Mera0oau3m yriieBoa0B

AHa3pOOHBIN ‘M a3pOOHBIN pacIal
DJIFOKO3bI. | TuKoIn3. A IFOKOHEOreHE3.
[IeHTO3HBIN yTh META00IN3MA
[JIFOKO3bI. | OpMOHAIBHAS PETYASALUAA
oOMEHa YIJIIEBOJIOB.




Fiauxoan3s

L MuKkoaM3 -~ pacnaja rjrwKo3bl 10
nupyBara.

€ aHA3POOHBIN IJIMKOJIN3 NPUBOIUT K
CMHTe3Y 2 MoJieKyJa ATD;

©® a3pOOHBIN I'IMKOJIU3 NPUBOIMT K
CUHTE3Y 8 MoJIeKkyJ AT,




fava obur 1o A Yhardary v ur s » Mk renraly-

geiavun lll’D‘l Yy widthne AN ESY e o‘l-vuolc % Ay AN
Fowvh saew todudry CVASCLALAE Marr ATan My

femasnbhm A Nowmnw, Sow boobs
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IlepBas peakuusa

H,C—OH
1 0. H

N
I- ‘

H
OH E{\{ 7—T"’ I/{:IE[
Mg?lh \—/
'UH I (H '.I|r|3 -'1'-.:|.[]:' ”‘“

H OH H

MOK03a rmokn30-6-thocdar



I ekcoxuHasa

I'eKCOKHHA3a KaTaJM3HUPYyeT HeoOpaTumoe
(hochopuinpoBaHue riwKo3bl. BaxkHbIM
CBOMCTBOM I'eKCOKHMHA3bI ABJISETCH ee
HHIHOMPOBaAHHUE MPOAYKTOM PeakIUU — IJII0K030-

6-pochaTom.

CyumecTByer HeCKOJbKO U30(hepPMEHTOB
reKCoOKMHa3, oranuyawimuxca Km. boJbmmuHcTBO
reKCOKMHa3 MMeKT HU3KHe 3HaueHus Km.

B ne4eHn 0OCHOBHBIM (DePMEHTOM,
hochopHIHPYIOIIUM IJIOKO3Y, ABJISAETCS
[JIIDKOKUHA3a, UMEINAas BLICOKYI0 Km.




I 1r0x0KNHAa3a

I 1I0KOKHMHA32a — MHAYUHOCIbHBIN
(pepment. Cunre3 pepmenrta
CTUMYJIUPYIOT:

® NpueM NMUINU 00raTou yriieBoJAaMMu;

© MHCYJIUH.




Bropasi peakius

E[{]—EI}H

COH
roro30-6-thocdan $pyvrTO30-6-thocdar

Bropyro peakuuio riiMmkoJn3a KaTaJausupyer
rJII0K030-0-pochaTruzomepasa. Peakuusa
oOpaTuma.




Tperbsapeakuus

)
_r'l:l." lnl'llll -
HO—P._ HO—p’

. OH | "OH
H.C—0O . H.C—0O

™ i,

HO™

OH H

(ppvrkTO30-6-thocar thpykTo3o-1,6-Ondocdar

Peakuuro karaausupyert pochodpykroknHasa.
JlanHasi peakuusi NPAKTHYECKU HeoOpaTuMma.




DochoPpyKTOKHNHA3A

OPDK <= T/IaBHBIA peryjupyeMbid (pepMeHT
rJIMKOJIN3A.

ARTUBaTOopbl PPOK:

& AMO;

® (pykro3o-2,6-ouchochar;
NHruouTopbI:

& ATOD;

& nuTpar.




Ctpykrypa ppyKTO030-2,0-
oucdochara
O PO | P 2

H =

y

CHLOH
HOy

Fructose I.6-bisphosphate
(F-2.6-BP)

¢pykKTo30-2,6-0uchochar odpasyercsa U3 PpyKroso-
6-¢pocdara, Npu NOBLIIIEHNH €r0 KOHIEHTPALUU

¢ppyKT030-2,6-0uchochar akTuBupyer DK
TOJHKO B TICYCHH




DochoppykroKuHa3a -2

DOPDK-2 kaTaau3upyeT CUHTE3 PPyKTO030-2,6-
oucdocdara u3 ppykro30-6-ocdara.

DepMEeHT TaKkkKe ABJIACTCH peryJlupyeMbIM:

® aj1ocTepuYecKue HHTUOUTOPHbI (hepMeHTA -
nuTpar u ATD;

€ dochopuaupoBanue pepmenTa A MD-
3aBHCHMMOM MPOTEHHKUHA30H IEPEBOIUT
(pepMEHT B HEAKTUBHYIO (hpopMmy.




Peryasinust ¢pochpodpyKTOKHHAZHI-2

Glucagon  Glucagon

receptor ﬁ(
\ @
. Y 'II ']
) II.

