MeTabonmam
yYrneBoaoB



Yrnesoabl — 3TO anbAernibl WAW  KETOHb!
MHOrOATOMHbIX  CMMPTOB, a  TaKke WX
NPOU3BOAHbIE,

Yrnesofbl — 3TO KNAcC OPraHWUYeCcKUX MOJeKy”,
BKAOYAOWMN B ceba  mOHOCaxapuibl W
BeLeCTBa, MMAPOIU3yemble 40 MOHOCAXapuaos.

Obwan popmyna yrmesogos - (CH,0).



DyHKUMKM YINEeBOOOB

« OHepreTnyeckas (Kpaxmarn, rimkoreH)

« CTpyKTypHasa v 3almTHas (HepacTBOpUMbIe
BbICOKOMONEKYNAPHbIE YrneBoabl B COEANHUTENbHbIX
TKaHSAX YernoBeKa U B KNETOYHbIX CTEHKaxX bakTepuin n
PacTEHNN)

* IlHdopmaunoHHasa (onurocaxapugbl rMUKONPOTENHOB U
rMUKONUNMAoB MeMbpaH nrpatoT rfaBHyo ponb B
npoLeccax KNeTo4yHOoro y3aHaBsaHud, agreamm, MUMMYHHOM
OTBETE, CBEPTLIBAHUN KPOBU, NEpPEMELLEHNN KIETOK B
npoLecce ux co3peBaHna nT.4a.)



Knaccunopukaums yrneesonos

1) MoHocaxapuabl

HauboAee BaXHble reKkco3bl U NEeHTO3bl
8CH.OH
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B-D-pmbo3a B-D-pesokcupmbosa



2) Onurocaxapugbl (cogepxat oT 2 40 20 MOHOCaxapuaHbIX OCTaTKOB)
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3) Nonncaxapuasbl

INomononucaxapwuiabl I'eTeponmoancaxapuibl
Hepas- Pas- JlBa Tuna HeckonbKo THITOB
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fomo- u rerepononucaxapuasl. Illonucaxapuns
MOr'yT COCTOSATb W3 OQHOI'O, ABYX W/IW HECKONbKUX TUIIOB
MOHOCaxXapuUAHbLIX 3BEHbEeB, COEAVMHEeHHBIX B JIMHEWHbIE Unn
Pa3sBeTBAEHHHBIE 11leNTX Pa3HOW OJ1UHbIL.
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AMunosa
8 AMuinosa
Touka BeTBJIEHHS C sl
(x1—6)
VIHKO3HIHOH Boccranas-
BeTsb CBSA3bIO
KOHILIbI

[ JIHBAIOIHe

HeBoccranas-
JIMBAIOIIHE

KOHIILI AMMJIOTTEKTHH

OcnoBHas
1enb

FmukoreH u kpaxman. a) KopoTkuit hparMeHT amMno3bl — NUHEAHOro Nonumepa, co-
croAwero u3 ocrarkos D-rnioKo3sl, coeguHeHHbIX (1—>4)-TMMKO3UAHLIMU CBA3AMM. EAUHCTBEH-
Has uenb aMuN03bl COLEDXUT HECKONBKO THICAY OCTATKOB MIOKO3bl.

6) Toyka BeTBNEHUA B MOJIEKYNe aMUNONEKTUHA, B KOTO-
PO MOHOMEpPHbIe 3BeHbA CBA3aHbI ((11—=6)-rNMKO3NAHON CBA3LID. 8) DparMeHT rpaHynbl Kpaxma-
Na, COCTOALEro U3 HUTEeH aMuno3bl M amunonexkTuHa. HuTM amunonekTuHa (M306paXkeHsl KpacHbIM
usetom) o6pa3yloT ABOIHbIE CNUPanKU APYr C APYroM MAM C MONEeKynamMu amuno3sl (uzobpaxeHa
CUHUM uBeTOM). B KneTke npu UCNONL30BAHMKU Kpaxmana ANs NONyYeHUA IHEPruv OCTATKU rio-
KO3bl Ha HEBOCCTaHaBNMBAOWMX KOHLAX BHEWHNX BETBEH OTLWENNATCA (PEepMEeHTAaTUBHLIM NyTeMm.
[MUKOreH MMeeT CXOHOe CTPOEHUE, HO Ero MoNeKynbl H0Nee KOMNAKTHLI U CHIbHEE PAa3BETB/EHbI.
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Ocrarki D-rmokoss,
COEJIMHEHHBIE (a1—4)-CBA3SIMU

a

CrpykTypa Kpaxmana (amunosbi).
a) B nanbonee yCTOMYMBOM COCTOAHMM NOMM-
MEpHaA LeMb aMW103bl, COCTOAAR U3 OCTATKOB,
KECTKO 3adWKCUPOBAHHLIX B KOHGMOPMALU
Kpecna, 00pasyer Cupanb, 4T0 OTIMYAET ee OT
L1eNNI0N03b], 06pasyioLeit IPAMbLE IPOTAKEHHbE

