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Fiauxkoans

I MukoJn3 -~ pacnaja riAKo3bl 10
nupyBara.
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I ekcoxunHaza

I eKCOKHMHA3a KaTaJIU3UpPYyeT HeoOpaTumMoe
hochopuinpoBaHue riawKo3bl. BaxHbIM
CBOMCTBOM I'eKCOKHHA3BI ABJIACTCH ee
HHIHOMpPOBaHUE MPOAYKTOM peaKIMM — IIII0K030-

6-pochaTom.

CyuiecTByeTr HECKOJbKO M30(hepMEHTOB
reKCoOKMHa3, oryinyawinuxca Km. boasmmHceTBO
reKCOKMHA3 MMCEIOT HU3KHe 3HadeHusa Km.

B neyeHu 0CHOBHBIM (hepMEeHTOM,
(hochopuaHPYIOUIUM IJIHOKO3Y, ABJISETCH
JIIOKOKWHA33a, UMEINas BHICOKYI0 Km.




I J10x0KNHAa3a

I JII0KOKHHA32 — MHAYUUOCIbHBIN
(pepment. Cunre3 pepmenra
CTUMYJIUPYIOT:

® nNpueM NMUINUA 00raTou yriieBoJAaMu;

© MHCYJIMH.




Bropast peakuus
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Bropyro peaknuio riivkoJan3a KaTaJdu3upyer
IJII0K030-0-pocharuzomepasa. Peakuus
oOpaTuma.




Tperpsrpeakuusa
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Peakuuio karajausupyer ¢pochoppyKTOKNHA3A.
JlaHHasi peaknus NPAKTUYECKH HeoOpaTuMma.




DochoPpyKTOKHNHA3A

POPK = T/IaBHBIA peryjupyeMbid (pepMeHT
rJIMKOJIN3A.

AKTHBaTOpPHI DPDK:

& AMOD;

® (ppykro30-2,6-ouchocdar;
NHrunouTopbI:

& ATOD;

& nuTpar.
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PDochoppykTOoKMHA3A -2

DODOK-2 kaTaau3upyeT cUHTE3 PPYKTO030-2,0-
oucdocdara u3 ppykroszo-6-gpocdara.

@DepMeHT TaKKe ABJIACTCH PeryJaupyeMbiM:

® aju1ocTepuyecKue HHruoOuTopbl hepmMeHTa -
uuTpar u ATD;

@ pochopuaupoBanue pepmenTa HAMD-
3AaBMCMMOHU IPOTEMHKHUHA30M NMEPEeBOIUT
(pepMEHT B HEAKTUBHYIO (hopMmy.




Peryasinusi pochodpyKkTOKHHAZHI-2

Glucagon  Glucagon
receptor
\

GLUCOSE ABUNDANT
:g"\'[.'l'h’l“(f:-:',: H'L:“‘bli-’:

Fructose 2,6-bisphosphate
(stimulates PFK)

fructose 6-phosphate

~

Adenylate

Phosphoprotein
phosphatase

GLUCOSE SCARCE

{alycolyss inactive;

Fructose 6-phosphate
(no PFK stimulation)

Fructose
2,6-bisphosphate




YerBepTas peakuusi
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lsaTasg peakuns

H,C—OPO,H, HC=0
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JAHOKCHAIICTOH- FAnLEpaIbJaCrui-3-
thochan (hocdar

DepMeHT — TPUO3O(pochaTuzomepasa.

PaBHOBecHe CIBUHYTO B CTOPOHY 00pa3oBaHus
aAnoKcuaneToH@pocdara, 0THAKO B MOCJIEAYIOIIHME PeaKIuK




Illecrast peakuus

HC=0 BB
| HALL  HAZLH 2] O et

u(i'—on > A HC—OH
l

H,C—OPO,H, H PO, H,C—OPO,H.

ramuepaibiaermi-3- | .3-audocho-
chochan rauuepan

depMeHT — riaunepoaabaeruaochaTaernaporenasa.

Peakuus odOpaTumasi, IBJSIETCS NPUMEPOM CYyOCTPATHOIO
dhochopuavpoBanus.




CeabMasi peakums
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H,C—OPO,H, H,C—0PO, H,

| . 3-amndochoranuepar 3-thochoranuepal

depMeHT — pochoranueparkuHasa.
B xoae peakunuu npoucxoaur cuHTe3s ATO.




BocsMas peakuusa

OH OH
Rd 7

HC—OH HE—1 PO, H,
H,C—OPO,H, H,C—OH

3-pochoranuepar 2-thochoranuepar

depMeHT — pochoranmneparmyrasa,
kogepmeHT — 2,3 Ouchochoriauiepar.




JeBfiTas peaxkiusi
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Jlecarast peakuus
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(pocoenonnmupysar eHosIbHAA (popma [THpyBaT
nupysara (kero-hopma)

Peaknuio KaTaau3zupyer alJioCTePUIeCKUU
(pepMeHT MUPYBAaTKUHA3A.

B xoae peakuuu npoucxoaut cuHTes ATO.




Peryasiug mupyBaAaTKHHA3BI

Perynauma nMpyBaTKMHa3bl B NeYEHU
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Peryasiug mupyBaAaTKHHA3BI
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IF'nukonns

Perynauusa
rnmmKonu3a

phosphefructckinase -1
© AMP, Fructose-2,.6-bs-P

sran Perynsuma oCywecTBNAETCA Ha
Fructosa 1.6-0ss-P YPOBHE reKCOKMHa3bl,
e dihm - chocchocbpkTOoKMHaA3LI-1 M
P NnUPYyBaTKMHa3bl, PEepMEeHTOB,
NAD* Katanu3upywouwux Heobparumsbie
sk ol peakumm B rnMKonu3e.
u.3-nns'Ptfozlo’*oo'rce'3‘9 OCHOBHbLIM PEerynaTopHbLIM U
P ate NMAMUATUPYIOLLIMM CKOPOCTDb
' rmuKonu3a cpepmMmeHTOM CRYXXUT
g DODK-1.

