XUMHUA U OBMEH YIVIEBO/10OB



DYyHKIMHA YIJICBOI0B

» JHEPreTHYECKAas. YrieBoanl odecneunBaoT

0K0J10 S0-60% CcyTOYHOIrO 3HEpPronoTpedIeHus
OpraHu3ma.

. Il1acTuyeckas. Yriesoan (puoo3a,
Ne30KCMPH003a) UCIIOJIB3YIOTCH 1JIl IOCTPOCHUS
ATODO, AJ/I® u 1pyrux HyKJIEOTHIA0B, a TAKKe
HYKJIEHMHOBBIX KUCJIOT. OTaeJbHbIC YIVICBOAbI
SIBJISIIOTCS KOMIIOHEHTAMHU KJIETOYHBIX MeMOpPaH U
MEKKJICTOYHOI0 MATPUKCA.

0 Pe3epBHaH. YrieBoanl 3anacanTcsa B
CKeJIETHBIX MbIIIIAX, IEYEHU B BHE IVIMKOIeHa.



DYyHKIMHA YIJICBOI0B

o BamI/ITHaﬂ. Ci10:kHBI€ YIJ1€BOABI BXOASAT B COCTAB KOMIIOHEHTOB
MMMYHHOMH CHCTEMbI; MYKOIOJIHCAXAPUALI HAXOAATCH B CJAM3HCTHIX
BelecTBAX, MOKPLIBAIOIINX MOBEPXHOCTH COCYI0B, OPOHXOB,
NUIEBAPUTEJIHLHOI0 TPAKTA, MOYEIOJIOBBIX ITyTEi.

O CHEHI/I(I)I/I‘IGCKaH. OTtae/ibHBIE YIJI€BOABI YYaCTBYIOT B
o0ecneyeHUH Cnenu(pUIHOCTH IPYIIN KPOBH, BLINOJIHAIOT POJb
AHTHKOATYJISIHTOB, SIBJISIIOTCS PelleNITOPAMH PSIIa TOPMOHOB HJIH
(papMakoJI0ru4ecKnx BeuecTs.

M Pery.HHTOpHaH. KieTyaTka NMilH He pacliemnisieTcs B
KHIIEYHNKE, HO AKTHBHPYET MEPUCTAILTHKY KHIIEYHNKA, (PePMEHTDI
NUIIEBAPUTEILHOI0 TPAKTA, YCKOPSSA YCBOCHHE MUTATEILHBIX
BelleCTB.



KJIACCUDUKALIUSA

MOHOCaXapu/abl (IIPOCTHIE caxapa)
TUCAXAPU/BI

0JIMTOCaAXapPHU/bI

MOJIMCAXAPUIbI



MOHOCAXAPHUJIBI

=« Aabao3sl (-CHO)
« Kero3pl (>C=0)



AJBI03bI

1 CHO
2 H OH
3 CH,0OH
D-Glyceraldehyde
! CHO * > ﬁ?HO
2 H—C—OH HO——?——H
5 H—C—OH H——(i:—OH
4 CH,0OH CH,OH
p-Erythrose p-Threose
~ - - -
1 CHO CHO CHO CHO
2 H—C—OH HO—%—-H H—C—OH HO—C—H
3 H—C—OH H—C—OH HO—C—H HO—C—H
a  H—C—OH H—C—OH H—C—OH H—C—OH
5 CH,OH CH,OH CH,OH CH,OH
p-Ribose p-Arabinose p-Xylose p-Lyxose
- 4 - B . - 13 o
1 CHO CHO CHO CHO (l'HC) ’t‘*-iO CHO CHO
1 l L |
2 H—C~—0H HO—C—H H-—~(li-—0H HO——C—H H-——C~—QH HO--—?—H H-—C—OH HO——(!Z—-H
1 !
3 H——C—0OH H—C—OH HO=—C—H HO——C—H H~—C~—QH H—(l:_OH HO~—C—H HO—C—H
| | |
4 H—C—O0H H—?—OH H—C—0H H—I—OH HO—l—H HO—C—H HO—C—H HO—C—H
| |
5 H—C—CH H—-({Z—OH H—(IZ—OH H——(IZ—OH H—C—CH H—C—O0H H—C—OH H—-T—OH
| . |
CH,0H CH,OH CH,OH CH,OH CH;0OH CH,OH CH;0OH CH,OH
p-Allose p-Altrose p-Glucose p-Mannose p-Gulose p-ldose p-Galactose p-Talose



H——C—OH

CH,OH
p-Psicose

CH-,OH
o-Erythrulose
O /CHZOH
|
H-—? —OH
H-—(|: —OH
CH,OH

o-Ribulose

. //CH -OH = T

= x

l

HO—¢—H

O _CH;OH
. @

CH,OH
Dihydroxyacetone
O e /CH 2OH

H—C—OH

__-CH>OH o

H-—-é ——OH

O._ _CHOH

HO—C—H
H—C—OH

CH,OH
D-Xyulose

|
H—;C—OH HO —H HO—C—H
] ]
H o%: OH H OH H—C—OH
i
CH>OH CHLOH CH,OH
pD-Fructose o-Sorbose D-Tagatose