BONOKHa
6) U306paxenue yyactka

CMpanv amuno3sl B Macurabe. Bnarogaps Ha-
o (o1—>4)-cBA3el aMuiI03a, aMUNIOMEKTHH
W TIMKOreH NpUoOPeTalT CUIBHO CIMpanu3o-

BAHHYI0 KOMITAKTHYIO CTPYKTYPY. 3Ta CTPYKTY-
pa ABNAETCA OCHOBOW MNOTHHIX 3allaCHBIX Ipa-

HYJ1 KPpaXMdJld U TIIMKOreHd BO MHOI'MX KNEeTKaX
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Ocratku D-T/I0K03bI,
coepmtentne (f1-»4) cBA3bIO
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Crpykrypa uenntono3sl. a) [lea MOHOMEpHbIX 3Be-
Ha LIe/MON03HOM Lemt — OCTaTk D-TI0K03bL, COENMHEHHbIE
(P1—4)-casbio. 3BeHbA 3aUKCUDOBAKEL B KOHGMIYpaLWH
Kpecna, HO MOTYT TIOBOPAYMBATHCA JPYT OTHOCHTENbHO Apy-
ra. 0) V306paxetive B Macurrabe y4acTKOB ZBYX Mapamnens-
HbIX BOZIOKOH LIEJLTI0NI03E], AEMOHCTPUpYIoLiee KOHhOpMaLmio
0CTaTKOB D-IMOKO3L M HaWyue TIEPEKPECTHIX BOAOPORHLIX
CBA3EIL,



I'IepeBapMBaHMe yrneesoaoB B Xenyao4YHO-KUWe4YyHOM
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[MpucteHo4HOE nepeBapmnBaHmne yrneBsoaoB
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[TpucteHo4HOEe NnepeBapuBaHmne yrneBodoB
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TpaHcnopT rnoKo3bl Yepes 6uonormyeckue membpaHbl

F'nrokozHble TpaHcnopTepsl

+
Na” -rnioKo3Hble KO-TpaHCcnopTepbl
(cumnoprepbl):
noyeuyHble KaHa/blbl,
KULLIEYHUK

+

Na state A <——>/state B glucose
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gure 12-17 Essential Cell Biology 3/e (» Garland Science 2010}

lipid glucose

TpaHcnopTHbie 6enku cemeiictea MNIOT
(o6neryénHan gudodysus)

Sugar moiety

Plasma !
membrane

Cytoplasm

Nature Reviews | Molecular Cell Biology




PasHosuaHoctu [JIHOT

[NKOT-1 (3pUTPOLMTAPHDBIA THN) - IPUTPOLUTDI, KNETKU HEUPOrNUK
[NKOT-2 (NeYEHOYHDBIA THN) - FENaTOLUTDI, SHTEPOLIUTDI, B-KNeTku
NOAKENYA0UHOM Kenesbl (Kpome ko3l cnocober
TPAHCNOPTUPOBATD raNaKTo3y U Gpykrosy!)

[NKOT-3 (MO3roBOM TMN) - HEPBHAA TKaHb

FNOT-4 (MbIWEYHO-KUPOBOM TUN) - MUOLUTDI, AAUNOLMTDI
(MHCYAMH3aBUCUMBIN!)

FNKOT-5 (KMLWeYHbIH TMN) - 3HTEPOLUTDI (TpaHcnopT GpyKTo3bI!)



Koraa nHCyJIMH B3auMOJIeiiCTBYET ¢ peuenTtopom, @
BE3UKYJIbl JIBMKYTCS K NOBEPXHOCTH M CAMBAIOTCH
¢ IJIa3MaTHIeckoit MeMOpaHoi, yBeJInunBas

KOJHYCCTBO TPAHCIIOPTEPOB INTIOKO3LI B
IiasMaTHueckoit Membpane, Koraa yposens nncyinna
najlaeT, NepeHOCHHKH III0KO3bI

Uucynus ¥ \
v YAQIAIOTCA M3 NJIa3MaTHYeCKON

: "r LB ' MeMOpaHbl ILyTEM 3HAOUMTO3A,
I l . / % 00pasva MaJeHbKNE BE3UKYJIbI.
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XPANSIDIECH BHYTPH KJICTKH
B MEMOPaHHBIX BESHKYJIAX. %
Y4acTKH SHAOCOMBI, 000raIeHHbIe 'l‘pch- | Ef/é @
NOPTEePaMH TTIOKO3bI OTIOYKOBHIBAIOTCS MigaeBKMe ReAmmyiiia
M CTRHOBSITCH MAICHBKHMH BE3HKY.JIaMH, SRS & Can ik
rOTOBEIMH BEPHYTLCS Ha NIOBEPXHOCTD, 2% e riracaialt.