GLUGOSE ABUNDANT
Olycalyss active)

Fructose 2,6-hisphosphate
(stimulates PFK)

Fructose 6-phosphate
S

----,

Adenylate
cyclase

Phasphoprotein
phosphatase

GLUCOSE SCARCE
alycolyas inactive

rructose B-phosphate
(ha PFK stimulation)

Fructose
2. b-bisphosphate




YerBepTas peakuusi

H,U—0OPOH,
[ —L)

HH—El'[[

H{—OH n, L= PI"["JI.LH_1 HC=0

HC—OH =—"2= (=0 ) HC—OH

I
H,C—0PO,H, H,C—0H H,C—0PO,H,

ppyrTo30-1,6- JIHOKCHALIETOH- FAHLEPAILIAETn,I-3-
ondocdar thocdar (ocdar

@epMeHT —aJib10J1a3a CYHIeCTBYET B HECKOJbKMX U30MePHBIX hopMax




lsaTas peakuus

H,C—OPO,H, HE=0
(=0 =——> HC—OH

H,C—OH H,C—OPO, H,

IHOKCHALIETOH- rAHUEpansIerni-3-
thocan thocdar

depmMeHT — TpUO3odochaTuzomepasa.

PaBHOBecHE CABMHYTO B CTOPOHY 00pa3oBaHus
AUoKcuaneToHdocdara, 0IHAKO B MOCJIECAYIOIINE PEAKIUU

BKJHOYAETCA-FOALKO- FAUHEpoadbacrua-3-hpochar.



Illecras peakuus

HC=0 ~—0- PO.H,
| HAJI'  HAJI-H “:‘I O~ PO;H,

Illi'—{'.llf{ “. T HC—(H
= |

H,C—0OPO.H, ||-._|'a{:n_ H.C—OPO.H,

FHLEePabAerH i-3- |, 3-nmudocho-
thocdan riaHLepan

DepMeHT — IIMIepoasbaeruaocharaeruiporeHasa.

Peakuust oOparumMasi, iBJSIeTCA NIPUMEPOM CYOCTPATHOTO
(pochopuiupoBanus.




Bocsmast peakuust

0. OH ) OH
C

HC—OH HC—OPO,H,

H,C—0OPO,H, H,C—0OH

3-(hocpornuuepar 2-(pocoranuepar

depMeHT — pochorauneparmMyrasa,
koepMeHT — 2,3 Ouchochoraunepar.




CeabMmasi peakuus

=
. H

H,C—0O-PO.H, C

| © AJlD v |

E[t'i'—{..]-]] - Ilui'—['}ll
H,C—OPO,H, H,C—OPO,H,

|, 3-audochoranuepar J-(pocornuuepar

depMeHT — pochoranueparkuHasa.
B xoae peakunuu npouMcxoauT cuHTe3s AT,




JeBsiTas peakuusi

OH
e

HC—OPOH,

|
H,C—0OH

-

2-(hocoranuepar pochoeHoNTHPYBAT

depMeHT - JHOJIa32




Jlecarast peakuus

(ochoeHonnupysal eHoabHag Qopma NHpYBaT
nHpyBaTa (keTo-(hopma)

Peakumro katajau3supyer ajajIoCTePpUIeCKUA
(pepMEeHT MUPYBAaTKUHA3A.

B xoae peakuuu npoucxoaurt cuares ATD.




Peryassnusi HUPyBAaTKHHA3BI

HIGH BLOOD i 'H LOW BLOOD
GLUCOSE CLUCOSE

LEVEL LEVEL
Phos phﬂwlate
pyruvate kinase

(less active)

E;:phnsphur'hrlatéd _
Wruvate |-I:IHEEE

Phosphoenolpyruvate + ADP + H° —_‘h Pyruvate + ATP

%

Fructose ATF
| 6-bisphosphate  Alanine
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Peryasinust TJIMKOJINA3A

AMP, Fructose 2,6-P2 - -

Glucosee
Pi ATP
Gluﬂ{:EE 6-phosphate..-. .

Pentose e | == Glycogen
phosphate pathway synthesis

Fructose 6-phosphate

ATP % F) e .-?.ix-'::"—f, Fructose 2,6-P2

Pj (= = ATP citrate, H+

Fructose 1,6-bisphosphate -

(2) Glyceraldehyde 3-phosphate
(2) NAD+ (2) Pj
{(2YMNADH + 2H+

{2) 1.3-Bisphosphoglycerate

{(2) Phnsphuenﬂlpyruvate __,-""-
:;: fd_: g-) I ATF" alanine
(2) Pyruvate
{(2)MADH + 2H+
(2)MNA D+ ‘1
{2) Lactate



o

s

JHepreTuYyecKum 3 PexkT aHa3poOdHOIo
PITUKOJIM3A

IHoTpebuaenune AT®D:

2 MmoJiexkyJabl AT® ucnoJb3yr0TCs AJs 00pa3oBaHus
IJIIOK030-0-pochata (1 peaknusi) n GpykTo30-1,6-
oucdocdara (3 peakuus).

Cunre3 ATOD:

2 moJiekyJbl AT® B pacyere Ha 1 MOJIEKYJ1Y IJIIOKO3bI
oOpa3syercsi B xo/e ¢pochoriauueparkuHa3HOM peaKkmuu
(7 peakuusi).

