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OyHKLUMKM yrNeBoaoB

e JHEepreTuyeckas. Yrnesoabl
obecne4ynBaloT OKoslo 50-60% CyTOYHOrO
3HepronoTpedneHnsa opraHu3ma.

[lnacTtuyeckas. Yrnesoabl (pnbo3a,
Ae30KCUupno0o3a) ucnonb3yrTca Ans

noctpoeHusa AT®, Al® u apyrux
HYKNeoTUAOB, a TaKXXe HYKNenHOBbIX KUCJIIOT.
OTaenbHbIe yrneBoAbl ABNAKOTCS
KOMMNOHEHTaMM KNeTOYHbIX MeMOpaH u
MEeXKNeToO4YHOro MaTpukca.

Pe3epBHas. YrneBoabl 3anacalorcs B
CKeNneTHbIX MbiLlLiaX, Ne4YeHn B Buge
rMMKOreHa.




OyHKUMK yrneBoaos

e 3aLlNTHaA. CnoxHble yrneBoAbl BXOAAT B COCTaB
KOMMNOHEHTOB MMMYHHOU CUCTEMbI;
MyKononucaxapuabl HAXoA4ATCS B CFIU3UCTbIX
BellecTBax, NOKPbIBaOLWUX NOBEPXHOCTbL COCYAOB,
OpPOHXOB, NULLEBapUTENbHOro TPaKTa,
MOYEenonoBbIX NyTEeW.

Cneundmyeckasn. OtaenbHble yrnesoasbl
y4acTBYIOT B o6ecneyeHum cneumncbmnyHOCTH rpynn
KPOBMW, BbINMOJTHAIOT POJfib aHTUKOArynsiHTOB,
ABMNSAIOTCA peLenTopamMu psiia ropMOHOB UIU
chbapmMaKkonorn4eckmx BeLlecTB.

PerynatopHas. KnetyaTtka nuwm He
pacLuennseTcs B KULWEYHUKe, HO aKTUBUPYeT
nepucTanbTUKY KULWLEeYHUKa, PepMeHThI
nULLEeBapuUTesIbHOro TPaKTa, YCKopss YyCBOEHMUe
nUTaTesibHbIX BellecTB.




KITACCUPUNKALINA

* MOHOCaxapuabl (MpocTble caxapa)
e Ancaxapuvabl

° onurocaxapugbl

* fonnucaxapuabl




MOHOCAXAPK/ DB

cAnbao3bl (-CHO)
eKeto3bl (>C=0)




2 H—l—OH
3 H—L—OH
4 LHZOH
-
23 5
1 HO CHO
2 H—C—OH HO—C—H
3 H—C—OH H—L—OH
4 H—C—OH H—%—OH
5 OH CH,OH
p-Ribose p-Arabinose
& N\ Z N
CHO CHO CHO CHO
H—C—OH HO—C—H H——C—0H HO—C—H
H=——C—0OH H-——C—OH HO=—C-—H HO—l—H
H—C—O0H H—C—OH H—C—O0H H—L—OH
H—C—CH H—C—OH H—C—OH H—(::—OH
CH,0H CH,OH CH,OH CH,OH
p-Allose p-Altrose p-Glucose p-Mannose

> ¢cHO
HO —H
H—l—OH
(l.‘HzOH
p-Threose
»
CHO
v S
HO—C—H
H—(ll:—OH
CH,OH
p-Xylose
iHO CHO CHO
H -—OH HO—C—H H-—C—OH
H-—J:—OH H—C—0OH HO—C—H
HO—%—H HO —_—H HO—C—H
H—C—COH H—C—O0H H—C—OH
CH;OH CH,OH CH,0OH
p-Gulose p-ldose p-Galactose

CHO
HO——C—H
HO—JZ—H
HO—b—4

H—CIZ—OH
(IZHZOH



2 e -
- M——0N
a CH,OH
- o-Erythrulose -
1 F aGEC e
3 O\/CHZOH 0-%C/CH2°H
3 H—(l.‘.—OH HO—C—H
a H—é—OH H—C—OH
s éHzoﬂ CH,OH
p-Ribulose o-Xyulose
1 L"'J & N \“a - ) > 2l
- o =c _ACH>OH o ~c _—CH>OH o ~c _~CH>OH o ~c _~—CH;OH
3 H—J:—OH HO—&—H H —!: ——OH HO—L—H
H—é—OH H—‘L—OH HO —H HO—J:—H
H—(I.‘.—OH H—(I:—OH H— —-OH H —
(I:H 2OH CH-OH CH,OH CH,OH
p-Psicose pD-Fructose p-Sorbose D-Tagatose



