XMMUA N OBMEH YIJIEBOLOB




"OyHKUUM YINeBO4OB

BHepI'ETI/I‘IECKaH. YriaeBoanl 00ecrmeuYnBaT

OKOJIO 50-60% CYyTOYHOIO dHEepPronoTpeoa1eHus:
OopraHusMa.

Il 1acTrnyeckasi. Yraesoas: (pu6o3a,
Te30KCUPH003a) MCIIOIb3YIOTCA [IJIA IOCTPOEHUA
ATP, AIP u spyrux HyKJIEOTHU0B, A TAK)Ke
HYKJI€EMHOBBIX KUCI0T. OTAe/IbHbIE YI/IeBOABI
SABISIOTCA KOMIIOHEHTAaMH KJI€TOYHBIX MEMOPAH U
ME)XXKJI€TOYHOT0 MaTPHUKCa
(IMMKO3aMUHOIIMKAHBI).

PeBEPBHa}I. YriaeBoabl 3aI1acarOTCs B
CKeJIeTHBIX MbIIIIIAX, TeYeHHU B BHUJIe ITIMKOIreHa.



—

PYyHKUMN yrneBOAOB o
=

3amuTHaA. CI0XHBIEC YIIIEBOAbLI BXOSIT B COCTAB
KOMIIOHECHTOB UMMYHHOM CUCTEMBI; MYKOIIOJIHUCAXapU bl
HaXOOATCS B CIM3HUCTHIX BEIIECTBAX, MOKPBHIBAIOIITNX
IIOBEPXHOCThH COCYIOB, OPOHXOB, MUIIICBAPUTEIHHOTO
TpaKTa, MOYEIIOJIOBBIX ITyTEM.

Cnenmdpuaeckas. OTaeabHbIC YIIICBOIbI YU4aCTBYIOT B
o0ecneueHN! Cueu(pUIHOCTHU IPYII KPOBU, BBIIIOIHSIIOT
POJIb AaHTUKOATYIISIHTOB, SIBJISIOTCS PELEITOPAMHU psiaa
TOPMOHOB WJIH (DAPMAKOJIOTHYECKHUX BEIIECTB.

PerynsaropHas. Kineruarka nuiu He pacuieruisieTcs B
KHIIIEYHUKE, HO AKTUBUPYET MEPUCTAIBTUKY KHUIIICYHHUKA,
()epMEHTBI MUIIEBAPUTEIBHOTO TPAKTA, YCKOPSAS YCBOCHHUE
[IATATEIIbHBIX BEIIECTB.



VI,
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KI'IACCI/ICDMKALI,I/IFI

MOHOCaXapH/bl (IpocThie caxapa)
AHCaXapHUIbI
OJIMTOCaXapPH/IbI

MOJIMCAXaPUAbI



MOHOCAXAPUADI

« Arppossl (-CHO)
* Keto3sr (>C=0)









WN3emepu - =

HM30Mepsl — BemiecTBa, MMEIire OJUHAKOBYIO

XUMUYIECKYI0 QOpMyITy

Onmuueckue u3omepbsbl oTIM4aIOTCs

OpHeHTaluei aTOMOB U PYHKIIMOHATBHBIX
IrPyni B MPOCTPAHCTBE

INUMeEPHbl oTIn4arTca KOoHpopMan e
TOJBKO Y OAHOTO aTOMa yriepojaa

JHAHMUOMEPDBLL ABAAKOTCA 3€pKAJTIbHBIM
OTpa>KeHHueM APYT Apyra




HO
o
= / |
C}EHE

HO

Dihydroxyacetone
(3 ketoss)

HO

0-Glyceraldehyde
(an aldose)

-Glyceraldehyde
(an aldose)
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Liuknnuyeckmne popmbl MOHOCaAXapuaoB

[Tonryaneraiu oOpa3yroTcs mpu
BHYTPUMOJIEKY/IIPHOM B3aUMOJeUCTBUHU
TUAPOKCUJIIBHOU U a/IbAEeTUJHOU I'PYIIIL.

[TonykeTamu o6pas3yroTCsa mpu
BHYTPUMOJIEKY/JIAPHOM B3aUMOAEUCTBUU
T POKCAJTBHOU rPYNNbI U KETOTPYIIEL.



LUKTUMECKUE ®OPMbI TMOKO3b

HO—— —H

H——_—0QH

H—_—QOH

CH-OH

o-Glucose
(open-cham form)

CH.OH
H Q H
H
OoH H
HO OH
H OH
u-p-Glucopyranose

CHLOH

OH
i

H )
.--'"'--H
OH H
HO
)

I
H H

p-o-Glucopyranose




LUKTUMECKUE ®OPMbI PPYKTO3bI

0. _CH,0OH

e HOH,C

HO—C—H
H—C—OH
H—C—OH

CH:OH

D-Fructose
{open-chain Tarm)

HOH,C

a-o-Fructofuranose
(a cyclic form of froctose)




~ AHOMEpPHbIEe aTOMbI Y€ a /

MOHOCAXapHuj, OTHOCUTCSA K O aHOMepaM, ecCIu
TAPOKCUIBbHAS rpymnmna PAaCIOJIO)KEeHA oz,
MJIOCKOCTBHIO KOJIbLIA;

MOHOCAXapHJ, OTHOCUTCSA K [} aHomMepam, ecam
TUAPOKCUIBHAS rpymnmna PACIOJIOXKEeHa HaJ,
MIOCKOCTBIO KOJbLA.