Pyruvae kinase
© Fructose 1.6-bis-P
@ ATP ATP

NAD® NADH

Lactate 0—.\—4 Pyruvate

Kata6onnsMm rnoKosbl 34




Peryasanus rJiuKo/Jamu3a

4 TITPYBATKITHASA
i [NTFOROHEOT'EHE3A
3 ®PVKTO30-1.6-TNPOCPATASA
5 TIIPYBATKAPBOKCILTTA3ZA (xodepeHT-

QHOTHH)

B HHHIﬁHTOp,-« “» AKTHBATOp

JIoxamusamua [IpOOECCOB

[ IHKOIH3 — HHTO030.1b KISTOK O0JBIIHHCTEA
IK&H‘&fI, KaK 37Tall 3‘3}}06}101'0 OKHCIeHHA
[THOKO3BL .‘—\Hﬁ?DOC‘Hblﬁ [THROJIH3 - B NIEPEBIE
MHUHYTBI HHTeHCHBHOM pa60m B MBIIINAX. B
IPUTPOLHTAX B TKAHAX NPH HX THIIOKCHH B
OIIVXOIAX

[ TI0KOHeOTeHe3: IepEas PeaKius -
MHTOXOHIpPHH ( MHPYBaTKapOOKCHIa3Had),
OCTaTbHBIE — IHT030.1b. B OCHOBHOM NpOTeKaeT
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Peryasinust TJIMKOJIN3A

_ glucnﬁe
Pi~( AP
Glun{:$ E-ph{:$phate .......... _

Pentose e | == Glycogen

phosphate pathway ¥ synthesis
Fructose 6- phnsphate
ATP & = _-'f.!"v_é F. Fructose 2,6-P2
Pi - % () e - ATP citrate, H+
_j_:-:l ;_'.
AMP, Fruct 2.6-P2 e — ) ]
Hetese 2 - Fructose 1,6-bisphosphate -
(2) Glyceraldehyde 3-phosphate
(2) NADF |- (2) Pj
{(2YMNADH + 2H+
{2) 1.3-Bisphosphoglycerate
{(2) Phnsphuenﬂlpyruvate __,-""-
2 A, _,-?l — [p—p—— [
(2) I E;) ekttt b LT - ATP, alanine
(2} ATEF

(2) Pyruvate
{(2)NADH + 2H+
(2)NAD+

{2) Lactate
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JHepreTuYecKuu 3Pp@PexT aHadpooHOro
PITMKOJINA3A

IHoTpedienune AT®D:

2 MoJiekyJabl AT® ucnoab3yrTCs A1J1 00pa3oBaHus
IJIIOK030-0-pochara (1 peaknusi) i ppykro30-1,6-
oucdocdara (3 peakuus).

Cunre3 ATOD:

2 moJiekyJbl AT® B pacuere Ha 1 MOJIEKYJ1y TJIIOKO3bI
oOpasyercs B xoe ¢ochoriinuepaTKuHA3HONA peaKIuu
(7 peakuus).

2 moJiekyJbl AT® B pacuere Ha 1 MoJIeKYJ1y TJIIOKO3bI
oOpa3yeTrcsi B X0/i¢ MUPyBaTKUHA3HOU peakuuu (10
peaxkuus).

Taxum oOpa3omM B x0/1e aHAIPOOHOI0 IIMKOJIU3A

oOpasyeresi2-MoaeRyAs AT P:




Perenepanusa HAJL"

BoccranosiaenHnasa gopma HAJl He MoxeT
ObITH HCII0JIb30BAHA AJIsA cuHTe3a AT® B
AHAPOOHBIX YCJIOBHUSIX.

IIpeBpameHue BOCCTAHOBJICHHON (hOPMBI
HA/l B OKHCJIEHHY0 IPOUCXOAUT NPH
[peBpaAllCcHUH MUPYBATA B JIAKTAT MO/
TEUCTBUECM JIAKTATACTHAPOTreHA3HI




JHepreTudYecKun 3(pexT a3podHOro
[JIMKOJIM3a

6-8 mosiexkyva AT® B pacuere HA 1 MOIEKYVJY IJTIOKO3bI

»

»

»

)

oopa3vercs npyv a3pPOOHOM I'JIMKOJIN3e:

2 MmoJiekyJbl AT® B pacuere Ha /1 MOJIEKYJY TJIIOKO3bI
oOpasyercsi Py AaHA3IPOOHOM I JINKOJIM3E;

2-3 Mmosiexkyjabl AT® cMHTE3UPYIOTCS M3 KaXKI0M
BoccTaHOBJeHHOU opmbl HAI, oOpa3yroieucs B xoae
LIECTON PeaKInMm.

BHYTpeHHASsI MUTOXOHAPHUAJIbHAA MeMOpPaHa HENPOHMUIIAeMAa
nasa HAJTH?;

19 mepeaaym BOCCTAHOBUTEIbHBIX 3KkBUBaJleHTOB ¢ HA/TH?,
00pa30BaHHOU B IUT030JI€¢, B MATPUKC MUTOXOHPUHA
HUCIOJIb3YTCH YeJTHOYHbIE MEeXaHU3MbI.