KOT/[a YPOBEHbL MHCYJIMHA CHOBA BO3PACTET.

Perynanuua uHCyNMHOM Iepexoca IMioKo3s B MuoumT ¢ momomsio GLUT4,



BcacbiBaHue caxaposB
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GLUTS . — GENKM-NEDEHOCHNKMN [TPEHCIOPTEPSLI) DPYKTOSN
GLUT2 ( ) — GENKN-NePEHOCHRKM (TRAHCNOPToPLE) MIOKO3
SGLT1 8 — Na*-3asnCrmuif 5enoK-NepeHOCHMK
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KOHUeHTpauus rnokKo3bl B KPOBU B HOPME:
3,5-5,5 MMOrb/n

ITIOKOQ30)-

D-Tmoko3a + 0, ———— > D-Tiokono-8-1aktoH + HoOs

Peakuus, KaTanusupyemas INIOKO300KCUAA30M, UC-
MONb3YETCA AJIA OTpefefleHUA KOHLEHTPAUWUU I7I0KO3bl B
KpoBu. BTOpoit hepMeHT — IMepoKcuaasa — KaTalinusupyer
peakuuio H,0, ¢ GecuBeTHHIM cybCcTpaToM, MPUBOAAWIYIO K
06pa30BaHNI0 OKPALIEHHOTO MPOAYKTA, KOHIEHTPALMIO KO-
TOPOTO U3MEPSIOT C ITOMOLBIO CIIEKTPO(YOTOMETPA.



ONACHDbIE NOCJIEOCTBUA
TMNEPINTIMKEMAW

e OcmoTHn4YeCcKuun 3 EKT. Mpu runeprnvkemuy

BO3pacTaeT OCMOTMYECKOe JaBreHne KPOBU, YTO NPUBOANT K
anddy3nm Boabl U3 KNETOK B KPOBb U YCUINEHHOMY ONYPEe3Y.
Lernapatauuns KNeTok rorioBHOro Mo3ra MOXeT NPUBECTU K KOME

° 06pa3OBaHV|e ADK. Mpu runeprivkemMnn yecunmeaeTcs

BbipaboTka ADK, koTopble nospexaatoT nunuasl, oenkn, JHK

* [MMKnpoBaHune 6ENKOB. MpuymepeHHom

NOBbILLUEHNN KOHLIEHTPALUW IMOKO3bl B KPOBU NPOUCXOANT
HedepMEHTATUBHOE IMUKO3UNNPOBAHNE KITETOYHbIX U
BHEKNETO4YHbIX 6enkoB. [MrKnpoBaHne 6enkoB — NpuinHa pa3BuTUS
XPOHNYECKUX OCNOXHEHUI caxapHOoro gnabeta: HenponaTus,
HedoponaTuga, aHrmonaTus, peTuHonaTus.



s HedepmenTaruBia peaxLya MIOK03H C MEpBUIHON

. ST orpymoi B Temornofie: 1) 06pasosaine OCHOBAHUA
o = Lingda; 2) neperpymmaposka Avagopn ¢ 0bpasoBaruen
wonNgn 2SN JCToRaUBOr0 TPORYTR; 3) UNKIUSALNA Ketoania ¢ 00-

pasosaruen GHb; 4) B TOCTEAYIOWMK PEAKLMAX BOSHMKA:
0T KOHEUHbIe TORYKTSL TIWKWPOBAKMA (KNT), TaKME Ka
e-N-KapOONCHMETWIIUSHE W NETHATTHOKCARS; 5) 9T Be-
LecrBa MOTYT MEIaTh GYHKUMORWPOBAHWI0 AYTUX OETKOB,

OH

R s 0623y UV TeDEKDECTHB CLIWBHY, Y10 BHI3HBaET CePb-
g e3Hbie TATOROTHYECKME MSMEHEHIA B OTaHaME:
ll(_)(‘._l-‘l..{_r(,.(‘)_ r,,,»:‘-(‘.-u:—lzé~n MOBDEXACHYE T
N o (NOBPEXAGHHE MOYEK, CETYaTKH rha3a,

W ow CEPAAGYHO-COCYAUCTOM CHCTEMBI)
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MeTabonunam rmiroKo3bl B KNeTkax
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CuHTEe3 n pacnapg rnmkoreHa