CH-OH
4 O H
H
() | oM H
B HO I H
H 1 OH CH o OVH rff’fﬁ H OH
T . _H -p-Glucopyranose
H'I:I'—ILI_..—H e .-": ﬂH‘w
= T H .
H TI_. OH |!; f -
HO ;
i rl' - H “oH e T=er
i 1H
CH 2O H ey
D—G s i s HO OoH H
{open—cham form)
H I

B-—o—Gluco pyran ose
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Hanbonee pacnpocTpaHeHHble Ancaxapubl
Ha3Banmue CocrTaB UCTOYHHK
caxaposa rJII0K03a CBEKJIa,
¢pyKTO32 caxapHbli
TPOCTHUK
JJAKTO03a raJjJaxKkro3a MOJIOYHbBIC
III0K03a NPOAYKThI
MaJibT03a NVIIOK03a rHApoJjini
III0K03a KpaxmMaJia




H 'E:'H

Sucrose
{rx —D—Glucopyran osyi—( 1 o 2 - [B-o-Troactoforamosse

o I LHH

- — L} H
=1 H [
Chi i | CrH
|
H T

Lot s
{R-D-GCGalactopyranaosyl {(f —4) x-C-glucaopyranoss

= H 1--::--H T H A

E

fix-p-Glucopyranasyl-{(7 =3 ax-p-glucopyranoss
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Haubonee Ba*KHbIe osAMcaxapuabt, —
COCTOAILLME U3 OCTATKOB IMTHOKO3bl.

Ha3sanue | CBa3u 3HayeHue
AMUJI032 a-1,4 | KOMIIOHEHT KpaxMaJjia
AMUJIONEKTHH |a-1,4 KOMIIOHEHT KpaxmaJia

a-1,6
Heaono3a B-1,4 HenepeBapUBaeMbIH
KOMIIOHEHT PaCTeHUH
Iukoren a-1,4 | ¢popma xpaHeHHsn
a-1,6 |yrIeBOaOB Yy JKHBOTHBIX




a/l

AMumiaosa
6 CH50H

= ')

Y OH 1
B >
OH

a— 1-4- FTNHOKAH
AMUMIONIEeKTUH

CH;EIH CHOH l'I-;“H

hY

e — -DH |.-1 & linkage
I"-.Iurlr-l.duurm \_/
| ends —0—

i=1,4 linkage
' HEDH 'E.HEGH {}H CH.OH oH CH;OH m CH,0H

w@@ QQ




Garrett & Grisham: Biochemistry, 2/e
Figure 7.21

CH,OH CH,OH CH,OH

SO OO

CH,OH CH,OH

CH,OH CH,OH CH? CH,OH GH,OH

Amylopectin

Saunders College Publishing




Monueaxapnabl \/

I'makoren — ¢gopMa XpaHeHHsl YIVIEBOAOB B }KHBOTHBIX

TKaHAX (MeYeHH U MbIIINAX)
CHEGH CH,OH rh

i DH | o ['.IIII'II'EFIE'."
I"-.Iurln.duurrg. "-,,| f‘ | . —'LJ—\—/
| ends it=1,4 linkage
\ H;DH CH,OH nH CH.OH OH CHOH m CH,0H

EEESs

].le.n.nmo:ta c'rpymypnun KOMIIOHEHT KJIETOK
pacTreHui

6 CH-OH 6 CH5OH

OH "
( B-1-4- rUKO3UAHEIE CBA3W ) p-1-4-TJIIOKAH



[ PON3BOAHbIE MOHOCAXAdpPNA40B

*@ocpopubie 3PUPHI
* AMUHOCaxapa
*YpPOHOBBIE KHCIOTHI

* /le3oKcHUcaxapa
(me3oKcupHOO3a)

* CriupThI (COPOUTOII, MAHHHUTOI).




MNowoso-1-thochar Mwxoao-6-dhochar

H,OPOCH, O H H,O3P O o

HQOP OgH
H H H
PpynTtoso-1,6-6Guchochar Punboao-5-dochar

OH OH

l l
H205;POCH OPOszH> H2OFO o O—FlT—O-fl’—OH
H HQ @ ©
H CH,OH
H 4 4

DPpyxT030—-2.6-6mucPpocdar S5-bochopnGoann-
-i-nuwpodiocdar




cnotbl 06pasyloTca B pe3yabraTte
OKUC/IeHUA anbAerMaHom Uam CNUPTOBbIX
rpynn MoHocaxapuaos.