U3omMepus

HN3oMephl — BelecTBA, MMEIOIINE

O/IMHAKOBYI0 XUMHYECKYIO (hopmyiay

Onmuueckue u3zomepol oramdarrcs
OpUEHTAIMEH aTOMOB U PYHKIIMOHAJIBHBIX I'PYIIII
B IIPOCTPAHCTBE

INUMEPDBL oTINYAITCA KOH(popManel TOIbKO
Yy OITHOI'0 aTOMAa yrjiepoaa

IHAHMUOMEDPDL SABISIIOTCA 3¢pKaJIbHBIM
OTPa’KeHHUEM JIPYyr Apyra




ACMMMETPHUYHbIE aTOMBbI YIJIEPOaA

HO
e

O

HO\/

0=(
H
i, \

/ £

HO HO

Dihydroxyacetone 0-Glyceraldehyde
(a ketose) (an aldose)




Hukanyeckue GpopMbl MOHOCAXAPHUIOB

« Iloayamerauau o0Opasyrorcs npu
BHYTPHUMOJICKYJISAPHOM B3aMMOJACHCTBHU
TMAPOKCHIBHOU M AJIbACTHIHON I'PYIIIL.

« Ioaykeraau oOpasyrorcs npu
BHYTPUMOJIEKYJIAPHOM B3aUMOACUCTBUHA
FMAPOKCUJIBLHOU I'PYNNbI U KETOIPYNIbI.



Huxkianueckune GpopMbI

CH,0H

).

o Y
0, M ) OH H (EJH
\
" —l—ou CHOH VEaRTE =
| ' ’(I.' _OH a-D-Glucopyranose . H
HO_CI_H = H\C/ ?H HHC‘. H—L—OH
H—C—OH \ _%/ =0 " )
C . H
o o (o
0-Glucose OH H/ 2
- HO H
(peian oy }\H% DA b
(ptehn b (oo f o)



AHOMEpHbIE aTOMBbI YIJIepoaa

s MOHOCAXxapua OTHOCHUTCH K 0 aHOMEPaM, €CJIN T’MAPOKCUJTIBbHAS I'PpyIIlia
PacnoJgokK€Ha 1oa NnNJ10CKOCTbI0 KOJIbI A,

=  MOHOCAXAPHJ OTHOCHUTCH K f aHOMepaM, ecJiM I'HAPOKCHJIbLHAS TPyNIa
pacnosioKeHa Haj MJI0CKOCTBhIO KOJIbIIA.

CHOH

o-Glucose
(open-cham form)




Haun0oJ1ee pacrnpocTrpaHeHHbIE

aucaxapuabl
HazBanue CocrTasb UcTouHuK
JAKTO03a rajlakro3a MOJIOYHBIC
[JII0K03a MPOAYKTbI
MaAJdbTO03a IJIIOKO3a FI/II[pOJII/B
IJIIOKO3a Kp axmMajia
caxap 03a IJIIOKO3a CBCKJIA,
(bpykTOo3a CaxXapHbIH
TPOCTHHUK




Sucrose
x-D-Glucopyranosyl-(1 -+ 2)-p-o-fructofuranose

CH-LOH

Lactose
pB-o-Galactopyranosyl-(1 —4) o-p-glucopyranose

CH-,OH SAIINS

/—O
H

OH H

Maltose
x-D-Glucopyranosyl-(1 > 4)-a-p-glucopyranose




Hauno0oJ1ee BaxKHbIe MOJIMCaAXapUABbI,
COCTOSIIIIUE U3 OCTATKOB IJIIOKO3bI.

HasBanue | CBs3u 3HauyeHue
AMMI1032 o-1.4 KOMIIOHEHT KpaxmaJjia
AMuwionekTun |o-1,4 KOMIIOHEHT KpaxmaJjia

o-1,6
Ienro103a B-1.4 HemnepeBapuBaeMblil
KOMIIOHEHT PACTCHUH
I iukoren o-1,4 (opma xpaHeHU A
a-1,6 YIJIEBOAOB Y "KUBOTHBIX




