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Cnaipg 3

XUMHUA U OBMEH YTI'JIEBOJOB

I'onuaposa JI

DyHKINH YIJIEeBOJ0B

[ 311eprenmec1caﬁ. YrieBoanl 00ecnednBanT
0K0:10 50-60% cyToMHON0 IHEPrONoTPesICHHS]
Oprannsma.

Ili1acTunyeckas. Yriaesoanp: (pnoo3a,
JAe30KCHPH0032) HCIOJIb3YIOTCSH IS IT0CTP OeHUS
AT®, A/I® u Apyrux HyKJICOTHAOB, 2 TAKIKe
HYKJIEHHOBBIX KHCTOT. OTaeabHBIE YIJIeBOAbI
SABJISAIOTCH KOMIOHEHTAMH KJIETOYHBIX MeMOpaH 1
MEKKJIETOYHOT0 MAaTPHKCA.

Per}epmlaﬂ. YriaeBoabl 3anacaTcaB
CKeJIETHBIX MBIIIIAX, IeYeHH B BH/e IIHKOreHa,

DyHKINH YIIeB0I0B

= 3amurHas. Cil0XHbIE YIICeBOALI BXOAAT B COCTAB
KOMIIOHCHTOB HMMYHHOH CHCTEMBbI3
MYKONOJHCAXAPHABLI HAXOASATESA B CIM3HCTHIX
BeNIeCTBAX, NOKPBIBAIOIINX NOBEPXHOCTH COCYA0B,
OpOHXOB, MHIIEBAPHTEILHOI0 TPAKTA, MOYEN0I0BBIX
Iy Ten.
Crnenuduieckas. OTaeIbHbIE YIIEBOABI Y4aCTBYIOT B
obecreyeHHH Cenu(puIHOCTH FPYIN KPOBH,
BBINOJHAIOT POJIh AHTHKOATY.ISHTOB, SIBJISIOTCS
KOMIOHEHTAMH-PEUeNTOPOB Psijia TOPMOHOB HIH
(hapMaKoI0rHIeCKHX BelIecTB.
Peryasiropnas. KineruaTka nuinm He pacienJisiercs B
KHIIeYHHKE, HO AKTHBHPYeT NePHCTAILTHI
KHIIEYHUKA, (JePMEHTDbI NHILEeBAPHTEILHOI0 TPa
YCKOPSs yCBOCHHE MHTATeILHLIX BeIeCTB.




Cnang 4

Knaccugpmkaums yrnesogos
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1) Tpuossi—C, 1) caxaposa 1) xkpaxman 1) remapun
2) rerpoabi—C, 2) ManbTo3a 2) rIMKOreH 2) rHaJypo-
3) mento3s—C, 3) nakrosa 3) KieryaTka  HOBAd
4) rexcossi—Cy 4) nenno6uosa KHCJI0Ta
5) rentosn—C, 3) xonzpo-
MTHH-
cyabdarst

Cnainpg 5

Yrnesogbl

MoHocaxapupe! Monmcaxapupst

axaposa,
nioko3a, dhpykTosa Kpaxman,
ManbTO3a(CONop), bl

Nakrosza

ke

Hert
maponmza S

MOHOCAXapUA0B

MOHOCaXapHAoB

I
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Cnaiipg 8
MOHOCAXAPHBI

= Asiba03bl (-CHO)
= Kero3sr (>C=0)
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Cnaig 11
N3omepus

I/ISOMEL Bemne , MMeron|
OIVHAKOBYIO XUMHUYECKYIO !l![!))

u OnmuyecKkie u30MepPbl oTamHuaioTes
OpHEHTANNEH ATOMOB H ()YHKIHOHAILHBIX P
B IPOCTPAHCTBE

u JNUMEPbL OTIANYAIOTCS KOH(POPMAaIHe TOabK0

Y OAHOTO aTOMA yriiepoaa

B JHAHMUOMEPDL ABISIOTECS 3ePRAIBHBIM
0TpakeHHeM APYT Apyra

Cnaig 12
AcHMMeTpHYHbIE ATOMbI YIJIepoAa
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H
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0-Clye ]
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Cnaiig 13

Cnaig 14

Cnaiipg 15

[Inxanyeckue Gopmbl

Inkangeckne GopmMbl MOHOCAXAPUIOB

= IToxyaueranau o6pasylorcst Ipu
BHYTPUMOJIEKYJISIPHOM B3aNMO/Aeii CTBUI
THAPOKCHIBHOM U aJIbJerWIHOM IPYIIIL

= IToykeranu o6pasyrores npu
BHYTPUMOJICKYJISTPHOM B3aNMOAeii CTBUN
TUAPOKCHIBHOM IPYNIbI i KETOrPYIIIbL.