I muueposadocharHbIii YeJTHOYHBIH
MEXAHU3M, (IIIYHT)

FnuuepodocdaTHbIN YENTHOUHDbIN
MeXaHU3M

yumonnaima

CI:HZOH HAﬂH + H* HA&’ ?HZOH

OJezudpozeHasa

,quoc;cov(l:a:;lae:OH- doccornuuepon

_f—l_

C|2H20H CH,0H

AWOKCHaLEeTOH- thoccornuuepon

thoccpar

MampuKxc




»

»

»

»

»

»

I muuepoJsdochaTHbIN YeTHOYHBIM MEXAHU3M

I'mnuepoagochaTHbId INYHT (PYHKIMOHUPYET, [JIABHLIM
00pa3oM, B'CKeJIETHBIX MbIIIIAX W, MO3TIe€.

IIyHT npuBOaUT K 00pa3oBaHuio 2 MoJjiekyJa AT® B pac uere

Ha 1/monexkyay HAJIH?2.

I{uro3oabHast popma HAJTH2 ucnoab3yercs s
BOoCCTaHOBJIeHUs (pochoanoxcmaneToHa B TIMIEPOJI-3-
dhochar(PpepmenTt — raunepoa-3docharaeruaporenasa).

I'muepoJi-3-gochar nmocrynaer B MUTOXOHAPHIO, II€e
oKucasAeTcsa o0paTHo B (hochoauoOKCHALIETOH
MUTOXOHAPHUAJIBLHOU (POPMOM IJIMLIEPOJI-
3docharaeruaporeHasbl, MCIOJb3YIOIIEH B Ka4ecTBe
kopepmenTa DAl

DAJ/TH?2 ornaBasi 3JIeKTPOHBbI B IbIXaTEJbHYIO Lielb Yepes

yOUMXMHOH, HPUBOJUT K CUHTE3Y 2 MOJAeKYI ATO,

DochoaANOKCHANECTOH BO3BPAIHACTCS B IIUTO30Jb.



Masar-acnapTaTHbIA YeJHOYHBIA MEeXaHU3M
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Mitochondrial inner membrane
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MaJsiaT-acnaprarHbli YeJJHOYHbIM MEXaHU3M

Buonornyeckoe okKucneHHe

Manar-acnapraTtHbIi YenHOK, obecneunsaromum
okucneHue yurosonoHoro NADH

MuTOXOHADHA

BuoaHepretTuka Yacts 2 30
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MaJjaT-acmnapTaTHbIA YeJTHOYHBIN MEXaHU3M

Magnar-acnapraTHbUTIYHT GYHKIMOHUPYET, IJIABHBIM 00pa3oM, B
MeYeHU, CepPAeYHON MbILILE, MOYKAX.

IllyarmpuBoaur Kk o6paszoBanuio 3 moJiekyJd AT® B pac 4yere Ha 1
mojiexkyay HAJTH?2.

Huro3oabHass HAJIH2 ncnosib3yercs 1Ji BOCCTAHOBJICHUS
oKkcaJioanerara B maJjar.

MaJiat mocTtynaer B MUTOXOHAPHIO H/OKHCJISAETCA 00pPaTHO B
OKCAJI0ALETAT MUTOXOHIPHAIbHOU MAJIATACTHAPOr€HA30M, KOTOPas B
KauecTBe Ko(pepmenTa ucnosab3dyer HAJTH?.

HA/TH2, ornaBasi 3J1eKTPOHBI B IbIXaTEJbHYI0 Llellb, IPUBOAUT K CHHTE3Yy
3 moJiekya ATD.

Oxcajioanerat TPAHCHOPTHPYETCH Yepe3 MUTOXOHAPHUAIBLHYI0 MeMOpaHy
B (popMe acnaprara.

IIpeBpaieHue okcajgoaneTaTa B acnapTaT KaTajJu3upyer
MUTOXOHAPHUAJbHAA acmapTaTaMuHoOTpaHcdepasza.

ITocie TpaHcmopTa acmapTaTa B IMTO30.Ib IUTO30JIbHAsI
acmapraTaMuHoTpaHcdepasa mpeBpamiaeT acnapTaT odpaTHoO B
oKcajioanerar.




HapyiueHus riiuko/imn3a

@ HapyuieHus 1\inKkoJ/InM3a NposaBIAI0TCA
HapyuIeHueM MeTa0d0JIM3Ma 3PUTPOLUTOB.

® 3peJibie JPUTPOLUTHI HEe/COAepxKAT
MHUTOXOHAPUHU U CUHTE3 AT®D B HUX 3aBUCUT
HCKJIIOYUTEIBHO 0T IJINKOJIN3A.

® AT®D HeoOxoauma 1js padoThI
KaJueBo/HATPUEeBOU ATdP-a3bl, y4acTBYHOLIEH
B NO/ICPKAHUHU (ABOSAKOBOTHYTOMN) (hOPMBbI
IPUTPOLMTOB.

® I'eHeTnueckuM aedexT J000ro pepmMeHTa

CJIMKOJIU3A IPUBOAUT K HETOCTATOYHOMY
cuHTe3y ATD.
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I'eHeTHYECKUU Je(PEeKT NreKCOKMHA3BI

JleeKT reKCOKMHA3HI CHUKAECT CHAOKEHHE TKAHEH
KHUCJIOPOAOM:

» I'ekcOKMHa3a nmepBbIv (pepMEHT IIINKO0JIN3A,

CJIeIOBATEJbHO NPH €ro HeI0CTATKE CHUKAETCH
KOHIEHTPAIIUS BCEX HHTEPMEeIUATOB, B TOM YHCJIE H
1,3 ouchochoraunepara, u ciaeaoBarejbHo, 2,3
oncdochoranunepara.