Kpaxmau

AMMJII03a

CH,OH CH,OH

w-1,6 linkage

0\ 1,4 linkage
cnzon OH CH,OH OH cnon OH ©'CH, Ll CH,OH

N‘x’“_/L Q@MJ




Garrett & Grisham: Biochemistry, 2/e
Figure 7.21

CH,OH

<

CH,OH

Amylopectin

Saunders College Publishing




Ioaucaxapuasbl

IiMkoren — ¢oopma XpaHeHUs1 YIJIeBOAOB B 'KUBOTHBIX

TKAHAX (MIeYeHHU ¥ MbIIIIIAX)
CH,OH CH,OH

gt ) £ B kG 1,6 linkage
Nonreducing

\ ends 0\ i=1,4 linkage

CH,0H CH,0H OH CH,OH OH CH,OH On ®'CH, CH,0H

Qo@ " Al

OH OH OH OH H
Ie/1110J103a - CTPYKTYPHBIM KOMIIOHEHT KJIETOK

pacreHun

OH
(B-1-4- rnukosnAHbIE CBA3M ) B-1-4- ITTIOKAH



[ Ipor3BOIHEIE MOHOCAXapPUIOB

dochopHbIe IPUPLI
AMHHOCaxapa

YpOoHOBBIE€ KHCJIOThI
Jlezokcucaxapa (ae3okcupuoo3a)
Cnuprtsl (COpOMTOJ, MAHHUTOJI).



dochonpou3BoOaHbIC

DOpyxkT030—2.6—6ucdocdhar S5-bocdhopuGosmn-
-I-nmpodiocdiarT




Kucjaorsl 00pa3yrorcs B pe3yJabrare
OKMCJICHUS AJIbACTHIHOU WJIH CIIUPTOBBIX
Py MOHOCAXAPHU/I0B.

FTMHKOHOBAA KHCNOTA

0\\ OH OH H
C FTMMHOKOHONAKTOH

4 =

MHUKYPOHOBAA KHCNOTA




KHuca0Tbl — NpoM3BOAHbIE MOHOCAXAPOB

« [UIIOKypOHOBasi KHCJI0TA — yYaCTBYeT B MeTa00u3Me
OmIMpyoOnHa, iBJsIeTCsI KOMIIOHEHTOM NMPOTEOIIMKAHOB

OH OH H
W o

N P
H H OH H

FNHKYPOHOBAA KHCNOTA

I
H —C — OH H—C —OH
1 |
H—C — OH ___NADPH _ = Hg—cCc—OH
| L-gulonic I
HO —C —H O dehydrogenase HO —cl =4
I
H— C — OH H—cl —OH
|
H —cC H—C —OH
| |
CcC —0 CcC —=0O CcC =0
D-Glucuronic acid L-Gulonic acid L-Ascorbic acid

p1i-hydroxy acid dehydrogenase
NAD*




Jlesokcucaxapa

Jle3okcucaxapa coaep:xar aTroM BOAOPOIa BMECTO

TUAPOKCHIBHON IPYNIbI, 2- 1e30KCUPHU003a CONCPKUTCH B
moJiekyJaax JJHK

H

OH OH OH H

Pubosa Nesokcupubosa



Caxapocnuprsl

s [VTIOKO34 BOCCTAHABJINBACTCH B COpﬁI/ITOJI;
s MAHHO34 BOCCTAHABJ/INBACTCHA B MAHHUTOJI,

» (pYKTO3a MOKET BOCCTAHABJINBATHLCSI B COPOUTOJI U B
MAHHMTOJI 0J1arogapsi HOBOMY aCHMMETPHUYHOMY
aromy yruepoaa. Caxapocnupmut (hyHKUUOHUDYIOM
KAK RPOMENCYmMOUHble NPOOYKHIbL MUHODHBIX
MemadoauuecKux nymeil.

T'unepnpooykuusa copoumona umeem KjiuHuueckoe
3HauyeHue y 001bHbIX CAXAPHBIM OUademom.



AMHHOcCaxapa

AMHHOCAXapa — MPOU3BOHbIE, MOHOCAXAPHU/IOB, Y
KOTOPBIX THAPOKCIJILHAA I'PYIIIA 3aMellleHa AMHHO-
WM alleTHJIAMHHO- TPYNIIAMMU.

r——UH

CH,OH

0 O

p-o-Acetylgalactosamine p-o-Acetylglucosamine Sialic acid (Sia)
(GalNAg) (GleNAg¢) (N-Acetylneuraminate)

a[JIIOKO3AMHUH — NPOAYKT r'HAPOJIM3a XUTHHA, OCHOBHOTO
KOMITIOHEHTA MAHIUPSA HACEKOMbIX U PAKOOOPA3HbIX;

x[AJAKTO3aMHUH 00HAPYKEH B XPAILIIAX U
XOH/IPOUTHHCYJIb(aTax.



AHTHUIEHBI TPy KPOBH

Anmucenvl 2pynn Kkpogu - cieliipuUecKuu KJjaacce
0JIUT0CAXAPUI0B, KOTOPbI€ MOI'YT
IMPUCOCTUHATHCH K 0eJIKaM, JUIIUIAM.

I pynma KpoBH 4e/I0BEKA 3ABHCUT OT NPUCYTCTBUA
cnemu(PUIeCKUX AHTUTeHOB. HykepoaHbie
AHTUTECHbI MOT'YT BbI3IBATH CUHTE3
cnenupuIecCKuX aHTUTEI.