AHOMGpHLlG aToOMBI yrjepojaa

= MOHOCAXAPHJA OTHOCHTCA K O aHOMEpam, ecian
THAPOKCHIBHAS rpynna PacnoJIokeHa mnox
TUIOCKOCTHI0 KOJBIAS
MOHOCAXAPHA OTHOCHTCA K ﬁ aHOMepaMm, ecJIH
THAPOKCHIbHAS rpynmna PacnoJIokeHa Hajx
IUIOCKOCTHI0 KOJLIA.




Craiip 16 Hauboiee pacupocTpaneHHbIe

JUCAXAPUABI

Cocras HUcrtounux

caxaposa LII0K032 CBeKJIa,
Ppyxrosza caxapHbIH
TPOCTHHK
rajiakro3a MOIOUHBIe
LII0K032

MaJbTO3a TIIOK03a THAPOJIH3
TJIIOK03a Kpaxmajaa

Cnaipg 17

SaycHeiimii 3 TucaxapuIoB
- caxaposa - OYCHb
pacnpocTpaHeH B IIPHPOJIE.
DTO0 XMMHYECKOE Has3BaHHe
OBBIMHOTO caxapa,
Ha3bIBAEMOT0 TPOCTHHKOBBIM
WIH CBEKJIOBHYHBIM

s CBEKIOBHYHELH caxap
i

¢ IIMPOKO MPUMEHSETCS B
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c W oc < <

TIPOMBIILICHHOCTH,
NS L NN
on e—c o o Ky/IMHAPHH, NPHTOTOBICHHH
I Smon  Cyon
N om BUH, IHBA U T, MyShared

Cnaig 18

Maltose
o -D-Glucopyranosyl-(1 —» 4)-x-o-glucopyranose




Cnaiig 19
Hauoo.1ee BaxHbIe MoJIUCAXAPUABI,

COoCTOAINNE U3 OCTATKOB INTIOKO3bI.

nenepesaplmacmblﬁ
KOMIIOHEHT I)BCTE]{llﬁ

Cnaiia 20 Kpaxman
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Cnaig 21

Garrett & Grisham: Blochemistry, 20
Figure 721
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Cnanpg 22 KPAXMA.JI- OCHOBHOM YIJIEBOJ
TUIINA YEJTOBEKA

Cnang 23
Mosmcaxapuabl
TimKoren — hopma XpaneHus: yIieBoaoB B KHBOTHBIX
X (HeYyeHu Mlxll.lll.lﬂx)
— (on on o )
b W1 LN/
y GHOH G CHOR On CHOH 0y SCH,
i o o
IOXSRNS
Lle.u.vumm';u & it o
pacrenmii
OH OH
(B-1-4- rnukosnansie cenan)  P-1-4- [MIIOKAH
Cnanpg 24

5. Llennionosa

Llenntono3sa (C¢H,0s),— ApYrov npeacTaBu-
Tenb NonucaxapuaoBs, ABMAETCA CTPOU-
TenbHbIM MaTepuanom pacteHui. Hanbonb-
wee e€ KONMYeCTBO COAEPXKUTCSA B XIIONKe
(a0 95%)m B

ApeBecuHe (8o 60%)

=

Bara, Mmapns u ¢punbTpoBansHas 6ymara-
NOYTU YMCTas Lenninosa.




Cnaiipg 25
NPARMAL. IEANRAL2

UENNION03A

XUMMS 5 DUSTRONE” il

Cnaig 26
IIponsBoaHbIe MOHOCAXAPUI0B

n Dochopubie IGUpPHI

» Kncnorsl

= YPOHOBBIE KHCJIOTHI

n /le3oxcucaxapa (ae3oxcupmndo3a)
» CriupTel (COPOMTO, MAHHUTO.T)

= AMHHOCaxapa

Cnaing 27
N1anA Dochonpou3BogHbIe

HO0F0CH, O on H203POGH O oH
=~ Ppa
CHoPOH N—‘/’
OH

HO OH

oH oH
H205POCHz O OPOsHz H2OFPOCH, O O-FP-O-F-OH

s 1 =] i

K HY, . 1o o

H CHa0H ‘

OH OH
5-oceopnsoamn-
B




Cnainn 28 KucaoTs! 00pasyiorcst B pesyabrare

OKMCICHUS AIbAerIHO0M a1
CIUPTOBBIX IPYII MOHOCAXAPH/IOB.