» B 00bIYHBIX YyciaoBuAX 2,3 Ouchochoranuepar

[PUCOCIUHSAECTCH K TeMOIJI00MHY, CHUKAA ero
CPOACTBO K KHUCJOPOAY, YTO NMPUBOJUT K
0CBOOOK/ICHUIO KHCJIOPOJA B TKAHSAX.

© I'eMOrj100MH MANMEHTOB C Ae(PeKTOM reKCOKHHA3bI

00J1a/1aeT BBICOKHM CPOJACTBOM K KHCJIOPOY.

JedeKT reKCOKMHA3HI IPUBOINT K TeMOJUTHYCCKOH
AHCM M H.




Cunte3 2,3-0uchochoriaunmnepara

B npouecce rnmMKonn3a MoXeT NpoTeKkaTb peakuus
npeapau.leHuﬂ l 3-6nc(1)oc<bonmnepm B 2,3-6ucdocdormuepar




Cunres 2,3-0uchochoraunepara

1/2 Glucose

|

,3-Bisphosphoglycerate

2,3.
BPG ’TIutaSe

2,3-Bisphosphoglycerate

2-Phosphoglycerate

Y

Lactate
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HeapocrarouyHasi aKTHBHOCTH ()ePMEHTOB
[JIMKOJIN3A

I'eHeTnyecknu 1eheKT NUPYBATKUHA3DI:
CHMIKaeT npoaykuuw ATD,

Hapylaer padoTy HOHHOI0 Hacoca,
HAPYIIAET CTA0MJIBbHOCTH 3PUTPOHUTOB,

BbI3bIBa€T HA0OYXaHHE U TeMOJIN3
IPUTPOLUTOB.

JlepeKT MUPYBATKUHA3BI ABJISAETCA HaudoJIee
YACTOU NMPUYUHON IreMOJIUTHYCCKON AHEMUU.




I 1ro0K0HEeOoreHes




I 110K0HEOrCeHe3

OnpeneneHue: rIIOKOHEOIeHE3 — CHHTE3
IJ11I0K03bl d& NOVO U3 HEYTJIEBOAHBIX
NCTOYHUKOB.

CyOcTparThl: NMPYBAT, JJAKTAT, LJIHIEPOJI,
[JIMKOT€HHbIe AMUHOKHUCJIOTHI.




I 110K0HEOTreHe3

Jlokaaunszanug:

© /meYeHb;
€ NOYKH;

S INMUTEJINN KHIICYHUKA.

JHEPreTuKAa;

CuHTE3 IIIOKO03bI U3 IBYX MOJIEKYJI IUPYBaTa TpedyeT
ABYX MoJiekyJ AT®, nByx moJjiekya I'TD, aByx
moJiexya HAJIH.




DOYyHKUUU FITIOKOHEOTeHe3a

& OlOecnneynBaeT HOPMAJIbHBIA YPOBEHD IJIIOKO3bI B
KPOBH IIPH I'OJIOMAHUH.

€ B npouecce MHTEHCUBHON Pu3NIeCKON padOTHI
JAKTAT (MPOAYKT IIMKOJM3a) U IJIMIEPOJI
(MPOaYKT JIMIIOJIA3A) UCHOJIb3YIOTCH JIJIl CHHTE3a
[JIFOKO3BI.

€ Ilpu MeTa00IMYECKOM alU/103€ IJII0KOHEOTeHe3 B
MOYKAX MO3BOJISIET YMEHBIIUTH KOJHUYECTBO
IPOTOHOB.




IlpeBpami€éHue JJaKTaTa B MUPYBAT

B TKaHsAX, B KOTOPhIX NPOUCXOIUT INIIOKOHEOT €HE3,
peakuus NporexkaeT B CTOPOHY 00pa3oBaHs
napysara.

B MbIIIax 4 3puTpouMTaxX peakiuusa NpPoTeKaeT B
CTOPOHY 00pa30BaHUA JIaKTaTA.

Ha ckopocTh peakinnu BJIUAIOT:
@ coorHomenne HA/I'u HAJIH, nupyBara u jJakrara;

& usogopma JI/II' B TRAHAX.




Linka Kopu

@ IlupyBar, 00Opusyroumiicsi B npouecce
[JINKOJIM3a B MBIIIIAX H 3PUTPOIMUTAX
[peBpallaeTcs B JJAKTAT;

® JIAKTAT 0CBO00KIa€eTCs B KPOBb, MOIJIONIAETCH
renaToUTAMU, I/Ie IpeBpaunaeTcss 00paTHo B
IAPYBAaT;

€ NMUpyBAaT NMpeBpalIaeTca B rJIl0OK03y, KOTOpas
BbIJIEJIA€TCH B KPOBb, M CJOYKUT HCTOYHUKOM
JHEPIrUu AJISl APYTUX TKAHEH.




| TroK030-1aKkTaTHBIM LIUKJI

[leuenn (HHK-H KOPH) MeBIIIb!
KpoBb
[mIoKo3a I mroxo3a
[IupyBar [IupyBar
JlakTar JlakTar




AJIAHHH ~ CyOCTpPaT IJIIOKOHEOIreHe3a

& B MbImax nupyBar,00pa3yrouiuiuca B npouecce
IJIMKOJIM3A MpPpeBpaliaercs B, AJaHUH (peaKkius
TPAHCAMMHHUPOBAHUS);

© B MpImInax aJaHuH MOKeT 0CB0O00KIATHLCHA U IIPH
pacnajae 0eJK0OB (IIPH roJ0JaHUHN);

© AJIaHHH BBIIEJISETCH B KPOBb, 3AXBAaThIBAETCH
rernaromuTaMU U NpeBpamaercsas OOpaTHO B MUPYBAT
(peakuus TPAHCAMUHHUPOBAHNA);

® O0pa3oBaBIIMIACH NUPYBAT UCNOJb3YETCH JAJisl CHHTE3a
[JIIOKO3BI.