ABO rpynnsl KpoBu coaep:xar ABO aHTUIeHBI,
KOTOPbIE OTIUYAKTCH OJAHUM MOHOCAXAPUIOM,
IPUCOCANHEHHBIM K 001el cepAlleBUHE.



AHTHUIEHBI TPy KPOBH

Fuc
u—'l,?.\

Gal

I B-1.3
GIcNAC

l B-1.3
Gal

O antigen

Fuc - pyko3a; Gal - ranakrosza; GalNAc - N-aneruaranakro3amun; GlcNAc - V-
AlEeTHITJIIOKO3aMHH.




XapaKTepUCTHKA TPy KPOBH

AHTHUI€HBI Het A B AB
IPUTPOLIUTOB
I'eHoTUNBI 00 AA nim | BB nwiau BO AB
AO
AHTHTEJIA B AHTH-A AHTtHn-B AHTH-A Het
CLIBOpOTKe AHTI/I-B
KpPOBH
I' pynnsl Od A (II) B (1II) AB (1V)
KpPOBH
Yacrora (%) 45 40 10 S




ABO rpynnsl KpoBH

I'pynna kposu O (I) JIoau ¢ 3TOM rPpynmnoi KpoBu
CUHTE3UPYIOT aHTUTeda K A 1 B anTturenam. Um
MOKHO IepeJruBaTh KPOBb TOJbKO rpynnsl O. Ho oun
MOI'YT OBITH JOHOPaMH JJIsl BCEX JAPYrUX I'PyII
(YHHUBepcaJIbHbIE JOHOPBI).

I'pynna kpoBu A (II) OOpa3yloT aHTUTEIA TOJIBKO
nporuB B aHTureHoB. OHY MOTYT MOJY4aTh KPOBb
rpynn O u A, 1 ObITH JOHOPAMM JJIA rpynn A u AB.

I'pynna kposu B (III) OOpa3syrr aHTHTE/IAa TOJBKO
NPOTUB A aHTUIeHOB. OHHU MOTYT IOJIYy4aTh KPOBb

rpynn O u B, u 0Ob1Th JOHOpamu g rpynn B u AB.

I'pynna kposu AB (IV) Jloau ¢ 3TOM rpynmnou KpoBu
He CHHTEe3UPYIOT AHTUTEJAa HU K A, HU K B
aHTUureHaMm. OHM MOI'yT 10JIY4aTh KPOBb JII000H
rpynmnbl (YHUBEpPCaJbHbIe PEIUIIMEHTDI)




beok-yriieBoaHbIe CBSI3H

N-2auko3uonste (yriieBoJabl IPUCOCANHSIOTCS Yyepes
AMUHOIPYIIIBI aclaparuHa). 1o HaudoJiee
PACIIPOCTPAHEHHBbIN KJIACC IVINKONPOTEUHOB.

O-z2nuko3udnsie (yriieBoabl NPUCOEAMHAOTCH Yepes
rMAPOKCUJIbHBIE TPYIIILI CEPUMHA UJIM TPEOHUHA).

HN\\C/ACHs

I
o

N-linked GIcNAC O-linked GalNAc



I IMKONMPOTENnHBI

CTPYKTYpPHasA (KOMIIOHEHTbI KJIETOYHOMI
CTEHKH 1 MeMOpaH);

KOMIIOHECHTBI CMa3KU.
KJICTOYHbBIC KOMMYHHUKAIIUHA,

FOPMOHBI (TUPEOTPOIHBIMN,
XOPUOHUYECKUU TOHAJTOTPOIIHUH);

KOMIIOHEHTHI HMMYHHOM CHCTEMBI
(MMMYHOI100yJIMH, HHTEP()EPOH).



IIporeoriinkaHbl

» [IpoTeorinkanbl ABJISIIOTCSI OCHOBHBIM KOMIIOHEHTOM
MEKKJIETOYHOT0 MaTPHMKCA.

o YFJIGBOI[HI)IM KOMIOHCHTOM IIPOTCOIVINKAHOB
ABJIHAIOTCHA TIVIMKO3AMHUHOI/INKAHBI.

» [VIMKO3aMUHOIJIMKAHBI COCTOAT U3 MOBTOPHAIOLIMXCH
AMCAXAPU/IHBIX eIUHHUIIL.