HyC-OH
mieokosas weacra 0
OH OH H OH f

0,
\ ioononaron
=0

O I

H oW H
HO 5
OH OH W oOH OH OH

[

i c\mwmawcnuu

H OHHO H 2
6C-OH

0Ky pOHOBaR KHEAOTA

Cnaiipg 29 Kucionsl — npou3BogHble MOHOCAXAPOB

L] FHIOK)"]’)DHDB&U[ KHCJIOTA — YIACTBYET B MeTafoan3Me
ﬁllﬂllpyﬁllﬂa, ABIACTCA KOMIOHEHTOM NPOTEOrIHKAHOB

Cnaiipg 30
Je3okxcucaxapa
Jesoxcucaxapa cogepskaT aToM BOAOPOAa BMECTO
THAPOKCUIBLHON IPpyInbl, 2- 1e30KCHpu003a
cojepskutTest B Moseryaax JHK

OH OH H

Pu6osa Nesokcupubosa




Cnaiipg 31
Caxapocnuprsl

u IJII0K032 BOCCTAHABJIMBACTCS B COPOMTO;

= MaHH032 BOCCTAHABJIMBACTCS! B MAHHUTOJ

= GpyKTO032 MOKET BOCCTAHABJINBATLCS B
COPOMTO.I H B MAHHUTO.JI 0JIar0apsi HOBOMY
aCHMMETPUYHOMY aTOMY YIJIepoja.
Caxapocnupmul hynKyuONUPYION KaK
npoOMeHcymounvle npooyKmsl MUHOPHBIX
MemaooautecKux nymei.
Lunepnpodyxuyus copoumona umeen
KAunu4ecKoe snauenue y 60apHolxX Caxapuvim
ouabemom.

Cnang 32
5. PeakuMA BOCCTaHOBNEHMA FIIOKO3bI BOAOPOAOM
'0
CH,— CH—CH—CH—CH-C
| o0 “u
OH OH OH OH OH
s
CH,— CH— CH— CH— CH— CH,
1 I I} | I |
OH OH OH OH OH OH
copour
Fniokoza MoxeT
cop6wT.
Cnaiip 33 AMuHoOcaxapa

MHUHOCaXapa — NPOUSBOAHBIC, MOHOCAXAPHAOS, Y
KOTOPBIX TIHAPOKCHIBHASA IPYNNA SAaMECHA aMHHO-
HIH ANETHJIAMHHO- FPYINITAMM.

PuFuscse Podestyigalactosamine  Po-Acetyglucosamine Sale acid (5ia)
(GalNho (GiohAo) (N-Ac

(fue) )

0K03aMUH — IPOAYKT MHIPO.IH3a XUTHHA, 0CHOBHOLO
KOMIIOHeHTA NAHIMPS HACCKOMBIX W PAK00OPAZHBIX;

AKTO3aMHH 06Hapy:eH B Xpsimax u
vinhaTax.




Cnaiipg 34

Cnaiipg 35

Cnaiipg 36

AHTHIEHBI I'PYIII KPOBH

Anmuzenvr epynn kposu - cienu@uyeckuil Kiace
0JINr0CAXAPHUIOB, KOTOPbIE MOTY
NPHCOSNHATHCS K OeIKaM, JUIHIAM.

I'pynna KpoBH YeI0BeKa 3aBHCUT OT
NPHCYTCTBUSA crenupuIecKuX AaHTHTeHOB.
Yy:kepoaHble AaHTHIeHBI MOT'YT BI3IBATH

CHHTE3 CHCHI‘[(‘)]{‘ICCI\‘]‘[X aHTHTeJI.

ABO rpynnsi KpoBH copepxar ABO aHTHIeHBI,
KOTOpPBIE OTJINYAIOTCS 0JJHEM MOHOCAXAPHAOM,
NpHCcoeANHEHHBIM K 0011eii cepAneBuHe.

AHTHICHBI TPy KPOBU

INAc e werosann; GleNAc - V-
AETHATTIOKR03AMIL,

XapaKTepuCTHKA FPYII KPOBU

AAwm | BBwimBO
AO

Annu-B AnTH-A




Cnaiipg 37

ABO rpynmnsi KpoBu

I'pynna kposu O/ (I) Jlxoaw ¢ 3T0H rPYNIION KPOBH
CHHTEe3HPYIOT anTuTeaa k A u BianTurenam. Um
MOZHO NePeTHBATE KPOBL TOALK0 rpynnsl O. Ho onm
MOTYT OBITH J0HOPAMM AJIST BCeX APYTHX NPy
(YHHBEpPCANBHBIE JOHOPLI).