H,C -OH
TMHEIHOEI A KMCNOTa i

OH OH H OH 5—0
| FMHEOHON AETOH

OH =
HDO 3 2

. \\\,\ H

HO % H‘x

DH

B-O-rniknza

MHEYPOHOERA KHCNOTS




RUCNOTHI = NPON3BOAHBIEMOHOCAXapOB—~

IOKYPOHOBAasA KUC/JI0TA — YYaCTBYET B MeTaOO/IH3Me
OVIMPYOUHA, ABASAETCSA KOMIIOHEHTOM ITPOTEOTTHKAHOB

0 OH 6C -0OH
OH OH H 0OH
W, / s— 0 OH

I S T
N5 7 LTI

1
H H OH H i\D !
FNHEYPOHOEZ A KHCNOT4 _H
» AckopOnHoBan kucjora (Buramun C)
[ —Z—o H—:—GH
| MADPH H_J:_GH H— C—OH

| T L-gulonic I
HO —C —H O dehydrogenase HO — "I3 — H
|

H—C — OH H—C —OH
| I
H —C H—C—OH o Cc—oOH
| 1 |
Cc =0 Cc =90 I—CZO
o L oy
D-Glucuronic acid L-Gulonic acid L-Ascorbic acid

Bi~hydroxy acid dehydrogenase

LA D

/ ,
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Ale3okcucaxapa

le3okcucaxapa cogeprKaT aTOM BOJOPO/ia BMECTO
TUAPOKCHIBHOM IPyNiibl, 2- A€30KCHPHO03a
copep>xurtca B moiekynax JHK

HOEHE HO CHE

OH OH OH

PuBosa Nesokcupubosa




= CaxapocnupThbl

I''TIOKO3ada BOCCTaHAB/INBAETCHA B COP6HTOJI;
MAdHHO3ad BOCCTAHAB/INBAETCA B MAHHUTOJI,

PPYyKTO3a MOKET BOCCTAHABINBATHCS B COPOUTOI U B
MaHHUTOJI OJIarogapsi HOBOMY aCHMMETPUYIHOMY aTOMY
yriaepoga. Caxapocnupmusl pyHKUUOHUPYIOM KAK
npomexcymouHsle NpooyKimnbl MUHOPHbBIX
Mmemaboauueckux nymeti.

Tunepnpodykuua copbumona umeem KAauHuU4YeckKoe
3HaveHue y 601bHbIX caxapHbim duabemomnm.



AMUHOCaAxXapa

AMUHOCaxapa - IPOU3BOAHbIE, MOHOCAXaPHUA OB,
Y KOTOPBIX THAPOKCUIbHASA I'PYyIIIa 3aMelleHa
AMHUHO- WIH AlleTUJIAaMUHO- TPYIIIIaMMU.

CH,OH
O OH

H—C—0H

CH,0H

L=F USRS 0 I:HHH' ga astasamine 0 M't:j' glucosaming lang ac ia)
f-L-F j-0-Acetylgal | p-o-Acetylgl i sialic acid (Si
(Fug) |GalNAg) (GlaNAG) | N-Aeetylneuraminate)

*TIFOKO3aMHWH - MPOAYKT rUPOIr3a XUTUHA,
OCHOBHOTO KOMIIOHEHTA MaHIUPA HACEKOMBIX U
PaKOOOPA3HBIX;

°TAaJIAKTO3aMUH OOHAPY)XeH B XpPAIIaX U
XOHAPOUTHUHCYIbPATaX.




AHmuezeHbl 2pynn Kposu - cienupuIecKuil Kaacc
OJIMTOCAXapUI0B, KOTOPbIE€ MOTYT IPHUCOETUHATHCA K
Oe/IKaM, JTUIIHUJAM.

I'pynna KpoBu 4Ye10BeKa 3aBUCHUT OT NIPUCYTCTBUS
cnenupuiecKuX aHTUTEeHOB. Yy)kepogHbIe QaHTUTEHBI
MOTYT BbI3bIBATh CUHTE3 cllenuPruIeCcKuX aHTUTEL.

ABO rpynmnsl kposu cogep>xat ABO aHTureHnsi, KOTOpbie
OT/INYAIOTCA OZHUM MOHOCAXapuaoM,
MpHUCOeTNHEHHBIM K 001Ieii cepaiieBUHeE.




Fuc - pykosa; Gal - ramakrosa; GalNAc - N-aneruaranakrozamun; GlcNAc -
N-aueTunarIroKo3aMuH.




N, i

DaKTEPUCTUKA FPYNM KPOBM

AHTHIeHbI Hert A B AB
IPUTPOLMUTOB

TeHoTHNLI BB nau BO

AHTHTeEJIA B AHTH-A
ChIBOPOTKE
KpPOBH

I'pynnel B (I1I)
KPOBH

Yacrora (%) 10




I'pynna kpoBu O (I) JIrogu ¢ 3TO¥# rpynioii KpoBu
CUHTe3upYIOT aHTUTeNMa K A 1 B anTurenam. m
MO)KHO TepeTuBaTh KPOBb TOJbKO rpynnsl O. Ho
OHM MOTYT OBITh JOHOPAMM JJISI BCEX TPYTUX
rpynn (yHuBepcaabHbI€ JOHOPBHI).