Carboxy late

Proteoglycan group

Core pl‘ulei n—"

Link protein —

Hyvaluronic acid =

protein

.,0 b4
244

pro win

O-linked oligosaccharides N-linked oligosaccharides




(Outside)

Extracellular

. . matrix
Fibronectin

\
-
A
2
.
1

Chondroitin sulfate
Binding proteoglycan
site

Binding
site

Growth factor @'

bound to Integrin
heparan receptor for
sulfate in ' fibronectin
matrix P

ﬁ\)? """.'.“\
/ K < Membrane heparan %-.\.

sulfate proteoglycan

Cytoskeleton
(actin)



CTpyKTypa INIMKO3aMHUHOIVIMKAHOB

H HNCOCHg H HNCOCHg3 =

Repeat unit of hyaluronic acid Repeat unit of chondroitin 4-sulfate

COO— "“03$OCH2 H20H _03$OCH2

Qn
ol R OHH OHI-I

H HNSOZ3 7 H HNCOCH3

Repeat unit of heparin Repeat unit of keratan sulfate

H CH5,OH

ele)
OH

H H HNCOCHg .3

Repeat unit of dermatan sulfate




CTpyKTypa u pacnpeaejieHue

INIMKO3AaMHUHOIVINKAHOB

HaszBanmue IHoBTOpAIOIIASICH Tkanb
CANMHHUI A
I'uajgypoHoBasi KMCJI0TA | [JTFOKYpOHOBast KUCIIOTA~ BryrpucycraBHas
N-aneTunriroKo3aMuH KUJKOCTb,

CTCKIIOBUAHOC TCJIO
Irj1asa

XOHIPOUTHHCYIbG}AT [ TIroKypOHOBast KUCJIOTA- Koctu, xpsiu
N-aneTnaranakro3aMuH*

Keparauncyabgar ["anakro3a- Xpsmu
N-aneruiaragakro3amMuH™

I'emapauncyab@ar ['mroxypoHoBast kuciora*- JI€rkue, MBI,

[IIFOKO3aMUH*

IICYCHb

depmaran cyab@ar

W ypoHOBasi KUCJIOTa™-

N-amerwirajakro3amug*

Koska, 1€rkue

[Toka3pIBa€T HAJIMYME OCTATKA CEPHOU KUCIIOTHI




OBMEH YIJVIEBO/10B
(CMHTE3 U pacnaja INIMKOIreHa)



IlpeBpalnnenue yriieBoaoB B
[MUAIIEBAPUTEIHLHON CUCTEME

Yrnesoabl nuwm

ToHKWMA

KMIUeYHMnK q .

Moagxenynodydas
xenes3a

Moxoaa

Kucnas cpena.
MHrunbupyrowan
axTMBHOCTbL
amunassol

AmMumnasza
nNoAXEeNYyAO4YHOro
coka

MansbTasa
MNMakrasa

PDpykTOo3a -=--Caxapas3a

MNanaxrosa

‘
\

KnerTuarka

KMwuwe4Yy=oro
COoKa



Bread and pasteries on a rvack al a French bakery,

Faris. Carbohivdrales swuch as these provide a signifi-
canld poriion of hwman caloric intake (© Starenr Rothfeld

Tovey Stomee frecages)



TpancmopT IIIOK03bI B KJIETKH TKAHEH

Pacnpenesenue 0eJkoB-TpaHcnoprepoB riiroko3bl (IJIHOT)

Tuns! IJTFOT Jlokajqu3anusi B opraHax
IJIFIOT-1 Mo3r, IJ1a1enTa, MOYKH, TOJACThIN KHIIeYHHK
IJIFOT-2 IleyeHb, MOYKH, 0€TA-KJIETKH OCTPOBKOB

JIaHreprauca, JHTEPpOLUUTHI
IJIFOT-3 Bo MHOrux TkaHfAX (BKJIOYas MO3L, IIALIEHTY,
MOYKH)
IJ1FOT-4 B Mbimnax (CKeJeTHOM, CepAeYHOM), dKUPOBOHT
(MHCYTMH3ABHCHMbII) TIAHH
IJIFOT-5 B TOHKOM KHIIeYHHKE (BO3MOKHO SIBJISIETCS

MEePEeHOCYUKOM (PPYKTO3bI)




BHYTPpUKJIETOYHBIN MEeTA00IU3M
[JIIOKO3bI

Kara0oanyeckue npouecehl
= AHAIPOOHBIN U A3POOHBIN pacnaa INIKO3bI

= pacnaj IiMKoreHa (rJimKoreHoJIus3)
AHAa00JIMYECKHE NMPOLECCHI

s CHHTE3 IVIIOKO03bI ( [TIIOKOHEOreHe3)
s CHHTE3 ININKOIreHa (IVIMKOreHe3)
s CHHTE3 IEeHTO03 (IeHT030(ochaTHbIN NYTH)



Garrett & Grisham: Biochemistry, 2/e
Figure 19.5

Glucose
l Glycogen ——» Energy storage
in liver and muscles
Pentose <«—— Glucose-6-phosphate —» Glucose-1-phosphate
phosphate
pathway Glucuronate —» Carbohydrate
Fructose-6-phosphate — Glucosamine-6-phosphate /
Synthesis of
NADPH and l
4-C, 5-C, and
7-C sugars Glycolysis continues

Saunders College Publishing




Glycogen granules

INIMKOI'EHE3
(CMHTE3 INIMKOI'eHA)

= [JIMKOreH — OCHOBHOM pe3epBHBIN MOJIUCAXAPHIL,
NEeMOHUPYIOUIUIACH B IIEYEHU M MbIIIIAX B BUE
rpaHy.l.