Ipynna kposu A (II) O6pasyior aHTHTEIA TOILKO
npoTuB B anmurenos. OHu MOTYT HOAyHaTh KPOBL
rpynn O n A, 1 OBITH JOHOPAMM 45T TPynn A u AB.

Cpynna kposu B (III) O6pasyioT anTuTeIa TOILKO
NPOTHB A aHTHIeHOB. OHH MOTYT NOIy4aTh KPOBD.
rpynn O n B, n 06105 AoHOpamu xuist rpynn B m AB.

['pynna kposu AB (IV)  Jlxoam ¢ 3T0ii rpynnoi KpoBu.
HE CHHTE3HPYIOT aHTHTeIa HIK A, ik B
anmurenam. OHM MOTYT MOIY4ATE KPOBL J1000iH
IpynmnsI (YHHBEPCATLHbIC PEIHTIHCHTEI)

Cnaiipg 38
q)YHKLll/II/I FIHKONPOTENHOB

» CTPYKTypHasi (KOMIIOHEHTHI KJICTOTHO M
CTeHKH U MeMOpaH);

u KOMIIOHEHTBI CMA3KH;

= KJIeTOMHbIE KOMMYHUKAINN;

= FOPMOHBI (THPEOTP ONHBIIA,
XOPUOHUYECKHIi FOHAJOTPOINH);

= KOMIIOHEHTHI HMMYHHOI CHCTeMbI
(MMMyHOrI00yIuH, HHTEpP(EepoH).

Cnaitp 39 IJIeBOIHBIE CBSI3H
JTCBOAB TP HCOCAMHSIOTCS Hepes
AMHHOIPYIIIEL aparnia). 9o HanooJiece
PACIPOCTPAHECHHBI KIACC [INKONPOTEHHOB.
eROIBI TP HCOCANHAIOTCS Hepes
THIPOKCHILHBIE IPYIINLI CepUHA I TPEOHMHA).

o
N-linked GlchNAc




Cnaig 40

ITporeorankanpl

slIpoTeoraMKanbl IBISIIOTCS 0CHOBHBIM
OMIIOHEHTOM MEeKKJIETOYH MaTpuKca.
=Y I1eBOAHBIM KOMIIOHEHTOM
NPOTEOTINKAHOB SIBIASIOTCS
TJIMKO3aMUHOTIHKAHDBI.
s JIHKO3aMIHOTIUKAHBI COCTOSAT U3
MOBTOPSAIOIMXCS JHCAXAPUIHBIX eIUHMIL.

Cnang 41 R
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Cnaig 42

Extracellular

(Outside)

Chondroitin sulfate
Binding proteoglycan
site

Binding
st
Growth facto
o ol s Totegrin
cparan receptor for
i @'Y Foroneciin
max 50 (B" L
e
S
s Membrane heparan ey o
sulfate proteoglycan Ry




Cnaig 43
CTpyKTypa [IUK03aMUHOTIHKAHOB

coo— cHa0H coo-
" " "
o= 7
oH HJ O ) oH
n H C) h
H o oH H HNCOCH3 | Ho o ”
Repeat unit of hyaluronic acid Repeat unit of chondroltin 4-st
coo~  —ossocH, HaOM  —03SOCH, |
H " " Ho, " Q
(] () &
oH H oH H o H OH u
] W
n  osogy " wunsoz |, "o omn H HNcocHs|,
Repeat unit of heparin Repeat unit of keratan sulfate

chHaoH

H HNcocHs |,

Repeat unit of dermatan sulfate

Cnang 44 CrpyKTypa u pacnpeaeaeHue
TANKO3AMIHOTINKAHOB

Hazpanue n(lB'l'(l]]}ll(llll'.lilCil
eAuHna
IuanyponoBas Kucs TiokypOHOBas KHCIOTa- Buyrprcycranas

N-aleTHITIOKO3aMHIH NOEH

Xomapontmmcypar | Iokyporosas kiciora
N-auernnranakrosammn®

Keparancybgar Tanakrosa-
N-auernnranakrosamun®

TiokypoHoBas KieroT JMérue, M

cTeKIOBIIOE TeN0
o

oKo3aMuH* neueHb
Hayponosas kicriora Ko, ibrine

N-aueTunranakrosastin*

CepHOji KHETOTH

Cnaig 45

OBMEH YIJIEBOJOB

(cMHTE3 M pacnaj rJIMKOTreHa)