1 J110K030-AJIAaHMHOBBIN ITUKJI

CMioKo30 — anaHUHOBLIWU LMKN

Mbiwuya

Mniokosa -\‘mm{\“a\
[niokosa ’ \,\\%4\

; ; MupyBart
Mupysar Py Koo

\\\\\\;///
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I'anuepoJ1 — cydeTpar riiloKoOHeoreHes3a

@ I'1nepo.t odOpasyercs nNpu JUI0JIU3E B
KHUPOBON TKAHM;

@ I'imuepoJs 0ocB000KIaCTCHA B KPOBb U
MOIJI0IIAETCS renaTouuTaMu;

@ PochopuiIMpoBaHKE H MOCIEAYIOIIEE
NeruaApupoBaHue IPUBOIAT K 00Pa30BAHHUIO
IMOKCHALCTOH (pochara — MeTaA00IUTA
rJIMKOJIH3A.




AMHHOKHUCAOTHI— CYyOCTPATDI
[JIIOKOHEOEEHe3a

® I'MMKOreHHbIe AMHUHOKMCAOTHI MOLYT
[IPeBPAIATHCH B IPOMEKYTOUYHbIEC
npoaykrel HTK;

© npoMe:xyTouHbIe NPoaYKThI LI TK
IPEeBPALIAIOTCH B OKCAJI0ALETAT —
MeTa00JIMT IIIOKOHEOreHe3a.




Y - -l'moxo:»X

I'moxo:; -6 cbocq:aT

pyKT030-6 cboctbaTX

®pYykro3o-1,6-6ucdcocdar
Ournapoken- A~ [luruapokcu-
auetoHdocgar auetoHchocar
N
Muuepansgerua-3-cpoccpar
O ~}— Pu
HAO*-J|~ HAp?

HAO*+ HY <[~ HAp*+H*

1,3-6uccocdornuuepar
Ao - - Af®
ATO <~ ATO®
3-chochornuuepar

2-¢oc¢9rnuuepar

roe
®ocdoaHonNnupyBar
Ao
rmo

OKCanoauerar

\\ — AD®

~+» lMupyBar
ATOD




nNrOKOHeoreHes

['niokoneoceres w3 miapyBata, B NPHHLIIIE, TPOTEKAET 1O TOMY ‘Ke MYTH, 4YTO H
aHAOPOOHBI [THKO/M3, HO B 00paTHOM HampasiaeHmn. OJHAKO mepBbie JBe PeAKIH
IIIOKOHEOr eHA32 OTIYAIOTCA OT PEAKIIH IIHK0/I3A:

AJI® + Pu
)
CH; CO,+AT® + HOH COOH CO,
OHOTHH | [o
=O > CH 2 T / CH)_
KapOOKCHIA32 | [TO |
COOH C=0 » C-0-PO;H;
MHpPYBAT | hocoenomupysat

COOH xapooxcuxmnaza COOH
OKCA/1AaLeTaT (hocdoenomipysaar




IlepBas peakuysi I/IIOKOHEOIeHE3A

@ IlupyBaT npeBpaiiaeTcs B OKCAJI0AIECTAT;
© (pepMeHT — MUPYBATKAPOOKCHIA3A;

»

» ACTOYHMK dHepruu —ATO;

»

KO(l)epMeHT —OMOTHH;

»

) JIOKAJIU3AIMA — MATPUKC MUTOXOH/IPHH.




Crpykrypa KapOOKCMOHMOTHUHA

P —
HN "I"'l ooc—N” “NH
|
HC — CH Hc — CH

| | | |
H.C_ 3 _CH—(CH,),— COOH H.C < _CH-(CH,),—COOH

GUOTHH KapBoKCHOHUOTHH




Tpancnoprokcasnoanerara B
U TO30J1b

‘TpaHcriopT okcasoalierara yepes
MHUTOXOH/IpUaIbHY 0 MeMOpaHy

O6pazoeaHue okcaroayemama, mpaHcnopm 8
yumo3o/b U npespaujeHue 8 ocoeHoanupysam

['nroko3a
Fy

MUTOXOHIPUSA




IlpeBpailieHne ocajoanerara/B
(pochorHONTIAPYBAT

Peakiust mpeBpalieHus okcaioanerara
B (pochoCHOMMUPYBAT B IUTOIIIIA3ME

COOH

hochoenoanupyecam- i
PO CH.
CH. KapOOKCUKUHA3a TR
, . ; 1 N=D
C=0 ~ _— ( O ~1 ('),ll l:

COOH i 1 Co, COOH

Docdoenonmmpysat
Uxcanoaneral




Bropasi peakins [JII0KOHEOreHe3a

@ (pepMeHT - (HoCHOIHOJINUPYBAT
KapOOKCUKHUHA3A;

@ peaknus NpPoTeKaeT ¢ HCMOJIb30BaHNEM
I'TdD;

® JJoKaJIN3anus — HUTO030.1b;