« [lpu momuMepu3zanmm riIr0KO3bl CHUKACTCH

pPacTBOPUMOCTH 00pa3yromieicsi MOJIeKYJIbl
IVIMKOreHA U €€ BJNSIHHE HA 0CMOTHYECKOe JaBJIeHHe.

» KoHHeHTpanus IIIMKOreHa B nmeYeHu gocruraer 5%
eé Macchl;

» KoHIeHTpanusa riuKoreHa B MbIIAax coCTaBJIsieT
0k0J10 1%.



DparMeHT MOJIEKYJIbI INIMKOT¢HA
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JTanbl ININKOIeHe3a

» Cunre3s ypuagunaudocharirokosbl (Y1PD-
[JIIOKO3bI);

« OOpa3oBanue al,4 IIIMKO3MIHBIX CBSA3€I;
» OOpa3zoBanue al,6 IIIMKO3UIAHBIX CBSI3€M.



Cunre3 Y1@-1JI1I0K03bI

Garrett & Grisham: Biochemistry, 2/e
Figure 23.17

H o [s)

oO-P O-—P O

|
OH
(s g o~

Uridine diphosphate glucose
(UDPG)

Saunders College Publishing




Glucose-1-P

UDP-glucose o S 3 m
pyrophosphorylase

UDP-glucose



OoOpa3oBanue 01,4 rIINKO3UIHBIX

CBs3eH
» beJIoK INIMKOreHuH 00pa3yeT cepaAueBUHY

rPaHyJbl [JINKOIeHA

« llepBbIN 0CTATOK IVIFOKO3bI MPUCOCTUHACTCS
K Oesky yepe3 HO-rpynmny Tupo3uHOBOIO
0CTaTKA

» [JIMKOreH CHHTa3a MEPEHOCUT OCTATOK
IJ1I0K03bI ¢ Y/®D- rimoko3sl Ha C-4
I'MAPOKCUIBHYIO IPYIIIYy HEpeaAyMPYIOIIero
KOHIIA



[JIMKOI'EHES

(CMHTe3 IINKOIreHa)

OHH I
HO O l|° O li’ O—CH2

H OH OoH OH
H H
H

UDP-glucose HO OH

- (Glucose)n
N~ > (Glucose)n + 1

glycogen synthase

UDP




HN |
HO O O /)\\
HO — oun 3 | I o =0
O—P—O—P—O0—CH; o
[ Sone,
8 1z O~ H H
H H
OH OH
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OoOpa3oBanue 01,6 ININKO3UIHBIX
CBA3EH

(1 —=4)terminal
chains of glycogen

Branching

enzyme
cuts here...

.and transfers

a seven residue
terminal segment
to a C(6)~-OH
group




Pacnaa riimkoreHa B TKaAaHAX

I 1MKoreH Tkanem - BA)KHBIN 3alIaCHOM
MaTepMaJ, ero pacnaja TiareJbHo
KOHTPOJUPYETCHA

I makoreHochopuiiasza orpes3aet 0CTATKHU
IJIFOKO3bI ¢ HEPEeAYIHUPYIOUIEro KOHIIA
MOJICKYJIbI [VIMKOT¢HA

Ilpouecc HazpiBaerca pochopoaus

IlpenmyurectBo (pochoposinsza nepen
TUAPOJAM30M: MPOAYKT peaKI MU INII0K030-1-
dpochar uzomepusyercsi B IlIl0K030-6-pochar —
CyOCTpaT INIMKOJIN32



I 1uKoreHoIu3
(pacnaja INIMKOreHa)

1. ®ochopoaus al1,4 IIUKOZUAHBIX CBA3EH

depMeHT: mIIMKoOreHdgochopuiasa.

Monexyna enuxozena npu 3mom ymeHvuaemcs Ha 0OUH
0CMamox 2/110KO3bl.

Peaxyus sasnsemcsa ckopocmo-tumumupyroweu.