Cnaig 46

Bread and pastevies on a vack at a Frec bakery,
Paris. Carbokydrates such as these provide o sigmwifi-
cant portion of kuman caloric intake. (© Stocon Rothfetds
Fimiy Somar_tweargoer)

Cnanp 47 IIpeBpamenye yrieBoaoB B

NUIIEBAPUT bHOM cHCTEMe

Roaxenyacunan

Cnaig 48

Heuen, noux 101 0eTpoBIOn
, JnTepomnTE!

B Muiumax (CkeaeTHoi, cepaeanoii), Auponoii
TRAm

B To1KOM Kimesmirie (503M0AI0 SnAseres
nepenoeTKoN BpyKTOIH)




Cnaig 49

Cnaiipg 50

Cnaiipg 51

BuyTpuKIeTOYHbIH MeTa00.113M
[II0KO03bI

Kara6oianyeckne npoueccsl

= aHAIPOOHBIH U 29POOHBIN paciaji LII0KO3bI
= pacnaj rIMKoreHa (DIMKOTeH 0.113)
AnafoJuvecKue Npouecchl

= CHHTE3 LII0KO3bI ( [II0KOHeoreHes)

= CHHTe3 IVIMKOreHa (riiMKoremes)

= CHHTe3 NeHT03 (mentno30docharHbIi MyTh)

Garrett & Grisham: Biochemistry, 2/e
Figure 19.5

Glycogen ——» Energystorage.
i liver and muscles
~—— GlucoseGphosphate —»= Glucose-1-phosphate

Pentose.
phosphatc

Glucuronate —»- Carbohydrate.
synthesis
Fructose-6 phosphate —»- Glucosamine.6 phosphate
‘Synthesis of
NADPH and
4G, 5-C,
7-Cougars Glycolyis continues

‘Saunders College Publishing

I'JINKOI'EHE:
(cuHTe3 rIIMKOreHa)

I"1MKoneH — 0CHOBHO¥ Pe3epBHBIH IO IHcaAXaPH/,
AeNOHNPYIOLIMICS B IeYeHN H MBIIIAX B BHAE
rpany.I.

Ipn noJMMepH3a MK FII0KO3bI CHUKACTCS
PACTBOPHMOCTH 00Pa3yIoNIeiicst MOJIEeKYIb
IIHKOTeHA U e¢ BJHsIHHE HA 0CMOTHYECKoe
JAaBJIeHHE.

KoHueHTpanus riiuKoreHa B ne4eHu A0cTuraer 5%
€€ Macchl;

KoHneHTpanus riiuKoreHa B MbIIIIAX COCTABIACT
0K010 1°




Cnaiig 52

Metrabosusm riHKoTeHa

— -
o il o i (passeraneeh
R =
E S
e e S A A

TJMKOTeH CIIyKHT B P

YIIIeBONOB, H3 KOTOPOr'o IO Mepe MeTaboamaeckoi
P moryT Best

docdar mrn X B

oOpraHHsMe cOGCTBEHHO INIIOKO3EI HENPHEMIEMO H3-

3a ee i

KOHIEHTPAIMH IJIIOKO3bI CO3NAIOT B KIIETKE BEICOKO

rHnep cpeny, aTo X

Boxel. HampoTas, HepacTBOPHMBIH IITHKOTeH

OCMOTHYECKH IIOUTH HEAKTHEEH.

Cnaiig 53 :
(1A TIMKOreHa B NEYEHN U M
MeveHs
Tnukorex
T T/mKoreH
v
| [liN
+
| f"'°“°3°'t°c¢37 Tntoko30-6-ocar

P,
[niokosa

€HU UCNIONb3YeTCA ANs
5 ]

T/IIOKO3b! B KPOBU

Cnaiipg 54

(I)pﬁl"MEHT MOJERYJIbI ININKOIEHA




Cnaiipg 55

= Crystalline
Lvers

Amorphous—_] o Amorphous
backbone Lvers

= Amylopectin
double helices

Reducing end

Cnaiipg 56
JTanbl rJIMKOreHe3a
= Cunres ypuannaudocharnimorosnl (VID-
IJII0KO3bI);
= OopazoBanue al.4 riaMKO3UIHBIX CBSI3EH;
= OopazoBanue al,6 rIIMKO3UIHBIX CBSI3EH.
Cnaiip 57