Fmoxocsa
one s lekcokmHasa
Ao (rnnrokoknHa3sa
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MUKoreHNMHoOBLIN
AUMep, OKPYKEeHHbIU
ABYMSA MOJieKyramMu
rrMUKoreHa

[ns vHMumMmMpoBaHnAa cuHTesa rnnkoreHa de
Novo UCMNOMb3YEeTCSH YHUKASbHbIN PEPMEHT —
[MWKOreHWH, KOTOPbIN O4HOBPEMEHHO
ABNAETCSH U NpanMepomM, Ha KOTOPOM
cobupaeTca HoBad LienoYvka N3 ocTaTkoB
[MIOKO3bl M CaM KaTanusnpyeT npouecc cOopku
HOBOW LLeMOYKM IHOKO3USbHBIX OCTaTKOB.

[epBbIv 9Tan cMHTE3a HOBOW MOJIEKYIbI
[MUKOreHa 3akroyaeTcs B nepeHoce octaTka
[MOKO3bl OT UDP-rnoKO3bl HA TMMAOPOKCUNbHYIO
rpynny Tyr194 mosekyrnbl rMMKoreHnHa B
peakuum katannampyemon cobCcTBeHHOM
rMIOKO3UTpaHcdepasHoM akTUBHOCTLIO
benka. HoBagd uenb pacTeT nyTem
nocnegoBaTenbHoro fobasneHuns 6onee cemu
OCTaTKOB IMIOKO3bl, JOHOPOM KOTOPbIX
asngaeTtca UDP-rnioko3a. Peakuusa npotekaet
Bnarogaps KatannTn4eckom akTUBHOCTU
rMUKOreHnHa. Ha aton ctagum K npoeccy
CUHTEe3a rMuKoreHa noaKniyaeTcs rMmKoreH-
CWHTa3a. [ MMKoreHnH octaeTcs Norpy>XeHHbIM
B IMNKOreHOBYIO YacCTuULy OCTaBasCb
KOBaneHTHO CBA3aHHbLIM C €0UHCTBEHHbLIM
BOCCTaHaBMMBatoLMM KOHLOM MOSEKyrbl
rMUKOreHa.




MNMepekntovyeHne npoLeccoB CMHTE3a U MOBUNU3aLum rMUKoreHa B Ne4eHU 1 MbiLax
npouncxoanT npu nepexone n3 abcopbTMBHOro CoCTosiHUA B NocTabcopbTMBHOE U 13
COCTOSIHMSA MOKOS B peXUM pusmnyeckom padboTbl. B nepekntoveHnn aTux metabonnyeckmnx
nyTeu B Ne4YeHn y4aCTBYIOT MHCYJIUH, MMIOKaroH 1 agpeHanuH, a B MbiLLLAX - UHCYJTUH U
agpeHarnwvH.

BrnunsaHne aTnx ropMoOHOB Ha CUHTE3 M pacnag rmukoreHa oCyLeCcTBNSAEeTCS nyTem
N3MEeHeHNA B MPOTMBOMNOMNOXHOM HanpaBneHnn akTMBHOCTU ABYX KNKOYEBLIX PEepPMEHTOB:
rMUKOoreHCUHTas3bl U rMuKoreHdocdopunasbl C NOMOLLLIO NX pocdopunmupoBaHmns un
nedochopunmposaHms

[Tmkorengocdopuiaza-Oll
(HeakTUBHAA)
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P;

ATD
®I1-pocdaTaza(lp) h”"a<{-—;|l|\¢::s:£);g))nm 3bI

Hx( A<D

P ATD

D@I1-docaraza(l'p) [TKA

1,0 A D

[ IMKoreHcuHTaza-
(HeaKTHBHAaA)



BnvsHue nHCynuHa Ha aKkTUBHOCTb MUKOreHCUHTAa3bl U
rnmkoreHdocdopunasbl:
®ll-docdarasa (['p) - pocdonpoTenHdpocdaTasa rpaHyIn

MunKoreHa
Mincy. ""' h1g\ﬁ3pa|ul
. — [Pp—OH
t”LNTOD——* (HeaK THBHAS )
Kackaa peakimii ( ATd
dbochopuiMposaiug — —————» AJLD

MukorencunTaza —(P)
(HeaKkTHBHASA)

H0 + + Hz0
P e e = iy =y P,
{ {

————— —— ——
————— —— — —
.

|-mKkorencunraza—0OH |- mmkorendochopuaaza—OH
(AKTHBHARA) (HeakTHBHAA)

WHCynuH Takke ycunuBaeT 6MOCUHTE3 NMUKOreHCUHTAa3bI, T.€.
aKTUBMPYET ee Ha reHeTUYEeCKOM YPOBHe