N3omepua

N3omephbl — BellecTBa, UMerLiue
OOUHAKOBYH XUMUYECKYIO chopmMyny

s Onmuyeckue U30MepPbI otnnyaroTcs

opueHTauuen aToMoB U PyHKLUOHaNbHbIX
rpynn B NpocTpaHCcTBe

* ArNUuMepbl oTnuyaroTcA KOHhopMmaLuen

TOJNIbKO Y O4HOro atoma yrnepoga (I'ntokosau
MaHHO3a pa3nu4yaroTcsa KoHdurypaumen npum C-2).

* JHAHMUOMEPDLI ABnATCA 3epKanbHbIM
oTpaxeHuem gpyr gpyra




Linknnyeckne gpopmbl MOHOCaxXapwuaoB

* [lonyaueTtanu obpa3yroTcsi npu
BHYTPUMONEKYNIAPHOM B3auMoOOeuCTBUMN
rMMAPOKCUNBLHOU U anbaerngHoun rpynnm.

* [lonyketanu ob6pasyroTcs Npu BHYTPUMOJSIEKYISAPHOM
B3aMMoA4eUCTBUU NMMAOPOKCUNBbHOMU rpynnbl U

H—C—OH
HO—C—H

H—C—OH

H—C—O0H

CH,0H

p-Glucose
(open-chain foem)

CH""(?H U CH)OH
}" OH H

LIS OHC  Chok

H—C—OH

> HO H
=z H OH HO—C—H o CHyOH
a-D-Glucopyranose . H. .III —

"
H—C—OH 1

CH,OH

H OH D-Fructose o0-Fructofuranose
B-0-Glucopyranose (open-chain form) (3 yelic form of fructose)




o- D-mnno(pypaam \ / D-rmouonupauoaa

CHO
H-4-0H
HO3-H
H-4-OH
H—:—OH
CH,O0H
D -rnnKo3a
7 R\ CH,0H
H

OH

H

H OH
B -D -rngkogypatosa B-D -rmokonKpaiosa

B HenTpa

0,1% MOneky.
Haxo4sTCcs B au
doopme. lNogaensk
[MOKO3bl MPUCYTCTBY
LMKITMYEeCKOoro nosyaL

[Tpn 3aMbIKaHUU KOJIbLE
rMAOPOKCUSILHON rpynne
obpasoBaHMEM LLUECTUY
nupaHoBoro umkna. Ca
LUECTUYSIEHHbBIM LINKIOM
Ha3blBalOTCS NMpaHo3a

3aMblKaHune KonbLa ¢
rMAOPOKCUNBLHOU rpy
doypaHOBbIN LUKII, ¢
TaKNUM LMKITOM HE
doypaHo3amu.




AHOMepHbIe aToMbI yrrepoaa

e MOHOCaxapug OTHOCUTCA K o aHomepaMm, ecnu
rmapoKcunbHas rpynna pacnosioxeHa  noj
NAOCKOCTbIO KOmnbLia;

MOHOcaxapua OTHOCUTCA K [ aHomepam, ecnu
rmMaopoKcunbHas rpynna pacrnonoxeHa Hag
NAOCKOCTbLIO KONbLa.

o-Glucose
(open—cham form)

P-o-Glucopyranose

[lepexoq aHomMepoB 13 0AHOW OOPMbI B APYryt0 HOCUT Ha3BaHne




Hanbonee pacnpocTpaHeHHbIE
ancaxapubl

Ha3Banue CocTas UcTOouHNEK

caxapo3sa IJII0K03a CBEKJIA,
(bpykTO3a CaxXapHbIH
TPOCTHHUK

JIAKTO03a rajjaKkro3a MOJIOYHbIE
VIIOK03a NPOAYKTHI

MaJbTO03a INIIOKO03a I'mapoJin3
INIIOKO03a KpaxmMmaJjia







lanbonee BaXkHble nonucaxapuasbl,

cocTodune n3 oCTtaTrtkoB IT1HOKO3bI.