Cunre3 Y| D-rioKo3bl

Garrt & Grisham: Blochamistry, /e
7

Saundors College Publishing




Cnaiig 58

Glucose-1-P

ubp
pyrophe

N

o o
Il Il ©

0 P 0 P oOCH, o
i i o

) o
HNe—"11
HO OH

UDP-glucose

Cnaiipg 59

CwuHTEs rnukoreHa

o On

rmozen-
cunmasa [\ UDP

Cnaiipg 60

OobpazoBanue ol 4 rIIUKO3UAHD)
CcBsI3el
= Besok rimuxorenun oﬁpa T CepALeBUHY
TPpaHyJIbl IJIHKOreHa

u [lepBLIil 0CTATOK LII0KO3LL PUCOCANHSETCS
K Oesiky yepe3 HO-rpynny THpO3UHOBOIO
0CTATKA

» [IMKOren CHHTA3a MEPEHOCUT 0CTATOK
riaoKo3sbl ¢ Y/I®- rioko3s! Ha C-4
THAPOKCIILHYIO TPYNIY HepeayIHPYIOMero
KOHIA




Cnaiipg 61

ITJIMKOTEHE3
(cHHTEe3 rJIMKOreHa)

UDP-glucose

(Glucose)n

glycogen synthase (Glucose)n + 1

UDP

Cnaig 62
l‘l - "
o SHOH
Cnaig 63

Touru pabomii
2AUKORONCUNMAIN

Monexynii .
Viomorow VIO

R

Thurosen-cunmasa

Auuno-a-14-a-1,6-
anurounmpanchopaa

Oparonanne OBpasoanie
A 0 A




Cnaiip 64

Monexyns! »
Yoo YO

L

Awunowaet deae b=
[nuozen-cumaa anuroumpanedopane
Opasosanne OBpasosanie
o A= MRO b CERIOH A B-MMROMbIX COAIH

Cnaig 65
A Oo6pazoBanue ol,6 rIIUKO3UAHBI

CcBAA3el

Cnaiig 66
I'nukorenonus

(pacnaj raankorena)

1. ®ocdopoamns al,4 RIHKO3HIHBIX CBSI3eH
Depmenn: raukorendocdopmniasa.

Moneryna 2nuKozena npu 3mom yyMeHbIaencs Ha 00uH
OCIAmMoK 2TI0K03bL.

Pearuus A6AAENICA CKOPOCHb-TUMUMUPYIOW e,

H;0H CH;OH H,0H H,0H
Hpo,*
- 0
H oH .——\“- ‘ + (oH
Ho o- oR HO oPOS  HO Of)
OH H OH H

Glycagen Glucose 1-phosphate
(1 residues) (n




Cnaiipg 67

Garrett & Grisham: Blochemistry, 20
Figure 15.13

cnon cnon cnon cnon
o, o o, o

W\ 0 N0 N0 0 \OH_J o
" on on on on
Nonreducing end , residues
e

4
cuon con cnon
o o }—o.

+ Kon on o Son
. orog, T NOH o N o
on on on
@b Glucose-Lphosphte

Saunders Colloge Publishing

Cnaiipg 68
Pacnajg riamkoreHa B TRKAHSIX

I'mkoren TRaneH - BakHBIN 3a11ACHO N
MaTepuai, ero pacinay TAaTeasHo
KOHTPOJUpYeTcst

Iankorendocdopmiaza oTpe3aer 0CTATKI
TIIOKO3BI ¢ HepeAyInpyIOIIero KOHIa
MOJIEKY.TbI TINKOTeHA

Iponecc naspiBaercst hocedopoans
IMpenmymecrBo dochoponnsa nepen
THAPOJIN30M: NPOAYKT PeaKInu FII0K030-1-
tochar uzomepusyeres: B rimoxo30-6-ochar —
cy0cTpaT rimKoIn3a

Cnaiig 69

Timxorenom3

2. Pacmemienye o 1,6 rInKo3WIHBLIX CBSI3el
ITponecc npoTexaer B ABa 31ana:
a. T]]ll 0CTaTKA IVIIKO03bI Il({p(!li(l(:ﬂ’l'cﬂ C BETBH ININKOIeHa HA
nenb (pepment: Tpancdepasa)
0. OCTABUINIICH) O 'OK IIHKO03BI PHIeIIsi eTest
ruapoanTHyecky (hepmenn: a 1,6 1iioK03niasa).

