo- 4/ NADPH GS-SG 4/ \A 2H,O0 0O,
rnroKoHaT +H*

MneHmo30

AT® A NADH ¢hochamHbiil

nupyBart nyms

nakKTtart

l

@ mensya Xaunya «— meT-Hb okcu-Hb

R - . Tlpw reHeTnyeckom gedekTte rmoKo30-6-pocdaTtaerngporeHassbl

S ~ KOHUueHTpauma socctaHosrieHHoro NADPH ymeHbluaeTcs, B pesyrnbsraTe
Bee « ° . Yero CHMXaeTcsa KOHLEeHTpaunsa BOCCTaHOBNEHHOrO rMyTaTuoHa, a B
b RE - : KNeTke yBenmnmyunBaeTCs KONMMYEeCTBO akTUBHbIX (hopM Kucrnopoaa.



MeTabonusm

[MIOKO3bl B 3pUTPOLIUTAX

rnoKo3a
l deghuyum
rNoKo3a 25110K030-6-¢hocgham
l dez2udpozeHa3sbl
rnOKO30-
: 6-cpboccpar :
ritoko3o- rAoK030- NADP* «_ (3)
6-dbocdpar 6-cpoccpar Y
2/110K030-6-¢pocgham 251ymamuoH
dezudpozeHasa pedykma3sa
a2nukonus | <— 6-dbocdpo- 4/ NADPH
rnroKoHaT +H*

MneHmo30

ATO® A NADH ¢hochamHbiil

nupyBart nyms

nakKTtart

oKcudamueHbIU
cmpecc,
JiekapcmeeHHbIe
npenapamail,
606k1 8 payuoHe

VN S®

2 GSH H202 '\ HO‘

eemMosiu3

aKTUBHbIE POpPMbI
Kucnopopa

2/71ymamuoH
nepokcuda3sa

Gs-5G «~ “w2H,0 0,

l

@ mensya Xaunya «— meT-Hb okcu-Hb

F. 8 )Y .

. . B artom cny4ae okucneHue SH-rpynn monekyn remornobuHa B

e . apuTpouMTax NnpmBoaUT K 06pa3oBaHMIO NEPEKPECTHLIX ANCYNbMPULHBIX
| ~_ CBsA3en K arperauum npoToMepoB remorrnobuHa ¢ popMmmnpoBaHnem TeneLl

Bes.  XaWHua.



MeTabonusm

[MIOKO3bl B 3pUTPOLIUTAX

rnoKo3a
l deghuyum
rNoKo3a 25110K030-6-¢hocgham
dez2udpozeHa3sbl
l okcudamueHbIl
cmpecc,
rMHOKO30- JlekapcmeeHHbIe
6-cpboccpar npenapamsi,
62/ \@) 606b1 8 payuoHe 2emonu3s
rnioKo3o- FMI0KO30- NADP* @ 2 GSH H,0, . HOe
6-dbocdpar 6-cpoccpar Y
2/110K030-6-¢pocgham 271ymamuoH 2/1ymamuoH aKTUBHbIE POpPMbI
dezudpozeHasa pedykma3sa nepokcuda3sa Kucnopoaa
2nukonus | <— 6-choccpo- 4/ NADPH GS-SG 4/ \A 2H,O0 0O,
rnroKoHaT +H*

MneHmo30

AT® A NADH ¢hochamHbiil

nupyBart nyms

nakKTtart

l

@ mensya Xaunya «— meT-Hb okcu-Hb

R - . B npucyTtctBuu Tenew, XarHua nnacTM4HOCTb MeMOpaHbl HapyLlaeTcs, U
S ~ OHa TepsieT cnocobHOCTb K Aedopmanum Npu NPOXoXaeHUK

e « ° | 3pUTPOLMTOB Yepe3 Kanunmnsipbl. ATO BbI3bIBAET HAPYLLUEHNE

b Re <o LIeNTOCTHOCTN MeMbpaHbl, YTO NPUBOAUT K reMONn3y 3pUTPOLINTOB.