Glucose 1-phosphate Glycogen
(n residues) (n =1 residues)




Garrett & Grisham: Biochemistry, 2/e
Figure 15.13

OH
HO

L OH

Nonreducing end

OH — OPO,H,

HO
OH
«a-D-Glucose-1-phosphate

—0

OH —n

residues

—In-1
residues

Saunders College Publishing




I 1mkorenoJins

2. Pacimiemienue o 1,6 riuko3uIHbIX CBA3EH

Ilpouecc mporekaer B ABa dTamna:

a. TPM OCTATKA IVIIOKO3bI NEPEHOCATCH ¢ BeTBU IVIMKOIEeHA HA
OCHOBHYIO Lienb ((pepMeHT: TPpaHchepasa)

0. OCTABIIUIHCH OCTATOK ITIOKO03bI OTIHECIJIACTCH
rugpoauTudecku (pepment: o 1,6 riirokozugasa).

H,0

N

B ] ,Cw'(;l Lo

sidase

Glycogen Glucose Glycogen
{r residues) (n = 1 residues)




I 1ukoreHoJmns

>

Q\/C)\/’éD\O\/(M

POCPOPHILAS S

@”;:11@@

TPHITIFOKO30O-
TPSASHCPEPA3S S

AMNMMITO-1.6-
MIMNMIOKO3SM AaAAasSn

HEPASRBRE TRIIEHHEILT

T EKOTEH
POCPTOPHILAS S




Peryasnusa CMHTE3a M paciaaa

INIMKOI'CHA

« lumkorendgochopuiiaza ajjiocTepuyecKu
akTuBupyercsas AM®D u unruoupyercsa ATD u
[JII0K030-6-hochaTom

» [VIMKOreHCHMHTAa3a CTUMYJIUPYETCH IIIH0K030-6-
(pocharom

» O0a pepMeHTAa PEryjIupyrOTcsa nyrem
KOBAJICHTHOM MOAUG(DUKAIIAN:
(pochopuiupoBanueM-aedochopuiIupoBaHueM



L opMoHaIbHAS peryJasanus

» MHCYJIHH ceKpeTupyercs
IOIKEJIYI0OYHOM KeJIe30M B OTBeT Ha
MOBBINIICHUE YPOBHS caxapa KpoOBH

» MHCYJIMH aKTUBHPYET INIMKOT€HCUHTA3Y
U MHTMOUpYyeT pacnaja IIIMKOreHa



Splenic vein

4 W\z ‘

Pancreatic veins




Garrett & Grisham: Biochemistry, 2/e
Figure 23.22

Insulin

Insulin receptor

Y

Protein phosphorylation
and second messenger

() Gluconeogenesis

- modulation \

-+ Protein synthesis

Q
Lipid
breakdown
Saunders College Publishing




1 JTIOKOTOH M apeHATHH

1 JIFOKOTOH M aJIpeHATMH CTUMYJIHPYIOT pacnaji
[JINKOTeHA

[JIIOKOTOH CeKPETHPYETCH MOIKETYTOUHOMN KeJIe30H

[ JIFOKOIOH JeCTBYET TOJbKO HA NeYEHb U ) KUPOBYIO
TKAHb

AJIpEHAJIMH CUHTE3UPYeTCHd B HAAMOYCYHUKAX
AJIpeHaJIMH JeACTBYET TOJbKO HA MeYeHb U
MbIIIIbI

DochopuiIasHbIA KACKAA YCHJIUBACT CUTHAJI




AKTHBAIUSA ITIMKOTeH(pochopuiIasbl

Epinephrine B-Adrenergic Adenylate

P R
AMP

!

Protein - ™ Protein
kKinase A kinase A

i

Phosphorylase — —, Phosphorylase

kKinase kinase

1

Phosphorylase — —, Phosphorylase
b a




AKTHBAIIMA INIMKOT€HCUHTA3bI

[JIMKOreHcuHTa3a aKkTUBHA B 1e(pochopuIMPOBAHHOM COCTOSAHUM

Adtvated Adtvated / AP
InSulin' == receptor ==mena ¥ insulinvsensitive s—
tyrosine kinase protein kinase ﬁ\
Y

Dephosphorylated
phosphonylase Kinase
(nactve)

protein phosphatase 1




1 JIIOKOTOH U aAPCHAJINH

» O0a ycmimBarwT pacnaja riimkoreHa, Ho
10 Pa3HbIM IIPUYHUHAM

» AnpeHauauH («fight or flight hormoney)
OBICTPO MOOMJIM3YET 00JIbIIIOE
KOJIUYECTBO IVINKOIeHA

» [IIOKOIOH OTBeUaeT 32 MoAAePKaHUe
[OCTOSIHHOI'0 YPOBHS IVIIOKO3bI B KPOBH
yTEM MOOMIU3AIMU ITINKOTe¢HA U
AKTUBAIIMHU IIIOKOHEOreHe3a B MeYeHHU



I 1uxorenoJins

a MBIIIEYHBIN ININKOIeH ABJIAETCH HCTOYHHUKOM
[JII0OKO35I JISI CAMOU KJIETKM.

» [UIMKOIreH meYeHn UCIO0JIb3YeTCHa IVIABHBIM
o0pa3oM A1 noaaepsKaHus PU3HoJI0rH4eCKon

KOHICHTPAIINA IVIIOKO3bI B KPOBM.