Glycogen

Glycogen
(0 residues) (n -1 residues)
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Cnaig 71
A Pacmemienue o 1,6
TJIMKO3HIHBIX CBA3EH

Cnaig 72
:
H

.-.-M-.—.—i“-.—.
Tamkoren

Tanxorendpocopuaaza
©0-0-0-0-0-0-0-0-0-0-0

Oanrocaxapurrpancipepasa

0-0-0-0-0-0-0-0-0-0-0-0-0-0
NFoxosa(®)
0-0-0-0-0

Tnkorendocopuraza

H,PO,

Tnioo30 - 1-choccpar
ocormokonyrasa
Tntoxo30-6-hocchar

B nhlmuy B nevenn
Tnuxonus H,0 ®ocdarasa ruoko3o-6-ocdara
HPO,

IMOK032 — B KpOBS.




Cnaiig 73

Cnaig 74
Pery.lmuvm CHHTE3a U pacmajaa
I'JINKOIreHa

= [mkorendocdopmiasa anaocTepuiecKu
axkTuBupyercs AM® u narnoupyercs ATD n
III0K030-6-hochaTom

= [IMKOTeHCHHTA32 CTHMYINPYETCst TII0K030-6-
ocharom

= Oba (epmenTa peryanpyiorcs myrem
KOBAJTCHTHON MOAN(HKATINN:
dochopuanposanuem-gedochopuanpoBannemM
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# Kackap. A cucrema.

/APEATI (nepsusmsil veccenzaep)
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JleiicTBHE agpeHAIMHA HA META00IH3M [NIMKOTeHa

 Ampenan

MerGpara nen
AgesunaTumknasa

WaruGsrropras
Acveran AT oysrenmia
pOTEMIHazA Rhotentasmas

Cnang 77

I'opMonanbHast perynsinmst

= WHCYJIMH ceKpeTHpyeTcst
HOJI7KeJIyJ0H O 7KeJIe30il B OTBeT Ha
MOBbIIIEHNE YPOBHSI CaXapa KPOBH

= WHCy/IMH aKTHBUpPYeET
LJIMKOTeHCHHTA3Y H HHTHOUPYeT paciaj
[JINKOTeHa

Cnaiipg 78
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Cnaiig 80
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Garrett & Grisham: Blochemistry, 2o
Figure 23.22
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I'nroxoron u aApeHa InH

I";110K0T0H 1 aipeHAIMH CTHMY.JINPYIOT Paciaj
TTHKOTeHA
I"II0KOTOH CeRpeTHPYeTCs NOKeTyA0THON
JKee30i

JIOKOTOH ACHCTBYET TOJbKO HA MeYeHb W
JKHPOBYIO TKAHD
AJpeHATHH CHHTe3UPYeTesl B HaAN0YeYHUKAX
AJpeHaIHH AeiiCTBYeT TOJbKO HA NeYeHb 0
MBI
Dochop HBIH KaCKa/l YCHJIHBAET CHIHAJ

AxTuBanus rimkoresochopuiaasbl

[Epinephrine  p-Adrenergic
receptor

Protein
Kinase A

Phasphorylase -
Kinase

Phosphorylase « Phosphorylase|
5 P
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Cnaiipg 83

Cnaiipg 84

AKTUBAIMSA TJIMKOT €HCHHTA3bI

T IMIcOTeHCHATA3A AKTHBRA B 1e(h0cOPITHPOBARHOM COCTOSIHMI

Adivted
3 insulinsenstive ——>
yrosine kinase: protein kinase

I'moxoron u aJpeHaJIuH

= 002 yenainBaon pacnaj riimroreHa, Ho
110 PASHBIM IMPHYHHAM

Anpenaimn («fight or flight hormoney)
OBICTPO MOOM.IN3YET 00ALIIOE
KOJIMYECTBO IINKOTeHA

Lokoron-eTBevaer 3a nmoajepKanue
MOCTOSTHHOIO YPOBHS INIIOK036I B KPOBU
my €M MOOMJITH3AINHY TJIHKOTeHA 1
AKTHBAIMH I'IIOKOHEOreHe3a B nmeyeHn

I'iukorenoans

= MpIIIIeqHbIi [INKOTeH SIBJISIeTCS HCTOYHHKOM
TJIIOKO3BI ISl CAMOi KIICTKH.
Timkoren meyenu HCIOJb3YeTCsl rIIaBHbIM
oﬁpazoM JUTSL IHOAIeP KA HU ST (l)HZI‘[OIlOI‘H‘IGCKOﬁ
KOHIEHTPAUMH I'IIOKO3bI B KPOBH.