I'pynna kpoBu A (II) OOpa3yroT aHTUTEIA TOTBKO
npotuB B anturenos. OHM MOTYyT NOJIYy4aTh KPOBb
rpynn O u A, u ObITH JOHOPaMu AJis rpynm A u AB.

I'pynna kpoBu B (III) OOGpa3yroT aHTHTE/Ia TOJIBKO
npoTuB A anTureHoB. OHU MOTYT MOJIy4aTh KPOBb
rpynn O u B, u 6b1Th JOHOpamu Aast rpynn B u AB.

I'pynmna kpoBu AB (IV) JIxoau ¢ 9TOM Ipynimoi
KPOBHY He CUHTE3UPYIOT QaHTUTE/Ia HU KA, HU K B
anTureHam. OHu MOTYT ITOTy4YaTh KPOBb JIIO0O
rpynnsl (yHUBepcaIbHbIE PEIfUITHEeHTHI)




* N-eauko3udnbsie (YraeBOAbI MPUCOSAUHAIOTCA Yepes

AaMHHOTPYIIIIbI acIaparuHa). JTo Hanbojee
PAaCIPOCTPAHEHHBIUN KJIACC INTUKOMPOTEUHOB.

* (-2auko3udnsle (yrieBoabl MPUCOETUHAIOTCS Yepes
rIAPOKCUIbHBIE IPYIIITbI CEPUHA UJIN TPEOHUHA).

A
_

H N-__“'“"C"'_--E-HE

I
3

- limmked GlehAc

HOHC 2

L

2-linked Saldac



~QYHKUUUN TTUKOMPOTENHOB

CTPYKTYpHas (KOMIIOHEHTHI KJIETOYHOM
CT€eHKH U MeMOpaH);

KOMIIOHE€HTbI CMAa3KH!,

KJII€ETOYHbIC KOMMYHHKAIINH,

TOPMOHBI (THPEOTPONHBII, XOPUOHUIECKHUH
TOHAJOTPOIIHH );

KOMITOHEHTHhI HMMYHHOM CHUCTEMbI
(uMMyHOT/TO0Y/IUH, MHTEPEPOH).




OTEO/TIMKAHbI

e[IpoTeormnkaHbl ABAAIOTCA OCHOBHBIM
KOMIIOHEHTOM MEXXK/JIeTOYHOI'O MaTPHUKCaA.

*Vri1eBOAHBIM KOMIIOHEHTOM
MPOTEOT/IMKAHOB ABJISIOTCS
IJIMKO3aMUHOITUKAHBI.

o TMKO3aMMHOIVIMKAHBI COCTOAT U3
MOBTOPSAIOIIUXCA JUCAXAPUIHBIX €IUHULL.




Core protein —

Link protein —

Hyaluronic acid —

Orlinked oh gnsnﬂ:hnﬂtles MElinked n]]gnsmhn.ﬂdes




(Outside)

Fibronectin

Chondroitin sulfate
proteoglycan

N

Integrin
receptor for
sulfate in
matrix




jw
H HNCOCHgz H HNCOCH3|

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

coo~ —0O3SOCH, Han

H QH H - H
H H
OH H OH H o—

H oOsoj H HNSO3F H HNCOCHgZ

Repeat unit of heparin Repeat unit of keratan sulfate

CH5O0H
——Q
o
H
H

H HNCOCHg3 |

Repeat unit of dermatan sulfate




CTpyKTypa ” pacrpe

meffeHue HMUKO3aMUHOIIUKaHOB

HazBanue

IloBTOpAIOMIAAICH
eIHHHULIA

TkaHb

I'nanyponoBas KHCJIOTA

I'mokypoHoBas Kuciora-
N-areTuanmnoko3aMuH

BHyTpHcycTaBHas
XKHUJKOCTb,
CTEKJIOBH/IHOE TEJIO
ra3a

XOHAPOUTHHCYIAbLGAT

I'mokypoHoOBas KucioTa-
N-anerunranakrozaMuH*

Koctu, xpamm

Keparancyangar

I'anakro3a-
N-anerunranakrozaMuu*

Xpamu

Ienapancyabngar

I'mokypoHoBas kucnora*-
NIIOKO3aMHH™

JI€rkue, MBIIILIBI,
NE€Y€Hb

JepMmaraHn cyabgpar

WUnypoHoBas kucnora*-
N-anerniaranakrozaMua™

Koxa, nérkue

¥ MMokassiBaeT Hamame ocTarka CEPHOI KHCIIOTHI




OBMEH YINIEBOIOB

(cMHTE3 1 pacnag rMKkoreHa)