Ha3zBanue

CBa3nu

3HaAUYeHHue

AMNRJI03A

o-1,4

KOMIIOHEHT KpaxmMaJia

AMMJIONICKTHH

o-1,4
a-1,6

KOMIIOHEHT KpaxmaJia

Heanrono3a

B-1,4

HelepeBapuBaeMbIn
KOMIIOHEHT pacTeHUH

I 1mkoren

o-1,4
a-1,6

(bopma xpaHeHusA

YIJI€BOAO0B Y ’KHBOTHBIX




Amuno3sa
6 CH,OH

a— 1-4- NMIOKAH
AMUMNONEKTUH

CH,0H

u-1,6 linkage

w=1,4 linkage
CH,0H ouofi\cnz k’“cnzou




lonncaxapuabl

— (popma xpaHeHUs yrneBoOL
HbIX TKaHAX (Me4YeHU U MbiLlLua

i-1,4 linkage
CH,0H

OH OH OH OH
O3a - CTPYKTYPHBbIN KOMIMOHEHT KJ1eTOK

A

6 CH,0H 6 CH,OH

OH
(B-1-4- rnukosnAHbIE cBA3N ) p-1-4-TTIOKAH




[lpon3BoaHLIE MOHOCaXapuaoB

i q)OCCbOpH blé 3Cb"pb| (aTepudukayus)
* AMMHOCaxapa
* YPOHOBbI€ KUCNOTbI (okucnenue)

e [le3zokcucaxapa
(ae3okcunpud03a)

e C nu prl (BoccTaHoBneHue)




CH;OH CH,OFOgzH,
H

[
— POgHs H@H
H H

Mnowoso-1-thochar Mwonozo-6-dhochiar

H,OPOCH,_ O ’ H,O3P O o H
oo R
HyOP O3H
- H H

PpyxToso-1,6-6uchocaar Punbozo-5-docdar

C[)H (?H

H>O5,POCH OPOszHz H20O4PO O O—T"-O-!'T—OH
H HO O o
H CH,OH
H H H OH

DPpyxkT030-2.6-6mucPpocdar S5-bochopmbGoamn-
-i-nwpodocdiar




FTMHKOHOBAA KHCNOTA

OH OH H OH
| | | | / FNHKOHONAKTOH

2 3 [4 |5 =0
H H OH

OH

p-D-rnroknza

FMHKYPOHOBAA KUCNOTA




H—C —OH

|
NADPH O

L-gulonic 1
> dehydrogenase Ho—‘l: —

D-Glucuronic acid L-Gulonic acid L-Ascorbic acid

pi-hydroxy acid dehydrogenase
NAD*




S30KCUNCAXapPec
axapa coaepxaT aToM BOAOPOA:E

UINbHOM rpynnbil
KCupunbosa cogepxutca B Morniekynax [

HOCH,; H

H OH

OH H

[esokcnpubosa




CaxapocnupThil

* [FIHOKO3a BOCCTaHaBNMBAETCS B COPOUTOS;
* MAHHO3a BOCCTaHAaBNMBAETCH B MAHHUTOIT;

* OPYKTO3a MOXXET BOCCTAHaBNMBATLCS B
CoOpOnTON N B MAHHUTOIT

lunepnpodykyusi copbumosia umeem
KIUHU4YecKoe 3Ha4yeHue y 60sibHbIX caxapHbIM
duabemom.




CopOuTonoBbIN My Th NPeBpaLLEHUS TTIHOKO3bI

AR . . SDH
glucose — sorbitol Rfructose KoHeuHble NnpoayKTbl 0OMeHa
NAGPH FAGE® TADE NADH rMoKo3bl N0 COPOUTONOBOMY
nyTu (opykTosa n copouron)
Wzt NOX0 NPOHMUKAIOT Yepes
Y PPP KITeTOUYHYI0 MeMOpaHy U
glucose-6-P HaKannMBaloTCs BHYTPY
triose phosphate pool KNeTKN, npuBoAas K
BHYTPUKIIETOYHOM
rmnepocMonsipHOCTM!.
[MoBbIilWeHHaA rmapaTauus
TKaHeu BegeT K X HabyxaHuio
U noBpexaeHnto. KnnHuyecku
3TO NposiBnseTcs pasBUTUEM
aHruonaTuu, HemponaTtun,
KaTapaKTbl

HK

\
glyceraldehyde-3-P

pyruvate




p-o-Acetylgalactosamine p-o-Acetylglucosamine Sialic acid (Sia)
(GalNAe) (GleNAgc) (N-Acetylneuraminate)

3dMMH , ranakro3aMmmH- aMmMHocaxa
anoonbluee OMONOrM4YecKoe 3Hz:




Fuc G
e N -
B-1.3
GIcNAC GIcNAC
13 B-1.3
Gal Gal

A antigen

a; GalNAc - N-aueTun




AHTUTreHbI rpynn KPoBU

AHmu2eHb! 2pynn Kpoeu - cneunpniecKknmn
Knacc onurocaxapmaoB, KOTOpblie MOTyT
NMPUCoOeANHATBLCSA K 60enkam, nunuaam.