D NOCTA0OCOPOTUBHOM nNepuoae NHCYINMH-rMIOKaroHoBbIN MHOEKC CHNXKaETCA U
peLLaoLLnM ABNAETCS BNUSHNE FIOKAroHa, KoTopbl CUHTE3NPYETCS B OTBET Ha
CHUWXXEHWE KOHLEeHTpaLMn rMoKo3bl B KPOBM U CTUMYNUPYET pacnap, rmukoreHa B
nedeHn. MexaHnu3am OencTBUA rMoKaroHa 3akiyaeTcd B TOM, YTO OH
«3anyckaeT» afeHunaTuMKnasHbIin Kackaz peakunin, NpUBoAsLLLMIA K akTUBaLUn
rmmkoreHdocdopunasbl U UHTIMOUPOBAHMIO IMNKOrEHCUHTAa3bI
Perynsiums cMHTe3a u pacnaga rinmkoreHa B Ne4eHM riKaroHoOM m
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agpeHariIMHOM MbILWWeYHOU rMuKoreHgocgopunasbl Nponcxoaut HECKOJNIbKO UHa4e,
TakK KaK pacnapg rinmmkoreHa B CKeJieTHbIX Mbilllax CTUMynumpyetTcsa Mmbille4YHbIMU

COKpaleHunsasmMmun
1 - annocrepuyeckas aktuBaumsa rnukoreHcgpoccgopunassl. B npouecce MbILEYHOro

COKpaLleHua npoucxoaut npespawieHne AT® B AMD, KoTopbIin ABNAETCA anfocTepuieCcKkum

akTuBaTopom aedoccpopunupoBaHHOU U ManoakTUBHOU (popMbli rnukoreHdoccopunasbl;
2 - HEpPBHbIX UMNYJbC MHULMUPYET BbICBOOOXAEHME U3 cCapKOMNIa3aMaTU4YeCKoro peTukynyma

noHbl Ca’+, obpasyroLume KOMMIIEKC C KanbMOAYTMHOM, CNOCOOHbLIN aKTUBUPOBaTh KMHA3y

¢docdopunasbl, KOTOpasa B CBOK ovyepeab cpocopunmnpyeT n aktTuBupyeTt
rnmkoreHcgocdopunasy;

3 - akTUBauUua rmukoreHdocdopunasbl aapeHanMHOM NocpeacTBOM ageHUNaTUMKnasHoun
p.
Hepsuoiii umny. e

|

3
CapkoruramMaTHIeCKHi Anpenamn
PETHKYITYM
Ca2+ l
HAM®
C‘a”Y_ KaasMOmy/He l
L Iporensxanasa A
4 Ca*" —Kamsmonyman (aKTvRHAS)
1 N
Coxpamenne \+\ AT®
MBI *
l bt Aﬂ‘b
u
ATO® Kunasa

hoc POPHIIA3HN ‘>;\
Pi - I (axTweHan)
AlD
Pi ¢ | I JMKOreH | IRKOIres

AMm—-.&-ﬁ.}'-’ d)OC(DOpH.IaJa—OH /\ > l%,!li- the pHJaza- "
("Cﬂmaﬂa“) ATD A}Im (AKTHERAH)




OcobeHHOCTU MODOUNU3aLnKn rMUKOoreHa B ne4yeH U B

MblilULaX
[leuensn M b1 1w 1 bl
I IuKOreH | JINKOIeH
i i
I 1oko30-1-gochar I ioko30-1-hocdan
Cxema L '
MPOHECC: nokoso-6-dochar [Znokoso-6-docdar
iwokoio-6-gocdaraza 4 [[;PO4 l
["moKo3a Karado.imim
l l !

B kKposn

CO,, 11,0 Jakrar

OCoBCHHOCTH
[IPOHECCOn

[ 110K030-6-thochaTaza KaTaauiu-
pveT aehochopHaInpoBaHHE [ITIKO-
30-6-hochara. CrodoaHas ITHKO34A
MOCTYHAET B KPOBL

I 10K030-6-(ocharasa oTeyre-
TBYET, a hochopuInposaHHas
FAIOKO3a HE MOXKET MPOHTH uepes
MEMOPAHY 1 HCHOIB3VETCS TOIE-
KO B CAMMX KJICTKAX MBI