Bread and pasieries on a rack al a French bakery,

Fearis. Carbolhivdrales swch as these P rowide S2graz {/5-
cand poriion of hwumean calorvic intake (© Stearee Rothfeld 7

Temey Stomee freciges)



LeBap

PoTosas
nonocThb

=
=
=
c
]
=
(=]
@
@
=
=

ToHKMA
KHLIEYHKEK

K nedeHu

AmMMnaza
CHHB

Henynor

e,

MogxenynodHasn
wenesa

Mmwoko3sa
TPpyKTO3a
[anaxkto3a

Kneryarka

 kpaxmana
| MansTo3a
 Caxapoaa
Naktosa
Cniokoaa
Knetuyatka

Kucnas cpensa,
MHFUBKpYOLan
AKTUBHOCTE
amunassl

AmMunasa
nog#enyao4Horo

COoKa l

Oucaxapuibl:
ManeTo3a
nakTosa
caxapo3a

ManeTasaa
NakTtasa

-=--Caxapaaa

KHLWEYHOro
CoKa
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Co C/II0HOM CroZia MOCTYMAeT KAJIbLUM-COAepPyKaluii
dbepmeHT a-amutasa. Ontumym ee pH 7,1-7,2,
akTuupyetcst nonamu Cl-.
SIBnsisiCh DHAOAMMIA301, OHA OECIIOPATOYHO
pacuienisieT BHyTPeHHWE 0,4-TTUKO3UIHbIe CBSI3U
M He BJIMSIeT HA APYyryue TUMbI CBSI3€eMH.

B poTOBO¥ 1O/10CTH YI/IeBOJBI PACIIENISIOTCS 10
NEeKCTPUHOB U MaJIbTO3bl. /lcaxapuabl He
TULPOTUIYIOTCH.

M3-3a HU3KOM pH aMunnasa nHaKTUBUPYeTCs, XOTS
HEeKOTOpOe BpeMsl paclierjieHue yrieBoJ 0B
IIPOJO/DKAETCS BHYTPU ITULLEBOTO KOMKA.
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[lepeBapnBaHMe B KULLEYHUKe

B mmosiocTr TOHKOTO KHIITeYHHKAa PabOTal0T COBMECTHO
IMaHKpeaTUu4YeCcKass o-aMujaa3a, pa3pbiBarolias
BHYTPEHHUE 01,4-CBSI31, ©U30MAJIbTa3a,
pPa3pbIBAKOLIAS 01,0-CBSI3U U30MAJIBTO3bl, OJIUTO-X 1,6-
IIIOKO3Ua3a, eV CTBYIOLAA HA TOYKU BETBJI€HUS
KpaxMaJia U INIMKOTeHa.




—l1iepesapmBaHne B KULLEYHUKeE

Kpome nonoctHoOro, nMeeTcs elile U MPUCTEHOYHOE
NUllleBapeHne, KOTOpoe OCYLLeCTB/ISIIOT:

caxapa30-u30MajibTa3HbBIM KoMIUleKC  (pabouee
Has3BaHUeE caxapasa) — B TOllel KUIIKe I'MAPOIHU3YeT od,2-,
01,4-, 01,6-TJIMKO3WUJHbIE CBSI3U, PpACLIeIUIsieT Caxaposy,
MaJjibTO3Y, MaJIbTOTPHUO3Y, U30MAJIbTO3Y,

IMTMKOAMMJIA3HBIMKOMIJIEKC — HAXOOWUTCS B HIDKHUX
OTAe/laX TOHKOTO KHUIIeYHWKA U PpaclierisieT od,4-
TJIMKO3UW/THBIE CBSI3U B OJTUTOCAXAPH/IAX,

B-rIMKO3Ua3HBIH KOMILIEKC (pabouee
Ha3BaHHe JIaKTa3a) — TUAPOIM3YeT [ 1,4-IIMKO3HHbIE
CBSI3M MEXY TaJIaKTO30l M IIIOK030# (/1akTosy). Y mereii
AKTUBHOCTD JIAaKTA3bl OY€Hb BBICOKA y)XXe O POXIAEHHUS U
COXPAHSIeTCS Ha BBICOKOM YPOBHE [I0 5-7 JIeT, IMOCJie 4Yero



\ /

HGDEBapMBaHVle B KWWWEeYHUKE

[lenntonosa pepmMeHTaMH Ye0BEKA He
nepeBapuBaeTcs. Ho B To/icTOM KHIlIeYHHKeE O
nerictBeM MUKpO@IopbIio 75% ee KomyecTBa
TUIPOTHU3YETCSI C 00pa30BaHMEM 1ie/1/I0OMO03bI U

[JTFOKO3BI. [71}10K03a YaCTUYHO UCIIONb3YeTCsI CaMOM
MHUKPOQPIOPON Y OKUCISAETCS 0 OPTaHUYIeCKHUX KHCIIOT.

OcHoOBHa#A POJIb HE/T/THO/TO03bI JIS YE/TOBEKA.