@ cJieyruime mecTb peakiuy ABJISI0TCA
oOpaleHneM IrJInKoJu3a.




rNMAKOJNIN3 U FMIOKOHEOIEHE3

FNIOKO3A - rMOKO30-6-POCOAT

\

H.PO H.O PPYKTO30-6-POCOAT
3FV, b0 % ﬁ 3
3FVV,

H,0 P®PPYKTO030-1,6-BMCOOCOAT

AMO:%I:::I‘I\'_EI_TOH- = > FMALEPANBAMUA-3-POCOAT

l

1,3-BUCOOCPOIJIMLLEPUHOBAA
KMCJIOTA

it

3-90CPOrNMMUEPUHOBASA
KMCJIOTA

rne

Cco, 2-90CPOIJIMLEPUHOBASA
rmoe KMCJIOTA

POCOPOEHOJINMUUPYBAT
110
1)'
NMAPYBAT

o, W

NAKTAT

OKCAJIOALIETAT

H,F0, A0® ATO®



PpykKkT030-1,6- AMchboccharasa




IIpeBpaimernue (ppyKkT030-0-
¢ocara B rioko030-6-gocdar

@ Peaknus nu3oMepu3anuu;
@ peakuus — o0paTumMa;

@ pepmeHT- pocoraroxonomepasa.




IIpeBpanienue Ljar0K030-0- pocdara
B_CBOOOHYIO I'JIIOKO3Y

& Depmenm 2n0K030-0-pocthamasa
npucymcmeyem moJioko 8 mKaHix, 20e
npouCxooum 2j1l0KOHe02eHes.

.

- —

[noKo30-6-dpocdarasa

OH

[nicko30-6-pocdar [ noko3a




PECYNALNA MNMIOKOHEOINEHE3A
YpoBHEM MeTabo/INTOB

salleTUN-KoA (asi/1ocTepuyecKumn akTuBaTop
nupyBaTKap6oKcunasbl)

e AMOD (annocrepunyeckum MHrMburtop
¢ pykTO30-1,6-6UchocchaTasbl)
ATD (annocTepuyecKuUn aktuBarTop

¢hpyKT030-1,6-6MchocchaTasbl)

*chpyKTO30-2,6-0Uchocchar:
WHIrMounTop rMIoKOHeoreHesa
(- hbpyKTO30-1,6-6McpOoCchaTasbl),
aKTUBartop rnmkonusa
(+ hochohpyKTOKUHA3LI)



Perynauua rnioKoHeoreHesa

[MUKONU3 U rNIOKOHEOreHes peryimpyroTca peuenpoKkHo, ecnum
dKTUBHOCTb O4HOIO U3 I'IyTEﬁ OTHOCUTENDBHO NMOHUWXAETCA, TO
dKTUBHOCTb APYroro nytv NnOBbILLAETCA.

fopmoHanbHaa perynaumna: UHCYNUH TOPMO3UT AKTUBHOCTbL
depmMmeHTOB rNIKOHeoreHesa, a rNMIKaroH U aagpeHanuH u
FMIOKOKOPTUKOUA LI CTUMYNIUPYIOT FIOKOHEOoreHes B NnevyeHu.

AnnocrepuyecKkan perynauua: OCHOBHbIE NYHKTbl KOHTPOANA
rNIOKOHeoreHesa perynayusa CUHTE30B: dochoeHon-
nuposuHorpagHou K-tbl (PEM) u rnoko3o-6-¢pocdara.

MepBaa peakuua KaTtanusupyerca nupysBaTKkapbokcunasom
(akTuBupyerca auetrun - KoA). Bropas - ¢pyKTo30-6bUC-
docdaraszoun (MHrMbupyerca AMD u aktusupyetca ATP).

[ MyShared



Peryjasanus riimkoJm3a U r’Il0KOHeoreHe3a

- | L HLUCO 25
_— Fructose &-phosphate
p— / - o o —
F c-BP >
‘ 4 o —
AMP / ) F-2,6-BP
> | e
ATP (— | ' . ) AMP
Citrate (—) A'k\ “itrate
H O \\

! Fructose 1,6-bisphosphate |
Several steps
— Phosphoenolpyruvate '

S {—) ADP
/
F-1.6-BFP |
o
ATP ( [
- Y Oxaloacetate
Alanmnine
\-

Pyruvate




IleHTO3HBIN ITUKJI




DOYyHKINUY ICHTO3HOI0 MK/IA

@ Ilocrasiaser HAJI®PH2 aast peakuuu
BOCCTAHOBUTEJIBHOIO CHHTE3A;

© B IIeHTO3HOM IHMKJI¢/ CHHTEe3UPYIOTCH
[MEeHTO3bl, HE00X0AUMBIE JIJI1 CHHTEe3a
HYKJIEHHOBBIX KHUCJIOT.




B OB D D D

»

JJokamu3anusa HuKJIa

I1eHTO3HBIM UKJI MIPOTEKAET, :

B IICYCHU;

B JKUPOBOU TKAHMU;

B KOpP€ HaANI0O4Y€1YHOKOB,

B JPUTPOLIMTAX;

B MOJIOYHOH KeJie3e B MePUOI JAKTAIUM;
B CEMEHHHUKAX.




J/IBe-eTagnmm nuKJjIa

® OKMCJHTENbHAS CTAAUS — IVII0K030-0-ocdar
MOABEPraeTcsi OKMCIUTEILHOMY

NeKAPOOKCUIUPOBAHUIO, B Pe3yiIbTaTE KOTOPOIO
00pa3yrTCs MEHTO3bl. JTOT 3TAIl' BKJIIOYAET JBE
pPeaKIuu JernApUupOBaAHMII.