[pynna KpoBu YenoBeKa 3aBUCUT OT
npUcyTCTBUA cneundcdmnyecknx aHTUreHoB.

Yy)xepoOHbIe aHMu2eHbl MO2ym 8bi3blieamb
CUHmMe3 cneyuguyeckux aHmumern.




XapaKTepucTuka rpynn KpoBWu

AHTUreHbI
3pUTpOLNTOB

HeT

A

B

AB

[eHOTMNDbI

OO0

AHTUTENa B
CbIBOPOTKeE
KpoBM

['pynnbl KpoBuU

B (Ill)

AB (IV)

YacTtota (%)

10

5




ABO rpynnbl KpoBU

I'pynna kpoBu O (1) Jlroau ¢ 3TOM rpynnomn KpoBsu
CUHTE3UpPYIOT aHTUTena K A u B antureHam. Um MOXXHO
nepenuBaTtb KPoBb TONbLKO rpynnbl O. Ho oHU moryT
ObITb AOHOPaMU AN BCeX Apyrux rpynn
(yHUBepcanbHble AOHOPbLI).

I'pynna kpoBu A (ll) OO6pa3yrT aHTUTEeNa TONbKO NPOTUB
B aHTureHoB. OHM MoryT nony4aTtb KpoBb rpynn O nu A, u
ObITb AoHOpamu gna rpynn A n AB.

I'pynna kpoBu B (lll) O6pa3yroT aHTUTENna ToribKO NPOTUB
A aHTUreHoB. OHM MoryT nony4YaTtb KpoBb rpynn O u B, n
ObITb AoHOpamu gnAa rpynn B n AB.

I'pynna kpoBu AB (IV) Jlroaun c 3Tom rpynnou KpoBu He
CUHTE3UPYIOT aHTUTEeNna HN K A, Hu K B aHTnreHam. OHM
MOrYT Nnony4vatb KpOoBb J1IFOO0OU rpynnbil
(yHUBepcanbHble peunnmneHTbl)




Nbl acCla

C
1!
o

N-linked GIcNAC

Lie (yrneBogbl npucoea

TPaHEeHHbIU KIlacc rMUKONPOTENHO

KO3UOHbIe (yrneBoAbl NPNCOeANHSIIOTC
)KCUNbHbIE rpynnbl CEpUHa NN TPEOHUE

Asn Ser
o
| H
= S - .
/ CH --f‘c —~— ..—"'N"\_
H2C " 7 ) :
sOH C=O e
H P 7 HOH- S
HO O
OH

parmHa). 9To Hanbone

o

O-linked GalNAc



[ TMKONPOTEUHDI

CTPYKTYPHas (KOMNOHEHTbI KNETO4YHOI
CTEHKN N MeMOpaH);

~ * FOPMOHbI (TUPEOTPONHbLIN,
XOPUOHUYECKUI rOHagOTPOMNMUH);

®* KOMMOHEHTbl UMMYHHOU CUCTEMBbI
(MMMYHOIrNoOOyrnuH, UHTEP Mg EepPoH).




[lpoTeornukaHsbl

’npOTEOFHVIKaHbI ABJIAKOTCA OCHOBHbBIM
KOMIMOHEHTOM MEeXKNeTo4yHOro MaTpUukKca.

*YrneBoAHbLIM KOMMOHEHTOM npotTeoriimnkaHoB
ABJIAKOTCA [NMMANKO3dAMUHOITIMKAHDLI.

[ NnKoOzaMMUHOIMNKaHbI COCTOSAT U3
NOBTOPAOLLMXCA ANCaxapuaHbIX eauHuL.