* CTUMY/TUPOBAaHWE MEPUCTATBTUKN KUIIEYHUKA,
- popMHpPOBaHUE KaJIOBBIX MACC,
- CTUMYJISILIHST YKeTYeOTIe IeHHUS,
- abcopOIIHs X0/IecTeposa U APYTrUX BelleCTB, YTO MPEMSITCTBYET UX

BCAaCbIBAHMHIO.



TpaHCNOPT rMOKO3bl B KNETKU TKaHEN

Pacnpeneyienne 6eJIKOB-TPAHCIIOPTEPOB ITIOKO3bI
(IJTHOT)

Tunsl [JTIOT JlokaJiM3auusa B opraHax

IIIOT-1 Mo3r, IalenTa, MOYKH, TOJICTbIH KHIIeYHHK

TIHOT-2 IleyeHb, NOYKH, 6eTa-KJIETKH OCTPOBKOB
Jlanreprauca, JHTEPOUHUTDI

NIIOT-3 Bo MHOrMX TKaHAX (BKJIIOYas MO3T, IUIALIEHTY,
MOYKH)

IJIOT-4 B Mblmnax (CkeJieTHOM, cepAe4HOii), ;KHPOBO#H

(MHCYJIMH3aBHCHMbII) TKaHH

IIOT-5 B TOHKOM KHIIIEYHHKE (BO3MOXKHO ABJISAETCSH
NEePEeHOCYHKOM (PPYKTO3bI)




BHYTPpUKNETOYHbIM MeTaboNN3M FNOKO3b

Karabonnvyeckue nmpouecchr

® AaHADPOOHBIA U AIPOOHBII pacHa ITIOKO3bI
® pacmaj I’TMKoreHa (I/imKoreHoJ/In3)

AHabGo/IMYeCcKHe MPOIECChHI

® CHHTEe3 INTIOKO36I ( INTIOKOHEeOoreHe3)
® CHUHTE3 INIMKOreHa (I/IMKoreHes)

® cuHTe3 IeHTo3 (meHT030¢pocPaTHHIM ITYTh)




Garrett & Grisham: Biochemistry, 2/e
Figure 19.5

Glucose
l Glycogen — Energy storage

in liver and muscles

Pentose -«—— Glucose-f-phosphate —» Glucose-1-phosphate

phosphate

pathway Glucuronate —» Carbohydrate
synthesis

Fructose-b-phosphate — Glucosamine-b-phosphate /

Synthesis of

NADPH and l

4-C, 5-C, and

7-C sugars Glycolysis continues
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Glycogen granules

/ S e LA
" (/IMKOTEHE3- cuHTe3 rnKoreHa)

IMTMKOoreH — OCHOBHOM pe3epBHBIU MMOJINCAXaPU,

AeNMOHUPYIIIUNCA B MIeY€eHU U MbILILIAX B BUJE
rpaHyl.
IIpn monnMepr3auum rMIOKO3bl CHUKAEeTCS

PAaCTBOPHUMOCTH 00Pa3yIomecss MOJTEKY/IbI
IINKOTE€HA U €€ BJIUAHNE Ha OCMOTHYECKOe

TaBJ/IeHHe.

KoHIleHTpanus rmmKoreHa B IeYeHH JOCTUTaeT
5% eé MacchI;

KoHueHTpanus riimKoreHa B MbIIIIIAX COCTABIsIeT
oxo0,10 1%.
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9Tanbl MUKOreHesa

Cunres ypuauHaudocdarrirokossl (YIP-
IIIOKO3bI);

OOpa3oBaHUe 01,4 TTTAKO3UAHBIX CBA3€EM;

OOG6pasoBaHue 01,6 IMTMKO3UTHBIX CBA3EIA.



CuHTte3 YOD-rnoKo3bl
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~O6pa3oBaHue al,4 rAIMKO3nUAHbIX CBA3EU

be/IOK ITMKOTeHUH 00pa3yeT cepaAlleBUHY IPAaHY/IbI
ITAKOTeHa

[TepBBIii OCTATOK I/TIOKO3bI MPUCOETUHIETCA K
0enky yepe3 HO-rpynny Tupo3snHOBOTO OCTaTKa

IMuKoreH CMHTAa3a MePeHOCUT OCTATOK ITFOKO3BI C
YA®- rnroko3bl Ha C-4 THAPOKCUIBHYIO I'PYIIITY

HepeayLUuPYILUero KOHIa



[MIMKOTEHE3
(CMHTE3 rnmnkKoreHa)

CH20H
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H/CH o o HN
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UDP-glucose HO OH

glycogen synthasep (Glucose)n
(Glucose)n + 1

UDP
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~Pacnapa rnmkoreHa B TKaHAX

IITNKOreH TKkaHe! - BAOKHBIN 3alIaCHOM
MaTepHaJ, ero pacnaj rmarejabHOo
KOHTPOJJIUPYETCA

I'nukorendocPpopuiaza orpesaeT OCTaTKHA
ITIOKO3bI C HepeayIIUPYIoNero KOHIa
MOJIEKY/IbI TTTHKOTeHa

[Iporecc Ha3bIBaeTcsa pocpopoans

[IpenmymecTBO pochopornsa nmepep,
TUAPOIN30M: MPOAYKT PeaKIIUH ITFI0K030-1-
docPar nsomepusyercs B r’rr0K030-6-
docdar - cyécTpar rImMKoIN3a



PplUKOTEHONNS .
(pacnap rnnkoreHa)

1. PocPpoponus a1,4 TTUKO3UTHBIX CBA3EH

®epmeHT: TInKoreHdgocdopmiasa.