® HeoKuCauTeNbHAS CTAIUS — BKJIKYACT CCPHUIO
00paTUMBbIX peaKI i, NPUBOASIIMUX K CHHTE3Y

MPOMEKYTOYHBIX MPOAYKTOB [NIMKO/JIHA3A:
bpyxTo30-6-ocdara u riauuepoabaerui-3-

(ochara.




=3

7~ OKUCHIUTeSlbHas CTaans - -
neHTo3o(goc@daTHOro nyTn

&

CH20H

-t—O ATO AO® TEOO? HAO®* HAO®H + H' j:zoo

5 _
OH S oo Koy \ “J Ko =0 __
HO OF SorcoxasR 4o OH  dezudpozeHasa  HO

OH OH OH
FIHOKO3a rnokKoso-6-thpocgar (bOC(bOlTII‘OKO"
NAKTOH
COOH _0
H—(|:—0H WE H,C—OH CZ-H
H,O B + |
2 | HAO®® HAO®H +H | H—C—OH
\, HO—C—H  / fli=0 |
> H—(!:—OH s = H—C—OH = = H—C—OH
nlakmoHa3sa I ¢ghocgpoanrokoHam- | usomepasa |
H—C—OH OezudpozeHa3sa H—C—OH H—?—OH

6-choccporntokoHar pubynoso-5-poccpar pu6o3so-5-pocdar




MeHTOo30hochaTHBIA NYTh OKUCIIeHNS IrITIOKO3b]

Linknuueckumn xapaxkrep Non

(6} Mnioxoao-6-pocpar

tﬂ 12 NADPH+12H'
- 6 CO;

(8) Pudynoao-S-thocdiat

[Gumepesa] | L=
/

| Naomepasa
‘
{2)Keunynoao- {2) PuBoao-S<pocipar
5-chocpar (o]
Cs & Va :

PN

4
L} Capgorentynoso-
~. / 7-pocpat
C; /

TpaHcaneaonasa l /
Spurposo- /
4-pocepar Cs \u l Tpancxeranaia

Tpyxroso- B rWuepanbasria
sdochar + e | aepoctar

|
DpyxTo30-
1,6-6ucpochar
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1
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NPT okucneHMsa rnwkKko3bl. T NIOKOHeoreHes




Roductive anabolic

Pty
-7 "~
NADPH T NADPE
+ +
A
O ©
Il |
[ " C o "
o € O s H - G OH TS o C— Ol
| ”‘0 \ / “
HO—C—H HO—C—H S A C=0
| — D —— ——————— ——>
H— C—OH 0.9 H—C—OH o H—C—OH
i
13} < ot 1 « O 1n « O
|
HLO—O—» HO—O—P HOC—O—)»
Glucose. 6 6 Phospho Ribulose s
phosphate ghiconate phosphate
Nuchew acid ]
biosymthesis ‘
‘T H— C— OH
o C—0
C—H HoO < H (8
| T
H—C—OH H-—C OH C—H
" |
H - C—OH H - C— OH H— C— OH
H—C—OH H—C—OH H— C— O
] | | |
HL O HY O e HL Oy
H—C—OH ~
« O b Anocher
—— Hibase-5- Sedoheptulose Ervthrose-4 . L~ Xylubose 5.
H— C— O phosphate T-phosphate phosphate phosphate
e B . =y \ S
e ——— B m— [ 21 \f
H—C—OH — — - —~— |
2 6] i (7 = Gl | ©
HC—O—P —a H H -~ C—OH ||
= | N/ | 1‘1
H OH W CcC—0O VALY,
i ’
3 | ¥ N
Ribalose-5- C—0 (3] HO H O
plsasphate | |
HO Bl C—H H—C—OHn C—H
L ' l |
H—C—OH H «—OH H—C—O0H H—C—OH
| | | |
Hy O 13 HY (&) » HL (&) » HC (8] »
Xviolose- 5 Ghoernldehyde Frisctone- 6. Ghoorabdohyde-
phosphate Sphosphate phosphiate S-phosphiate

Ghcolyuic insermediates



I nyTe: dochopunuposaHue

Sovicrosa Peaxumna 1
> ®dpykro3so-6-dochar
[ekcokuHaza
Il nyTs !
(rnaBHbIN) Mmukonus
Peakuyun 2
> ®pyKT030-1-Pocdar
®pykTOKMHa3a
Peaxkuusa 3
AnbponaszaB
AurnapokcuaueroHdocdar
D-rnvuepansaerva

Peakuus 4 /

Tpuo3okuHasa i BapHanT - ¥
y AnbponasaA HaKonnexue
lMuuepansgerua-3-docoar =2 > Y npespalleHue
B MMIOKO3Y
| BapuauT
Mukonua

PucyHok 1. MeTtabommam @ppykTo3sl no E.C. CepepuHy [4]




[ nuuepanbaerua

[ ®pyKT03a ) ¥ PacujesséHne
‘ ! aC
dpykTo30-1-chochar anbgonasei B

e
\
\ AnruapokcraueToH

& docdat

aKKyMynupyeTcs

MMnornukemus ' Tokcuueckne adhdexTbi

HHH’HSHIJ‘/GT rﬂl‘lKoreHOﬂma, Ha nquHb, noq‘g(!‘; 1% i(HLUe'-{HNI(
FMIOKOHEeOINreHe3s M NTMKOJTN3




HenepeHocuMocmb MPVKMO3b]

(PpykTO3EMUSA)

HACNEeACTBEHHOE ayTOCOMHO-PELIECCUBHOE 2abonesaHme.