CTpyKTypa 1 pacnpeneneHue rmmko3aMmMHOIInKaHoB

Ha3BaHue

MoBTOpSAOLWancA
eAVHMUA

TKaHb

'manypoHoBas
Kucrnorta

[ NtOKypOHOBas Kucnora-
N-aueTnnrntoko3ammH

BHyTpucyctaBHas
XUOKOCTb,
CTeKknoBuAHOE Teso
rnasa

XoHapoutuHcynbgar

[ MtOKypOHOBas KMcrorTa-
N-aueTmnranakrosammH®

KocTtu, xpsawm

KepaTtaHcynbdgar

[[anakTo3a-
N-auetunranakrosammy™

Xpsawm

[enapaHcynbgar

[ oKypoHoBas kucnorta®
[MOKO3aMUNH*

J1érkne, MmblwiUbl,
neYyeHb

HepmaTtaH cynbdart

NpypoHoBas kucnorta*-
N-auetTunranakrosammy™

Koxka, nérkme

* o
[lokasbIiBaeT Hanu4vne ocrtartka CEPHOUN KUCIIOTHI




OBMEH YITIEBOLOB

(CMHTE3 1 pacnapg rnmkoreHa)




YrneBogHbI OOMEH — COBOKYMHOCTb
NPOLECCOB npeBpaLleHnst MOHO- U

MNoJinCaxapmngoB B OpraHN3mMe HEJ10BEKaA U
KXUBOTHbIX




YrneBoAHbI OOMeH CKnagblBaeTcs U3 crieayroLmx
NpPOLECCOB:

PaclwienneHue B Xxenygo4yHo-KULLEYHOM TPaKTe Ao
MOHOCaxapuaoB, NOCTYNaloLWmUX C NULLEN NOSIu- n
aucaxapuaos.

BcacbiBaHMe MOHOCaxapmnaoB U3 KULLeYHUKa B KPOBb
[locTynneHne moHocaxapuaoB B KNETKU TKaHeW

TkaHeBOU MeTaboONN3M
A3poOHOe n aHa3pobHoe pacLuenneHue rrKo3bl
[NeHTO30C(hpOoChaTHLIN NYTb OKUCNEHUS FMIOKO3bl
CuHTe3 un pacnapg rnmkoreHa
I nrokoHeoreHes




Yrnesoabl NULK

ToHKWMIA
KMILUEeYHWMK

-

AmMunasza
CNHOHBE

Kucnas cpena,
mMHrunbupyrowasn
AaKxTMBHOCTbL
amunasol

AmMmunasza
noaxenyao4Horao

MoaxenynodyHas e
xene3a

MansbrTasa
Moxoaa NMakrasa
PPpyKTO3a -~~~ Caxapasa

KMuie4Yy=oro
CokKa

MNanaxrosa

KnerTuarka



TpaHcnopT MoHOcCaxapuaoB U3 MPOCBETA
KALLEYHMKA B KNEeTKN CIIN3NCTON ODONOYKK
MOXET OCYLLECTBNATLCS MYyTEM:

obneryeHHou anddy3um nnu
aKTUBHOIO TpaHCNopTa




0oKko3a Na™ ranakrtosa




* [locTynneHmne B KNETKN NepudpeprnyecKmnx
TKaHEWN OCYLLEeCTBNAKTCS C MOMOLLbIO
OCOObLIX TPAHCNOPTHbLIX CUCTEM, OYHKLIUS
KOTOPbIX 3aKmn4yaeTcs 1 nepeHoce
MOMEKYN caxapoB Yepes KNETOUYHbIE

MeMOpaHbIl. CyLLeCTBYIOT OCODbLIE BESKU-
NepPEeHOCYNKN — TPaHCNOKa3bl,

cneymngunyeckme Nno OTHOLLEHUIO K caxapam




TpaHcnopT rMKO3bl B KNETKN TKAHEN

PacnpeneneHne 6enkoB-TpaHCNOPTEPOB MMIOKO3bl

(FMHOT)

Tunbl NMIIOT

Jlokanusauuna B opraHax

MoT-1

Moa3r, nnaueHTa, NOYKU, TONICTbIU KULLEYHUK

MIoT-2

lNMeyeHb, NOYKU, OeTa-KNeTKNn OCTPOBKOB
JlaHrepraHca, aHTepOLUUTDI

MIT-3

Bo MHOrnx TkaHsax (Bknro4vasi MO3r, NAaLEHTY,
MOYKMN)

MNMIT-4
(MHCcynuH3aBUCUMbIN)