MOJIBK)’JIG cJ/lUKOZ2eHd npu 3mom ymeHbuwaemcdcs Ha
00UH OCMAaMmokK 2/7110K03bl.

Peaxquﬂ Aeanemcn cxopocmb-ﬂwwumupyrou;eii.

CH,OH CH,OH CH-0H CH,OH

) 0 s 0 0
@ OH ; OH + { OH
HO 0 OR HO OPO;*  HO OR
OH OH i OH

Glycogen Glucose 1-phosphate Glycogen

(1 resichies) (f =1 residues)




Garrett & Grisham: Biochemistry, 2/e
Figure 15.13

residues

OH

a-n-Glucose-1-phosphate
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PMKereHoNnn3 0 00— e

2. Pacimenienue o 1,6 r/TMKO3UAHBIX CBsI3€M
IIponecc mpoTeKaer B ABa dTamna:

a. TPM OCTATKa ITIIOKO3bI IEPEHOCATCSA C BeTBHU
I'IMKOT€Ha Ha OCHOBHYIO Hiemrb (pepMeHT:
TpaHcdepasa)

0. OCTAaBIIMICA OCTATOK ITIOKO3bI OTIEILISETCS
rugpoauTudecku (pepmMeHT: o 1,6 TIIOKO3KIA3a).

HO OR’

Glycogen Glucose Glycogen
{rr residues) {fn =1 residues)
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Perynaumna cuHTesa v pacnaga
MNKOTEHa

—

Imukorendocdopuiiaza ayIocTepuIecKu
aktuBupyerca AM® u nuaruoupyercsa AT® u
ITI0K030-6-PpocParom

[MuKoreHCHMHTa3a CTUMY/IUPYETCS TTI0K030-
6-pocharom

O6a pepmMeHTa PEryIUPYIOTCSA ITyTEM
KOBaJIECHTHOM MOaN(PpUKAITUM:

dochopmimpoBaHremM-
nedochopuinpoBaHuem
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e e OO B

“TopmoHanbHaa perynauma

HNHucyn1uH cekpeTrupyercs
MOMKeTyJOYHOM )XejIe30M B OTBeT Ha
MOBBILIEHUE YPOBHS CaXapa KPOBH

HNHcynuH akTUBUpYyeT
ITHKOT€HCUHTAa3y U HHTHOHNpyeT
pacmaj r/iImKoreHa



Pancreatic veins
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Garrett & Grisham: Biochemistry, 2/e
Figure 23.22

_Insulin

~ Insulin receptor

——— ) Gluconeogenesis

+ Protein synthesis

Q
Lipid
breakdown
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~FntokaroH n appeHanuH

ITIoKaron n AAPCHAUINH CTUMY/IUPYHOT pPACIIaj
I''TMKOI'€Ha

I'TrOKaroH cekpeTupyercs MmoAKeayJoYHoun
Xe/le3ou

I'TroKaroH gencTrByeT TOJALKO Ha I€eYE€Hb U
KXUPOBYIO TKaHb

AJpeHa/IVH CUHTEe3UPYeTCA B HAANMOYeYHUKAX
AzxpeHanvH JeuCTBYeT TOJABKO Ha NIeYeHb U
MBI bI

®ochopniiazHblii KaCKaJ YCHINBaeT CUTHAJT




AKTUBaUUA rnkoreHpochopumnasbl

Epinephrine B-Adrensrgic Adenylate

", Cyclic
ATP AMP

1

Protein AT Ty Protein

Kinase A kimasse A

1

Phosphorylase .~ Ty Phosphorylase

kinase kinase

l

Phosphorylase -~ -, Phosphorylase
Lo a




_ ARTMBaUMA INIMKOTeHCUHTA3b!

[MMKOreHCcMHTa3a akTuBHaA B AedpochopmnamMpoBaHHOM COCTOAHUMN

Activated Activated I AP
- — recEplor ======3 insulin-sensitive ———>
tyrosine kinase protein kinase I\
L {




[AtOKaroH n agpeHannH —

O06a ycuIuBaroT pacnaj ITMKoreHa, HO 1o
PasHBIM IPUYUHAM

AnpenanuH («fight or flight hormone»)
OBICTPO MOOMJ/IN3YET OOIbIIOE KOTUIECTBO
IIMKOTEeHA

I'TroKaroH orBevdaer 3a moaaepxaHue
IMOCTOSAHHOTO YPOBHS I/TIOKO3bI B KPOBU ITYTEM
MOOMJ/IM3alluM INIMKOT€Ha M aKTUBallU U
IIIOKOHEOreHe3a B IeYeHuU



~FankoreHonus

MBIIIIeYHBIN INIMKOTeH ABJISIEeTCS UCTOUYHUKOM
I/TFOKO3bI /IJIS1 CAMOM K/JI€TKH.