Knusuxa. Nocne npyuema Npoaykroe, cogepxawmx (hpykroBbIn
caxap (thpykroB), NOABNAKOTCA APOXb, NOTNMBOCTL, PBOTA,
HapyLwWeHue cosHaHuA. NMpucoeanHAKTCA TPAaH3UMTOPHAA
XKEenTyxa, 0enok B MO4e, Pa3BUBAETCA renaroCcnneHOMEranua u
LMpPpPO3 NeYeHMu.

Huasnocmuxa: npyn Harpyske Ppykrozon ypoeeHb PpyKkTOShl B
ChIBOPOTKE KPOBU MOBLILLAETCA, COACKAHUE IMIOKO3LI B
KPOBW PE3KO CHIMKEHO.

NMpuuuHa — OTCYTCTBUE 3H3MMA Bcnegcreue
3H3MMATU4YECKOro 6noka merabonusm (PpykTo3bl
OCTaHaBNUBAETCA HA 3aTane obpazoBaHua (hpykrosza — 1-
tpochaTa. Ero HakonneHne TOPMO3IUT aKTUBHOCTL

, KOTOPAaa Katanu3umpyer pacuienneHue
rMUKOreHa o caxapa.

pasBuBaeTCA rMnornMKeMus, KOTOpaA ABNAETCA
HeNOCPeACTBEHHON NPUYNHON BOSHUKAIOLMX CUMNTOMOB..




N\euyeHue PpyKTo3eMUMU:

 /ledeHne 3aKA0UYACTCA B VICKAIOUCHNI 113
IV IIPOAYKTOB, COACP KALLIVIX B A1000M
BUIAC PPYKTO3Y (CBOOOAHOM VAU CAOKHOM:
caxapossl, padpPprHO3LI, MHYAVIHA VA
coponroaam Ap.), B COCTas KOTQprX BXOANT

)9’-
'l’
!
i o)
1 ]
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H2 I'uunmomma:a Pu6033
ATO ALQ®

Fanaxroso-1-

Fanaxmo3so-1-gpocpam- @
Fanaxrosa docdar ypudunmpancepass YA®-ranaxrosa
Snumepasa
“2 HO~CH»,
.’
”cémnno-
Myma3sa
Fmoxo30-1- o
roko30-6-pocdat docdar r ::;:::' ;:::;?:3'. YA®-rnioxoza
Mmwoxo3o-6-
pocpamaza
Ow Y7o ®
H2
H
H

Cmoxoza




MeTabonnam ranaktosbl npu
ranakTo3emMmmm

[[anakTo3a BHELL.

I

TpaHcnopTep
ranakto3ssl

'

[[anakTo3a BHyTP.

~

[anakTuTon
[[anakToknHasa

GALK

l
anakroso-1-pocpar ——_ il UDP'fﬂ*?KOfia

[anakTo30-1= T chepasa UDP-ranakto30-4-
GALT anumepasa (GALE)

'
['ntoko30-1-cpoccpar 4—/ \» UDP-ranakro3sa




[ anakrosemus

dyTOCOMHO-peLeccuBHoe 3aboneBaHue.

lpunHa - HegoCcTaToK thepMeHTa ranakro3o-1-thocdarypuauin-
TpaHcdepas3bl, KOTOPbLIX pacllensigeT MOJIOYHbIN caxap JIAKTO3Y.

CumMnToMbl 3ab6oneBaHuA NPOABIIATCH Y HOBOPOXIOEHHbIX Moclie
npyuemMa MoJIoKa. XapakTepusyetcs yBeJiInYeHHOWU NeYeHbo, PBOTOM,
NOHOCaMM, YMCTBEHHOMW OTCTaNocCcThbHo. JleyeHUe 3aKnoYyYaeTcH B
NCKIJITHOMEeHWUWN MOJIOKa U3 INMUILL KA.




MeTtabonnam yrnesoaos

(DDY\KTO% moxo2a oo, ! ranaxiosa
) N
|~ AP R wy=o | AP ~
. )
v ~>ADP ADP
PPYLIoa-1<p MOKO36- P 4o NOKO3R- 1.1 | TANAKTOSA-1-F)
4
2 FIMOKO m -6-(p
1 ranaxkroza UDP MoXo3a
por— qmyuoqd 1.8-qu-p) UDP-ranaxros:
|
| /
]

MyaUepans AMrVAPORCH - - > mmwpawbs P
aueTon-3- (P

\
\
L\ /‘
\
\‘;___
L NADMsH* ( \ v
4 " nvpysar

§ == NAD ’

MMKONN3

puepus
1 KOTOrExCORMMAID ) TONOR M A Pp MNaxTOCIMASA ,-’ JOP-TNxo30-
¥ 2719 18 2712 B2 2715 £ Yninepasa

132
i ‘2 Sy roaoyuspocdar

4 ANSASCWA-DEYTAZA 8' raxCOo30- 1-POCPaT-
| Lo amnrasa g 1213 .

13121 VIR TOOmC D Opa A

2.7.7.12

FfanaKkrosemMusn:

KAWHMKa:
npozpeccupyiouiue
CUMITMOMBI 1ocne
esedeHua Monoka {3-4
cymuxu}, peoma, duapes,
Heenmyxa, Kamapaxma,
HapywieHue (hyHKyuu
nevYeHu

AuarHocruka:

Cxpununz obuyeii
2anaKmo3sbi,
depmenmorii, [THK-
aHanus