MDU3HOI0r H-
TECKOE 3HAYEC-
HUE

[ THKOreH Hemodi BAVETCSH JLTs1 HOJLICP -
AKAHHS KOHICHTPAWH ILTIOKO3B B
KPOBH H CHAOKCHHS [ITIOKO30N ApYy-
[HX OPraHOB B HEPHO MEKLY €101

| THKOTeH HCIOIL3AVETCS L1
AHEProoHECHeIeHHsT TOJIBKO
CAMHMX MBI




A3po6HbIN pacnap YrA€BOAOB
(A3pOoOHbIN rMukonus , FbP-nyThb)

buoaornyeckas poAb: obpasosaHue ATO
BLIAEASIOT TPU 3Tana

| 3Tan — UMTONAA3MaTUYECKUU. BCTYNAKOT IIOKO3a UK
rMUKOreH. 3akaH4yuBaeTcA obpasoBaHUeM ABYX
MO/IEKYA NMUpYyBaTa B pacyeTe Ha OAHYy MOAEKYY
[MIOKO3bl UM OAUH TNIOKO3HbIM PparmeHT IMIMKOreHa.

Il 3Tan npoTekaeT 8 MUTOXOHAPUAX. OKUCAUTENIbHOE
neKkapboKkcuamposaHue nupyeaTa ¢ 0bpa3oBaHuem
Auetun-KoA.

Il 3TaN, TOX€e MUTOXOHAPUANbHBIU - LUK
Tpukap6boHosbix Kucnot (LUTK, uukn Kpebca).
ALEeTUNbHbIE OCTATKU NOJIHOCTBIO «CroparT» A0
KOHeuHbIx npoaykroe — CO, u H,0.



[NepBan peakuua — reKCOKMHa3HaA.
Peakuua HeobpaTuma, HO cyLecTsyer obxoaHasn
obpaTHasa ctagua (B neyeHu) .

Orno-6-¢ OH
|
HO~"CH rekcokvnasa) O O~CH:
ATO Ao OH O
7 3 \ / >
i 7 T e
HO £ OH H. PO, HO OH
rMKo30-6-pocparasa
OH OH

rnKo3a rNKo30-6-cpocdar



BTopas peakuusa 1-ro stana
— cTagua nsomepusaumm. Obpatuma.

CH.OPO.H CH,OPO4 H,
: 0302 0~ CH,OH
< -
OH docdorekco- o/ \k
O OB ysomepasa
OH OH

rnoKo3zo-6-pocdar bpykTozo-6-docdar



3-a cTaama — noBTopHOE pochopunnuposaHue
NOKo3bl. Peakuma HeobpaTuma, HO cyllecTeyeT
obxopHaa obpaTHaa ctagua.

G)AT<D, umTpar @AM@

6 ATO AJD s
CHz O __'cH,0H CHz O 'cH,0PO;H.
2 2 3
HO ¢ - - HO
OH 4 OH
; 3 HP O, B 4 3
HO HO

®pykTo30-6-choccpar P ®pykro30-1,6-bucgocgar



4-a n 5-a peakumnun 1-ro stana
NO/IHOCTbIO 06paTUMbI

CH,OPO;H,

)|

C=0
OPO;H; N
| CH,OH

|
CH, _O._'cH,0PO;H Fe
o S 2 3
s . anbaonasa TPHO30-
f docoar-
| OH u3oMepasa
HAc=0

5
®pykTo30-1,6-6uccocdar H- C; - OH

%CH,0PO;H,

®rA




OKkucnenune OlA (6-a peakums)

? O
I
|
H—C|3—OH +H3PO, + HAL {.(EDI) H—(IZ—OH + HAL-H;
CHQOPO:.;HQ q,ocq,ﬁf;:ﬁzgﬁﬁﬁm CHQOPOBHQ

®rA 1,3-bucchocdornuuepar



7/, 8,9 n 10-a peakunu 1-ro satana.

O
I A® ATo COOH COOH
C —O~P03H3 | I
| %H—C—OH 82 H-C-0POH,
H-C-OH docdornuueparTkuHasa | docdornuuepatmyTasa |
| CH,OPO4H; CH,OH
CH,OPO5H,
1,3-buccocdornuyepar 3-®ocdornuyepar 2-®occhornuyepar
GOOH .Y CoOH AQ® AT®  COOH
l |
H-C-0-PO3H, é:’ %—O~p03HQ \@) > C|)=O
I
CH2 —(:/ v eHonalr;a O CH2 nUpyBaTKMHasa CH3
2-®ocdornuyepar doccoeHon- Mupysar

nupysar (PEN) (MBK)



UTorosble ypaBHeHUA 1-ro 3Tana aspobHoro
pacnaza yrnesoA0B B C/ly4ae pacnaja rMioKo3bl
(1) v rnOKO3HOrO PpparmeHTa runKoreHa (2)

7(AI® +®,)  7(ATO +H,0)