B Mbiwyax (ckeneTHou, cepaevyHoum),
XUPOBOW TKaHU

MIT-5

B TOHKOM KUlle4YHUKe (BO3MOXHO ABNAETCS
NnepeHOCYNKOM (hpPYyKTO3bl)




HcnopTepbl rmoko3bl (I

noko3a —'\ KpPpOBb




LUuTo3onb

nrokKko3a




Insulin Action in Muscle and Fat Cells
Mobilization of GLUTA4 to the Cell Surface

Plasma membrane

Insulin

Intracellular

el Intracellular '
| signaling _
‘ cascades GLUTA4 vesicles

. GLUT4 vesicle mobilization
to plasma membrane

Insulin

GLUT4 vesicle .

integration into

plasma membrane 'm 0

Glucose Glucose entry into cell
via GLUT4

GLUT4=glucose transporter 4



Insulin receptor II

Insulin binding activates the  EXTRACELLULAR
protein kinase activity of the 3- SPACE

chains.

insulin

This results in auto-

phosphorylation of the 3-chains
of the receptor.

| mmm
seuussse

_ . . tyrosine kinase
This tyrosine phosphorylation domain Ny
initiates further intracellular

signalling. . autophosfb_oryla'r

Specific tyrosine residues are
phosphorylated (hence,
“tyrosine kinase”).

.k




g | insulin/IGF-1
receptors

Glucose
transport

P MAP kinase
pTO%* PP1 GSK3 \ S ¥

\ * .( Cell grawth General gene
Differentiation expressan
Glucose metabolism

Glycogen/lipd/protein synthesis
Specific gene expression




O cTaToOuHMHLEIE OeKCcTrDMH

)

Vpunumucbc:\cq:at-moomaa 7\

4
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Moxko=o-1-chocdhar
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4 MMorkozo-6-chocarT
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= = fNMaxkrtar

Meupyear
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Livin KpedSca
TA3M INTTHOKO3bl, CBAA3aHHbIN C pPUTMaMm nMTaHusA

~




MeTabonuam rmnoKo3bl, CBA3aHHbIN C pUTMaMm NMUTaHUS

AGcopO6TUBHLIN Nepuoa
OKUCINeHue rmoKo3bl
CUHTEe3 rMuKoreHa (rnukoreHe3s)

[locTabcopOTUBHLIN Nepuoa U Npu ronoaaHnumn

pacnap rmmkoreHa (rmMKoreHonus)
CUHTE3 rMIKo3bl ( rNMOKOHeoreHes)




[OPMOHbI, perynupyroLmne oOMeH roKo3bl

lopmMOH

A deKTbI

UHcynuH

YMeHbLwaeT rnmkeMuiro

1.CTMynupyeT nornoweHue rnoKo3bi
TKaHSIMMU, IMUKONN3 U CUHTE3 ITMIUKOreHa

2.CHWXXaeT rmMnKoreHonus3 u rrnroKoHeoreHes

I NoKaroH

YBenun4unBaeT rmmkemMuio

1. AKTUBUPYET MUKOreHONun3 u
rMOKOHeoreHes

AppeHanvH

YBenuumBaet rnmKkeMuio
1.CTMynupyerT rnroKoHeoreHes

2. CtTumynupyert rinmkoreHonus (He
NPMBOAUT K YBENTMYEHUIO IMIUKEMUU Npu
pacnage MbILeYHOro rrMKkoreHa)

KopTuson

YBenuuuBaeT rinvmKkeMuio
1.CTumynupyeT rnroKoHeoreHe3 B NeYeHu




Glycogen granules
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[ NUKoreH — OCHOBHOMW pe3epBHbIN NoniMcaxapua,
AEeNOHUPYHOLWMUCA B NeYeHU U MbilLax B Buae
rpaHyn.

e [lpy nonumepunsaunmn rmroOKO3bl CHNUXKaeTcs
pPacTBOPMMOCTbL O0pa3yroLencs MoreKynbl
MUKOreHa u ee BNusiHMe Ha OCMOTUYEeCcKoe
AaBrneHue.