MeTabonu3m rnKo3sbl B 3puTpoLmTax

ObpasoBaHue 2,3-buccdocdornuueparta

o)
I

{-®
H_iH:iHO_®  AHa3pO6HbIN MUKONN3 B 3puTpoLUTaXx
1 3-Bndbocpornmepar XapaKTepU3yeTCs Hann4nem ]
. [OMOMHUTENBHON NPOMEXYTOYHON CTaamu
Aﬂq"\ gocr obpasoBaHusa 2,3-budocornuuepata
H—C—0— (2,3-boPr).

I
/ CH2 - O -
AT

2,3-6udpoccpornuuepar * CnHtes 2,3-bPl kaTanusnpyet depmMeHT

\/ (2,3-BDI) .

— oucdcoccornuueparmyTtasa (1), KoTopbIn
. P; AKCnpeccupyeTcs TONbLKO B 9pUTPOLINTAX.

|

CH,—0—(®)

« Pacnapg 2,3-b®l" nponcxogut npu y4actum
bucocdornuuepardocdarassl (2).

3-cbochornuuepar

\/

nupyBsart



cTeneHb HacblWweHus

Kncnoponom

1.0

0.8

0.6

MeTabonu3m rnKo3sbl B 3puTpoLmTax

Bbunonornyeckas ponb 2,3-oucdoccornmuepara

1 - Mmorno6uH

2 - remorno6umH (Hb)

3 -Hb +2,3-borI

4 -Hb +2,3-Bor + CO,

10 20 30 40 50

napuuanbHoe AaBrieHue
Kucropopa B TKaHuU (MM pT. CT)

» 2,3-6ucoccornuuepar (2,3-bPI)
obpasyeTca B HEOONbLUMX
Konn4yecTBax U ABNSIETCS
annocTepuyYecKuM perynsaTtopom
remMornoouHa.

* 2,3-bOI" cHMKaeT cpoacTeo
remorrnobunHa K kucnopoay,
obneryaqa ero nepexog u3
SPUTPOLINTOB B KNETKN OPraHoB u
TKaHeMn.



1
H—C=—70

2
H—'C — OH
3
HO —C —H
4
H—C — OH
5
H—C — OH
6
H—C — OH
H
NMIOKO3a

(anbgosa)

OCHOBHbIE rekco3bl

rEKCO3blI (C.H,,0,)

H
1
H—C — OH
2
cC—o0
3
HO—C —H
4
H—C — OH
5
H—C — OH
6
H—C— OH
H
dpyKTO3a
(keTO3a)

1
H—C=0

2
H—C — OH
3
HO —C —H
4
HO —C —H
)
H—C—OH
6
H—C—OH
H
rafiakrto3a
(anbgosa)



BkroyeHUe rekcos B rnmuKkonus

NMOKO3A

\ 4

\ rfKO30-
{I‘AHAKTO3A { 6-chocdpaT }
\ v
®PYKTO3A (bpyKTO30-
| (>knpoBas TKaHb) | 6-(bOCd)aT

v
¢dpykTo30-1,6-6uchocdcar

i >

nupysBart )




MeTabonuam ranakto3bl

[anakTo3a obpasyeTcs B KMLIeYHUKe B pe3ynbraTte
rmgponiusa gucaxapumaa nakrosbl:

CH,OH CH,OH CH,OH CH,OH
HO o HO 0 OH o
naKmasa
K"” N RE BN I
HO OH
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MeTabonuam ranakto3bl

CH,OH CH,OH CH,OH
HO ‘ O_H HO } O H H O_H
: H N\ ;\|1 : H \‘W (o) H 0]
OH H / OH H | OH H |
H w Y OH ( § H H o T—o@ HO O—I|9—UMP
ATO o]
H OH Al OH o° H OH o®
ranakrosa ranakroso-1-cpoccpar YO®-rnokKo3a
6
CH,OPO; CH,OH CH,OH
H O_H H O_H HO ‘ O H
M 1 H o / H { o
OH H OH H [ OH H |
HO OH HO o—T—o@ H W V 0 IT—UMP
H OH H OH 0® H OH o®
rnKo3o-6-cpoccpar

rnokKo3o-1-cpoccpar YO®-ranakrosa



HapyLueHus meTabonuama ranakrosbl

HNedekTbl hepMeHTOB MeTabornnM3ama ranakrosbl

rasylakto3a I HeKaccuyecKkas ranakrosemus
degpexm ATd BN Knaccu4eckas ranakrosemus
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HapyweHusa metabonuama rekcos

[loBbILLEeHMe O6pa3OBaHMﬂ MHOIoaTOMHbLIX CINMTUPTOB
nPpUBOAUT K PA3BUTUIO KAaTAPAKTbI.