Paznudus 00ycuosnensl nem, 4nio ¢ rienike nedenu
npucynicmeyen.__ pepmenny  2ioKko30-6-gpocghamasa,
Kamanusupyouas onmuenienue Gocqamnoi 2pynmnot
U obOpasoeanue C60000HOU 2MIOKO3bL, NOCIE He20
2NI0K03(. HOCIYnAem 6 Kpogomok. B rnemrax mouuy
Hem moz20 yepmenma, U pacnao auKozena uoent
monvko 00 00paszosanus . 2MI0OK030-6-hochama,
KOMOpbIIL 3aneM UCnONb3YeNncs 6 KentKe.
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Garrett & Grisham: Blochemistry, 20
Figure 238

Cytosol Endoplasmic reticulum

Glucose-6-
phosphate
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Cnaiipg 86

Cxemal cunTesa u paciajga rNiMRore’Ha
FIISTI ST IIPOIIECCOB)

Cnaﬁ,q 87 I"opMOHBI, peryIupyiomue 06MeH NII0KO035I
Topmon Sdderrir

Mseyat /MENLINACT TINTKEMINIO0, CHILMYTUPY emt MorTomeie
TRANSM, TMKONIS 1 CHINES TUKOZEHT

= CHudICaem 21UK02¢HOTU3 1 TIIOKOEOTENES

Tinoxaron w AKmugupyen 2 KoZen o3 W TI0KOeor enes

Anpenanun S ¥
=Orpammnact cexpi
ocrponkon Janrepranca
Kopmison D y neoreres B mesen
A0 TTI0ROILT B TTepud epH
Topmon po
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Cnaiipg 89

Cnaiig 90

Tunbl HapylnieHnst 00MeHa
IIMKOTeHAa

n [THKOreHO3BI — a(’mnenamm,

00y Cca0BICHHbIE AederTOM (PepMeHTOB;
YYACTBYIOINX B paciaje NInKoreHa

Ariukorenos — 3afo.ieBaHue,
BO3HHKaIOLIee B pe3yabTrare Jedexra
DJIMKOTeHCHHTETa3hl

Bonesuu T/IMKOreHa 5
‘MetaGomama
Truna oueaHbIX Kanabien.
(Goneass W oTcyTCTBHE 3an0/ment: CAHKOreHOM
Twpie) FnI0K030-G-poctbarazer pesmcTenTIAN K azpenanuy 1

CaoKaromy
- PumepMTeMHs, KeTO3

- w3bhiTounoe ofpazonanse GPIID u nyputon,
CunepypuKemis

11 Tuna orcyreTame -HAKOITEHME DTHKOTEHA B /TH30COMAX
(Gonesns, /MS0COMATLHOI -Kapuomerama

Tlovna) /HOKO3HAAHE

1l runa orcyrernue CHEODIMKEMHA, aTOMIS, KeTos

(Gonesms,  Aesernauero pepwenta

opéca)

(LY o Iyt ne o | chmomm Y

Glycogen Storage Diseases

Type 0

Type I - von Gierke's
Type b

Typelc

Type I1- Pompe di
Type I1h - Danon

Type I11 - Co se or Forbes d
Type IV - Andersen disease
Type V - McArdle disease

Type VIII
Type IX
Type XI - Fanconi-Bickel syndrome
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Tunsl Han0oMee YacTo, BCT) PeYAIOMUXCSH
TJIHKOreH030B
Hedexrnnii gpepment  Tun, nassanne

00J1e3HN
Meuenounast | Toxoso-6-docdarasa 1 Bosess Tupie

TI0K03H/1a32 111 Boaesus ®obea-Kopu
(acneresuity pepyent)  (MMHTICKCTRINOY)

Docdopunaza VI Boaesun Xepea

Kunasa oedopiraser

Hporeniiunaz A

Mpimeunpie | Tmkorendocgopumasa V. Bonesis, MakApura

Cnaiig 92

Meta60.,1u3M (PPYKTO3BI U FAJAKTO3BI

bpyxrosa

OKO3A-6+ () =—wrioKO3A- 1 s ranaxtoza-18)|

moxo3a-6- (.

OpyxToad1,6-qu-(F)  UDP-ranaxrosa

s rEpAne - ()

ukonua

v
nupysar

i zopgreonas e mosTe  Emme

(LR e s tlE T hhorh | Clfserriaiar A
piaary