[MMKOreH MmeYeHM MCIOIb3YyeTCsI IJITaBHBIM 00pa3oM
AJISI TOAAeP>KaHUA PU3HOIOTHIECKOM

KOHLEHTPAL U I'TI0KO3bI B KPOBH.

Pazauyua o6ycinosneHbl mem, 4mo 6 Kjaemke
neyeHu npucymcmeyem @epmeHm 2110K030-6-
pocihamaza, kamanusupyrowas omuienieHue
¢pocipamnoii epynnevl u obpaszoeaHue c80600HOl
2/1I0KO3bl, NOCJe Yez20 2/1I0K03d nocmynaem @
kpoeomok. B knemkax wmuiwuu Hem 3mozo
pepmenma, u pacnad 2aukozeHa udem MOJAbKO
do o6pa3oeaHun 2a10K030-6-hochama, komopwilii
3amem ucnoJib3dyemecs 8 KJjiemke.



Garrett & Grisham: Biochemistry, 2/e
Figure 23.8

Cytosol Endoplasmic reticulum
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€Xema cuHTe3a U pacnaja rMunuKoreHa
(perynauma npoueccos)
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/ﬁ :opmon I ¢ ¢eKThl
HUncyaun JYMEHbIIAET IIIMKeMMIO, CIRUMYAUPYEm norioueHue
NIIOK03bl TKAHAMM, INIHKOJIN3 U CUHINE3 2IUKO2CHA
2CHudIcaem 2nuKO2eHONU3 N TIIIOKOHEOTeHe3
Tmoxkaron sAKmugupyem 2nuKko2eHonu3 u rI0KoHeoreHe3
Aﬂpe}]aj]“}] sCTHMYJIHpYET INIIOKOHEOreHe3 B Ne4eHH
sCmumynupyem 2nuKko2eHonu3
sOrpannYuBaeT CeKpenuIo HHCYJIHHA 0eTa-KiIeTKaMHu
OCTpOBKOB Jlanrepranca
KopTuson sCTHMYJIHpYET INIIOKOHEOreHe3 B NeYeHH

2OrpanM4YMBaeT YTHIMH3AUHKIO [NII0K03bl B NepudepuuecKux
TKaHAX

T'opMmon pocra

2OrpaHMYMBaeT YTHIH3ALMIO NNIIOK03bI B NepH(pepHIeCKHX
TKaHAX




Tunbl HapyweHna obmeHa MMKoreHa

* ['TMKoreHoO3bI — 3a00/1eBaHUs, 00YC/IOBI€HHbIE
nedpexTom pepMeHTOB, yJYACTBYIOIIUX B pacHaje
ITMKOTeHa

* ATTUKOTEHO3 — 3a00/IeBaHV e, BO3HUKAIOIIee B
pe3yabTrare gedeKTa ITHKOTeHCHHTEeTa3bl




Glycogen Storage Diseases

Typeo

Type I - von Gierke's disease
Type Ib

Type Ic

Type II - Pompe disease

Type IIb - Danon disease

Type I1I - Cori disease or Forbes disease
Type IV - Andersen disease

Type V - McArdle disease

Type VI - Hers disease

Type VII - Tarui disease

Type VIII

Type IX

Type XI - Fanconi-Bickel syndrome




TuRbrHaMboiee YacTo BCTPEYIIOLIMNXCA IMKOTEHO308B

Dopma HepexTnni pepment | Tun, Ha3BaHue
NIMKOIreHo3a OoJie3nu

TMeuenounasn Imioko30-6-gpocharaza I Bosne3nn I'mpke

AMuno-1,6-riuoxo3uaasa Il Boune3nn @obca-Kopu
(«aeBeTBAMMIi» pepment) | (TAMHTIEKCTPHHO3)

Dochopuinaza V1 Boae3nb Xepca

Kuna3za gochopuiasni IX
IIporennxknHnasa A X

MeullIeUHbBIC Tmkorendgochopunasa V boae3ns MakApaaa




/ e

/

J1narHOCTUKa MMKOreHo30.8

Onpeaenenue cogep>XaHus I'TMKOT€HA B KPOBH,
PUTPOLUTAX, IEUKOLHUTAX

Onpenenenue cogep>XxaHus INIMKOTE€HA B
OMomnTaTax meYeH!u U MbIIIIII

HUccnemoBanue cogep)xaHust pepMeHTOB,
y4YaCTBYIONIMX B paciiaje r’inkoreHa (B
COOTBeTCTBUU ¢ GOPMOIii INTUKOTeHO03a)
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