H
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HapyweHuna metabonuama rekcos

[loBbILLEeHMe O6pa3OBaHMﬂ MHOIoaTOMHbIX CIMUPTOB
NMPUBOAUT K PA3BUTUIO KATAPAKTbI.

HakonneHne MHOroaToMHoOro cnupTa
raniaktutorsia Bbi3bliBaeT KaTapakKTy
y OONbHbIX C ranakTro3eMuen

FAJNTAKTO3A / \ » [AJIAKTUTON

NADPH NADP* NAD* NADH

MIOKO3A \\ / » COPBUTON \\ / > QPYKTO3A

HakonneHne MHOroaToMHoOro cnupTa
cop6uTona Bbi3blBaeT KaTapakTy
y 60MnbHbIX caxapHbIM anabeTom




HapyLieHus meTabonuama ranakrosbl

[[anakTo3emusa 2-ro tuna (HeKrnaccu4eckas)

MexaHunam » pedekT ranaktoknHasbl (GALK);

JlaGopaTopHble
U KITMUHU4YecKune
nposiBrieHUsA

[anakTo3zemusa 3-ro tTmna

MexaHu3m « pedoekt ypugmunagndocdar-4-annmepassl (GALE);

JlaGopaTopHble
U KITMUHU4YeCcKune
nposiBrieHUNA



MeTtabonuam hpyKTOo3bl
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MeTtabonuam hpyKTOo3bl
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MeTtabonuam hpyKTOo3bl
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MeTtabonuam hpyKTOo3bl U FMNKONN3
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MeTtabonuam hpyKTOo3bl U FMNKONN3
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MeTtabonuam hpyKTOo3bl U FMNKONN3
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MeTtabonuam hpyKTOo3bl U FMNKONN3
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HapyweHunsa metabonuama copyKTo3bl

[No6GpokayecTBeHHasa acceHUuuanbHas PpyKTO3ypus

MexaHunam * HeOoCTaTOYHOCTb (PPYKTOKMHA3bI;

* ppyKTO3EMUSA — MNOBLILLEHHOE coaepXaHne PPYyKTo3bl B

INNTabopaTopHble KPOBW,
nposisrieHue * cpyKTO3ypUnsa — NoBbILLEHHOE BblBEAEHME DPYKTO3bI C
MOYOWu;
KnnHunyeckune
* OTCYTCTBYHOT;
nposiBfieHUsA
YacToTa

1:130 000.
BCTpe4YaeMocTu



HapyweHunsa metabonuama copyKTo3bl

HacneacrtBeHHass HenepeHOCUMOCTb (hPYKTO3blI

MexaHuam

JlaGopaTopHble
nposiBrieHue

KnnHunyeckue
NnposiBNeHus

HeOoCTaTOYHOCTb PPYKTO30-1-cbocdaTtanbaonasbl;

rmnornnmKkemMus Kak crieacrsme 3ameasieHmnd pacrania
MNKOreHa,

MeTabonuyeckum aumnpaos Kak criecTBme noBbILLEHHOMO
pacnaga »X1poB U XXUPHbIX KNCIOT ¢ 0bpa3oBaHNEM
KETOHOBbIX Ten;

runococaremus;

rmnepypuKkeMmsa Kak crieqctaeume rnoBbILLEHHOro pacnaga
afeHNNoBbIX HYKITEOTMAOB C 0Opa3oBaHNEM MOYEBOM
KUCNOTbI;

pBOTa, OONKU B XXNBOTE;
Cyooporu, Koma;
nogarpa B MONOAOM Bo3pacTe.



BkriroyeHue rekco3s B rnMKosnn3: ooLasa cxema
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