Paznuyun odycnoeienvt mem, umo 6 Kjiaemke nedyeHu
npucymcmeyem  hepmenm  210K030-6-hochamasa,
Kamaausupyrowas omuienienue gochamnuou zpynnol
U oopazoeanue Cc60000HOU 2NIHOKO3bl, NOC/e Ue20
2/II0K03a nocmynaem 6 Kpoeomok. B knemkax mwviuiy
Hem 3mo20 epmenma, U pacnao 2AUKO2EHA UOemt
mobko 00  o00pa3zoeanus  2nOK030-6-hochama,
KOMOopbwlil 3amem UCnoJib3yemcs 6 Kiemke.



Garrett & Grisham: Biochemistry, 2/e
Figure 23.8

Cytosol Endoplasmic reticulum

Glucose-6- S
phosphate < P ucose

Glucose-6- ) C
phosphatase (
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Cxema cuHTE3a M pacnaja riimkoreHa
(peryasinust mpoueccoB)

I rMKoreH |

MHCYNMMHCO— s
| rAMKoreH A,
. cuHTera3a ~

UDF-rnoKo3a-

rAoKAaroH
= anpeHanmH

rnlomso-1- !
docdsar I
’E“~
T 2 ' l = dhocdhor moKo-
- ~  myrasza

rMMoKo30-6-

Pocdar

rOKO030-6-

dwocd=araza




I opMOHBI, peryjaupywinue 00MeH IIHKO03bI

T'opmon b peKThI
Nucynun s YMEHBIIAET INIMKeMUI0, CHIUMYIUDPYEHL TIOTJIOIEeHHE
IVIKO3bI TKAHAMHU, [VINKOJIU3 U CUHME3 2IUKO2CHA
mCHUdMICACH 2TUKO2EHOMU3 W TIIIOKOHEOTeHe3
Iiroxaron mAKmMueupyem 21uK02eHoaU3 N TIIKOHEOTeHe3
AJIpeHaJTuH «CTUMYJIHPYeET IIIOKOHEOTeHe3 B MeYeHH
rCmumynupyem 2iuKo2eHoIU3
«OrpaHn4uBaeT CeKpeun0 HHCYJIUHA 0eTa-KIeTKAMHU
0CcTpoBKOB JlaHrepranca
KopTu3soa «CTHMYJIHpPYeET IIIOKOHEOTeHe3 B MIeYCHHU

«OrpannunBaeT yTHIM3AIMIO INIIOKO3bI B IepU(epuIecKux
TKaHAX

T'opmon pocra

«OrpannumuBaeT yTHJIN3ANUIO IVIIOKO3bI B IepudepuIecKux
TKAHSAX




Tunsl HAapy1IIEeHUS 0OMEHA
[VINKOIeHAa

» IUIMKOreHo3n1 — 3a00/1eBanusl,
00yCJI0BJICHHBbIE J1e(peKTOM (pePMEHTOB,
Y4aCTBYHWIIUX B pacnajie riMKOreHa

s ATIMKOIeH03 — 3a00/1eBaHN e, BO3SHUKAIOIIIEe
B pe3yJjbrare Je(eKTa NMIMKOreHCHHTeTa3bI



Glycogen Storage Diseases

Type 0

Type I - von Gierke's disease

Type Ib

Type Ic

Type 11 - Pompe disease

Type IIb - Danon disease

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

Type V - McArdle disease

Type VI - Hers disease

Type VII - Tarui disease

Type VI1II

Type IX

Type XI - Fanconi-Bickel syndrome



Tunsl HanboJIEe YaCTO BCTPEYAO M XCSH

INIMKOI'CHO30B
dopma ledexTHnin pepment | Tun, HazBaHue
IJINKOT€HO03a 00J1e3HHU
IHeyeHouHAS Irok030-6-pocparasza I bose3ns I'upke
AMuiio-1,6-1roko3umgasza III bose3ns ®odca-Kopu
(«aeBeTBAIIUIN» (hepMeHT) (TMMHTAEKCTPHUHO3)
dDochopuinaza V1 boae3ns Xepca
Kuna3za ¢dochopuiasnsi IX
IIporennkuHasza A X
MBIIIICYHBIC Imukorendgocdopuiiaza V boje3nb MakApaJia




JIMarHoCcTuKka rJIMKOreHo30B

OnpenesieHue coaepsKaHuA INIMKOIeHA B
KPOBM, IPUMTPOLUTAX, JEHKOUUTAX
OnpeneieHue coaep:kaHuA INIMKOreHa B
Ouonrarax nme4yeHu U MbILII

UccaenoBanue coaep:xanus (pepMEHTOB,
Y4aCTBYKOIIHUX B pacnaje rimkoreHa (B
COOTBETCTBUM C (DOPMOHU INIMKOI'€HO32



MeTa001u3M (PPYKTO3bI M raJIAKTO3bI
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