 KoHLeHTpauusa rmukoreHa B ne4yeHun JocTuraeTt 5% eé macchbl;
KoHLeHTpauuna rmMkoreHa B MblLLLLAX COCTaBNAET OKOso 1%.







oTanbl rMuKoreHesa

» CUHTE3 ypuanHaudocdaTriiokosbl (YOd-
[J1FOKO3bl);

» ObpasoBaHue al,4 rMUKo3naHbIX CBA3EN;
» OBbpasoBaHme al,6 rMMKO3NOHbIX CBA3EMN.
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bl TFNKOrEeHOS

rneHue (pocaopoponuns) al,4rn

AeHT: rnukoreHdgoccopunasa.
yJia e/lUKOceHa r1pu 3mom yMeHblwaerncA4 Ha o
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Glycogen Glucose 1-phosphate Glycogen
(n residues) (n =1 residues)




enmyLlecTBo hoccoponunisa nepe
APOSIN30M: NPOAYKT peakuuu
TII0K030-1-dpocchpaT M3omepusyeTcs B
JNIOKO30-6-chocchaTt — cyocTpaT

rMMKonu3a (Mnu u3 Hero o6pasyeTcs
BOOOAHas rnoKo3a)




rnwKoso-6-chochar rnwKoso-1-cpocar

)KO30-6-cbocchaTt—— [ nroKo
INOKO30-6-poccpaTasa




2. PacwenneHue a 1,6 rMMKO3UAHbLIX CBA3eU
I'Ipou,ecc NnpoTeKaeT B AiBa JTala:

a. TPU OCTaTKa rnroKo3bl NePeHOCATCH C BETBU NMUKOreHa Ha
OCHOBHYIO Lenb (pepMeHT: TPUrnoKo3oTpaHcgepasa)

0. OCTaBLUMUCH OCTATOK IMIOKO3bl OTLWennseTcs
rmaponuTudecku (chepmeHT: a 1,6 rmoko3naasa («rmmKoreH
AeBeTBALWNN chepMeHT»)
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CDyHKLI,I/IFI MIMKOINeHa B NneyvYeHn N Mbllliiax

NeyeHb

'MnkoreH

v

Moko30-6-chpocchaTt

[ nroko30-6-
¢gpochamasa P

nokKo3a

[ NMnKoreH neyeHu ncnonb3yeTcH
ANa noapnepXaHus
consnonornyeckou
KOHLeHTpaLuu rmoKo3bl B KPOBU

Mbiwuya

77T

N\

nmoko30-6-chocdar
q

L
Wil A

@{ JHep
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MbiWweYyHbIN FMUKoreH
ABNAEeTCA
UCTOYHUKOM FMIOKO3bI
ONA KNneToK AaHHOM
TKaHU




Perynauma yrnesogHoro obmeHa

OcyLI.I,eCTBHFIeTCFI npu y4acTtum 2-X OCHOBHBbIX
MeéXaHU3MOB:

1.AHayKumm unu nopasBrieHUs1 CUHTEe3a
cepmeHTOB

2.AKTUBaLUN NN TOPMOXEHUA NX OEeUCTBUA
(annocTepuyeckasa perynsauus, KopaneHTHas
Mmoaudukauma n T. 4.)




Perynauna cmHTesa v pacnaga
MMKOreHa

e [nukoreHdocohopunasa annocrepuvecku
aktusmpyetca AM® n uurnoupyetca ATOP u

rMIOKO30-6-choccaTom
* [MUKOreHCUHTa3a CTUMynupyeTcs rnoKo30-6-

dochaTom

e Oba cpepmeHTa perynupyroTca nytem
KoBaneHTHoOu Mmogudukaumm:
cbochopmnupoBaHUeM-
aedocchopunmpoBaHuem




191 CMHTe3a 1 pacnagal

Mukorendgochopunasza «B»
HeakT.

Kuuaaa
®MN-poccarasa (MP) ?.fncg.,.
ax‘r

l‘nuxoreucboccbopunasa «Ax»

MMukoreHcuHTasa

Pi
@M-cpocharasza (MP) NKA
H20 Ao

MukoreHcuHTasa
HeakxT.

a3a akTMBHa
doocpopunup
COCTOSAHUM,

HE aKTUBHA B
nedooccopunu
OM COCTOSAHUM
[ TUKO2€eHCUHI
aKTMBHA B
nedooccopur
OM COCTO4
HE aKTUBL




[OpMOHBLI, perynupyrowme oomeH

fopmoOH

Fﬁl'emtgcbdoembl

UHcynuH

YMeHbLlaeT rmukeMuio

1.CTumynupyeT nornowieHme rmoKo3bil
TKaHaMuU, rmukonmns n CUHTE3 NIUNKOIreHd
2.CHMXXaeT rMMKoOreHosiu3 " rnroKoHeoreHes