CeH120s + O2 m/ N 2 C3Hs03 + 2 H0

[ noKo3a [upysaT

8(AN® + d,)  8(AT® +H,0)

[C6H12OS] +0» g(z/; [C5H1205] + 2 C3H403 + 2 H0

[lupysaT




[ToroBoe ypasHeHie a3pobHoro pacnaga Moneky bl FIoKo3b

CH,0, +60, 7—T) 600, + 6H,0
32(Al0+0) 32(ATO + H20)
|AToroBoe YpaeHeHHe aspobHoropacnaa rMIoKOZHOro (parMeHTa FMKoreHa

[Cath0] + 80, 7 T 60, + 6H,0

33(A0+0) 33(ATO + H20)




AHa3pOOHbIN MUKONN3 (rMUKONn3)

* OTO aHadPOOHLIN pacnan rnoKo3bl 40 ABYX
MOJIEKYI MONMOYHOW KNCIOThI

* buonorn4yeckasa ponb: CUHTE3 ABYX
mornekyn AT® (cybcTpaTHbIM
docdopmnmpoBaHNEM)



[nnkonus.
Peakuuu r/MKONUTUYECKOU OKCUAOPEeAYKUNU

o 0
FAMUepansaeria- //

m (U S)— = °‘°“ < (Fogir N .éhoc:poﬂzﬁ@

CH20P03H; H3PO4 (:;gggsomxuepm
coon HALL - HATLH, @)

Ak J coou
H- c OH @

C=0 *e—*
CH3 namamermporenaaa

nakiar Cﬂa
(MONOYHaA KMCnoTa) MUpPyBaT

2 (AODP + D) 2 (ATD + H20)

CeH1120s6 \ > 2 CzHgO3
Mwokoza NakTaT

NToroBoe ypasBHeHue rnukonnsa.



CnupTtoBoe bpoxKeHune

Q u
¢ rMuepansaerma- //

W’C H ¢ ng N _é"OC:Posnz

CH,0P04E 0?03}{
ﬂ‘hz e m@b(bornxuepam

HALL  HALLH, "
co
- te) .m % ¢
| < 5 C=0 £=0
CH,OH AKOrONBAETMApOreHasa | nMpyBaTaekapbokeunasa |
3TaHON Y CH3
YKCYCHBIA aNbASrMA MUpyBaT

(auetansaerma)



NpoAYKLUUN MOSTOYHOU KUCIOTbI KNEeTKOW B NPUCYTCTBUU Kucrnopoaa. buoxmmmnyeckas
ocHoBa 3doheKTa 3aKkrnoyaeTcsa B KOHKYPEeHLUMU 3a CybCcTpaT Mexay nupyBaTtaernaporeHa3on,
npeBpawjaroLwien nmpysart B aueTun-S-KoA, n nakraraernaporeHa3oun, npeBpawjarowen nupyBsaT
B JlaKTar.

Y nupyBaTaernaporeHasbl CPOACTBO ropa3ao Bbille U B 00bIYHbIX a3pOOHbIX YCIIOBUAX OHAa
oKucnseT 60sbLUYI YacTb NMPOBUHOrPaaHOU KUCNOTbI. Kak TONMbKO nocTynrneHme Kucnopoaa
yMeHbluaeTcsl (aHeMuu, HapyLueHue KpoBoobpalleHus, cna3m cocyaoB, TPOMOO3bI U T.1.)
npoucxoauT criegytouiee:

BHYTPUMUTOXOHAPUarbHbIe npouecchbl AbixaHua He uayT n HAJH B abixatenbHow uenu He
OKuUcnsieTcs,

MOMEHTaNnbHO Hakannuearwwmnca B mutoxoHapmax HAQH TopMo3nT umkn TpnkapOboHOBbLIX
KUCIIOT,
auetun-S-KoA He BxoauT B LUTK n Bmecte ¢ HAQIH unrubupyet NMNBK-aernaporeHasy.

B aTon cutyauum nMpoBUHOrpagHOMN KUCNOTE He OCTAaeTCA HUYero MHOro Kak npeBpawjatbCcs B

mioko3a
Mpn HanNn4YMM KNCNopo, llaeTcs n oHa, obnagas
oonbL 3HUMIO.
JTakmam-
deaudpoaenaia
MNupysar - laxrar
Nupyaam-
dezudpozenaia P

v )

Auetun-S-KoA — Ipm orcyrcramm
KHCnopoaa

Lwnxn
TPMKapOboHOoBLIX
KMCnoy

FZ_ HAQH

fTpm orcyrcramm
KMCcnopoga



CUHTE3 rMoKo3bl B NEYEHU N MOYKaX:

N3 nakTaTta — obpalleHne rnmkonnsa,
N3 MONEKYN HeyrneBo4HOro NPOUCXOXOEeHUS
(AaMUHOKUCNOT, rMuuepuHa) - rmKoHeoreHes

MembpaHa

Unrozone

rre 'N® 2

iﬁ" q_'ic?ca

My  @ocoenonnupyeam-  °
OOM xapOokcuxunada

MurToxoHapHna
AT®
IO.(: €O, ALO+@,  COOM
& S. 5 2 =0
Hs Nupyeam- H2
xapboxcunala OOM
Mupysar  Copepxuteut H  Oxcanocauerar
(BuoTtuH)

P Auerun-koA HALHH'
Manam-
desudporenara HAL®

Mumoxondpuansnan
COOM
H=OH
H2
OOH
Manar

Dochoeron-
Oxcancauerar NMpyBar
HALH+H*
Manam-
HAL® deaudporenara
yumolonsnNan
COOH
H—-OH
» CH2
OOH
Manar

Obxopa AecATon peakuuu rnukonu3a



[1nst o6xoaHbIX peakunm HeobpaTumblx ctagumn 1-ro atana [ bo-
NyTU CYLLECTBYIOT cneumnanbHble PEPMEHTDI:
ansi 1-u - rnoKo30-6-pocdpatasa (ToNbKo B rnedeHu!), ang 3-um -
dopykT030-1,6-6bMCchoccaTasa.

(®-o—¢cH;

Fmoxo3o-6-
pocpamasa

I moxko3o-6-hocar rmoxo3sa

(P)-o-cHy . cHz-0-(P) Smiaadi (P)-0—CH, . CHz—OH
dugocpamasa

+ H20 \

@y
®pyxroso-1,6-ancocdar Ppyxrozo-b-hochar




Ob6paweHue rnukonusa —»
U IMIOKOHeoreHes —>

FMUKOTEH
NAKTAT A”
TI |:'
L
I
|'|BK ¢)p-1,6- 3 < p6- & 2 6
¢En 9 e o 6uc- q)occbaT cbg::cbar i L
‘1,5 1 /%cboccbaT
.ElAdJ
ANAHUH Cbocct)omuuuepvm

rnuuepMH

(BENKH] XUP



Peakunun, katannsanpyemble anaHMHTPaHCaMNUHa30U U
acnaprarTpaHcaMnHa3oun

COOH COOH
CH3 CHe CH3 (o
|
dlfH-NHz + ble S C=0 + CHo
COOH C=0 COOH  CH-NH2
COOH bOOH
Ananun a-Kerorayrapar IIBK I'nyramar
COOH (lIOOH (EOOH C(I){(2)H
¢H2 + (éH2 —> (CH2 + C|H o
CH-NH2 G(H2 <— (4 g i
éOOH C=0 é SO CH-NH2
('jQQH éOOH
Acnaprar a-Kerorsyrapar  [[IVK I'nyramar



UTorosbie ypaBHEHUA IMTIOKOHeoreHesa us
nupysaTa v obpaLLeHUA IMUKON3a

6 (AT® +H20) 6 (AOD + D,)

2 CaH.O3 +2 HAAH? i »CeH 1206 +2 HA/

NBx Mrmwoxosa

VITOroBsoe ypasHeHne CHHMTEIa rMiioxoas ul nupysara (rnuxkoneorenes).

2 CaiHgO45
Naxrar

6 (AT® + H20)

6 (AAD + D,)

CeH120¢
MMmwoxoaa

Nrorosoe ypasHenne oSpawiennarnukonnla.



ABTOHOMHaHs peryndaumnd yrnesogHoro

AAM LA
depMeHTbI OcobeHHoc | AnnocTepuyeckui AnnocTepuyeckni

MHIMBUTOP aKTMBaTOP
leKCOKMHA3a Knwoues o nKko30-6-pocdar Het ceenenni
W3ounTtpaTaernaporeHasa | Kawueson HAOH,, AT® AND
LinTpaTcnHTasa PerynatopHoit | AT®, cykumnnn-KoA, HeT ceenennii

aynn-KoA
a—Ketoraytapat-Al- PerynatopHei | + 32K, HAZH,, HeT ceenenni
KOMNAEKC CYKUMHUA-K 0A
[AUKOreHcuHTa3a Knwoues on HeT ceeneHni [nwko3o0-6-gpocdaT
Fnukorendocopunasa Knoueson AT® (Mmblybt), n3bbiTok| AMP

¢80 00AHON TN KO3bI

(neveHb)
PochodpykToKMHA3A Knwoues on AT®, umtpar AMO®
MupysaTkapbokcunasa Knwoues on HeT ceeneHni Auemin-KoA