[ noKaroH

YBenununBaeT rnmKeMuio

1. AKTI/IBVIpyeT NMAKOITreHOJ1IN3 u
rrmoKoHeoreHes

AppeHanvH

YBenuumBaeT rinmKeMuio
1.CTUMynupyerT rntoKoHeoreHes

2. CTumynupyeT riiMkoreHosIn3 (ue

NnpMBOAUT K YBENTMYEHUIO IMIUKEMUM NpU
pacnage MbILeYHOro rrmKkoreHa)

KopTuson

YBenuuuBaeT rnmKkeMuio
1.CTUMynupyeT rnroKoHeoreHe3 B Ne4YeHwu




Aptp eHaH (TIHOKAroH B I1€Y eHH)

B
AnmeHiaTipKIa3a (ak THEHasA)

| PRI
ATP —4, Ky eckuit AMP
uxa0-AMP-3apucuvan
¥, TP OTEHHKHHAA (aK THRHAs)
(mpoTenEKkuHa3a A)

kuHaza docdopunazel
“

dochopunazah ¢ ¢°C¢0prm$a ety RN
(Heak THRHa) (axTHRHAA)

TTHK OT eHOJTH? - l '

dochonmnaza a
(axTHRHAA)

rmoko3o-1-cocdar

DIOKO3A -@—Qy)rmoxoso-&dmcd)ar
ATP ADP

Wy

o jofaraa )

®

[ THKOTGHCHATa%8
Koarr,

[Mikorencumasa
.

Ol gooarasa 1P}
i,

Kikaza Goodopunade
HearT,




PYLLEHUA CUHTE3A N PacClial
[TIMKOIEeHa




* [NMuKoreHo3bl — 3a00neBaHuS,
obycrnoBneHHble aedekTom hpepmMeHTOB,
y4yacTBYHOLUX B pacnage rnukoreHa

e ArnukoreHo3 — 3aboneBaHue, BO3HMKarLlee B
pe3ynbraTte AedeKTa rMUKoreHCUHTeTasbl




[ MnkoreHo3bl (bonesHn HaKoMNeHNs) XxapakTepUayroTCs
N30bITOYHBIM HAKOMMEHMEM ITIMKOreHa B KNETKax, KOTOPOE MOXET
COMpPoOBOXAAaTbCA MSMEHEHWUEM CTPYKTYPbl MOJEKYST 3TOro
nonucaxapuga

Type O

Type | - von Gierke's disease

Type Ib

Type Ic

Type Il - Pompe disease

Type llb - Danon disease

Type lll - Cori disease or Forbes disease
Type IV - Andersen disease

Type V - McArdle disease

Type VI - Hers disease

Type VII - Tarui disease

Type VI

Type IX

Type Xl - Fanconi-Bickel syndrome




Tunbl rMMKOreHo308B

Popma
rmuKoreHo3sa

OedekTHbIn hepMeHT

Tun, Ha3BaHue
Oone3Hu

NeyeHOYHanA

mroKo30-6-choccpaTasa

| Bone3Hb NUpkKe

Amuno-1,6-rnroko3ngasa
(«peBeTBAWMNY PepPMEHT)

lll Bone3Hb ®ob6ca-
Kopwu
(NMMMUTAEKCTPUHO3)

MukoreHdgoccpopunasa

VI bone3Hb Xepca

KuHnasa docdopunasbl
NMpoTtenHKknHasa A

IX
X

MbiweYyHble

mukoreHdoccopunasa

V bone3ub MakApagna




[lnarHocTnka rmmkoreHo30B 1 arnMKoreHo30B

1.0npeneneHne KOHUEHTpaLumM roKo3bl (HaToLlak)

2. OnpeaeneHuve cogepXxXaHus rMMKoreHa B KpOoBM,
apuTpouunTax, nemKkoumTax

3. OnpepeneHne coaepxaHnAa rMMKoreHa B bmonrarax
NeYeHn N MbliLliL

4. UccnepgoBaHue coaepxaHua pepMeHTOB,
y4yacTBYHLMX B CUHTE3€ U B pacnage rrnukoreHa (B
COOTBETCTBUU C (POPMOM rMUNKOreHo3a)