2 moJiekyJbl AT® B pacuere Ha 1 MOJIEeKYJ1y IVIIOKO3bI
oOpa3yeTrcs B X0/i¢ NMPyBaTKUHAa3HOMW peakuuu (10
peakuusi).

Taxum o0pa3zoM B x0/€¢ aHAIPOOHOI0 IVIMKOJIU3A

oOpasyeres2-Moireryast AT®:




Perenepanusa HAJL™

BoccranoBiennasa gopma\HA /Il He Moxer
ObITH UCII0JIb30BaHA AJisA cuHTe3a AT® B
AHAIPOOHBIX YCIOBHUSX.

IlpeBpameHue BOCCTAHOBJIECHHOU (hOPMBI
HA/Jl B OKHCJICHHYI0 IPOUCXOAUT NPH
[peBpallleHUH MMPYBATA B JIAKTAT IO/
ACUCTBUECM JIAKTATACTHAPOTreHA3HI




JHepreTudYecKud 3(pexkT a3podoHOro
[JIMKOJIM3a

6-8 MmoJ1eky AT® B pacuere HA 1 MOJICKYJIY ITIOKO3bI

»

»

»

)

oOpaszvercs Npyv AAPOOHOM IJINKOJIN3E:

2 moJiekyJbl AT® B pacuere Ha 1 MOJIEKYJY TJIIOKO3bI
o0pasyercs nNpv aHA’IPOOHOM IJIMKOJIHU3E;

2-3 mosiexkyjabl AT® cMHTE3HPYIOTCS M3 KaXKIA0M
BOCcTaHOBJeHHON opmbl HA I, oOpa3syronieucsa B xojae
LIeCTON PeaKI M.

BHYTpeHHsII MUTOXOHAPHAJbHASE MEMOpPaHa HeIPOHULIaeMa
nasa HATH?;

1A mepeaaym BOCCTAHOBUTEIbHBIX SKBHMBaJIeHTOB ¢ HA/IH?,
00pa30BaHHON B IUT030/1€, B MATPUKC MUTOXOH/IPUH
HUCIOJIb3YIOTCH YeJTHOYHbIC MEXaHU3MBbI.




I'nmuuepoagocPhPaTHbILMCTHOYHBIA MEXAHU3M (ILLYHT)

1

2 Gjimuaﬂ
Glyceraldehyde 3-
phosphate

Pi Nﬂ.D‘H—C Glycerol 3-phosphate : FAD
a '3
NADH, H+—/ Dihydroxyacetone
ok " phodphate FADH2

1,3-Bisphosphoglycerate

Jl Mitochondrial

inner

Pyruvate Cytosol membrane

(a)
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»

»

»

»

I 1uueposdochaTHbIN YeTHOYHBIM MEXAHU3M

I'mnueposagochaTHbId INYHT PYHKIMOHUPYET, [JIaBHBIM
00pa3oM, B'CKeJIETHBIX MbIIIIIAX W MO3Ie€.

IIyHT npuBOoaUT K 00pa3oBaHuio 2 MoJiekyJa AT® B pac yere

Ha 1/mounexkyay HAJIH?2.

I{uro3oabHass popma HAJTH2 ucnoab3yercs ajis
BOCCTaHOBJIeHUs (pochoanoKcmaneToHa B TIMIEPOJI-3-
dhochar(PpepmenTt — raunepoa-3docharaeruaporeHasa).

I'muuepoJi-3-gpochar nmocrymnaer B MUTOXOHAPHIO, II€e
OKHUCJIsIeTCH 00paTHO B (POCHOTUOKCUALCTOH
MHUTOXOHAPHAJIHLHOU (POPMOU IIHLEPOJI-
3docharaeruaporeHasbl, MCIOJb3YIOIIEH B Ka4ecTBe
kogepmenta DA/

DATH2 oTnaBasi 3JICKTPOHBI B IbIXaTEJbHYIO 1IeNb Yepe3

YOUXMHOH, HPUBOAUT K cUHTe3Y 2 MoJeKkyd AT,

D ochoanoKkcuaALETOH BO3BPAHIAETCS B IIUTO30J1b.



Manar-acnapTaTHbIA YeJHOYHBIA MEeXaHU3M

%Glucose

Glyceraldehyde 3-

phosphate |/
Pl NA Mal
a

NADH, H* OAA
3= Blsphosphoglycerate L
f

Pyruvate ¢ =

Cytosol = == Mitosol

= ==

= =

=i

Mitochondrial inner membrane

(b)
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»

»

»

»

»
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Magnar-acnapTaTHbIM YeJTHOYHBIN MEXaHU3M

MagniaT-acnapraTHbUITIIYHT (PyHKIIMOHUPYET, IJIABHBIM 00pa3oM, B
MeYeHU, CepAeTHON MbIIIIe, OYKAX.

IllyarmpuBoaut Kk o6paszoBanuio 3 mojiekyjd AT® B pac yere Ha 1
moJjiekyiry HAJTH?.

uro3oabHass HAJIH2 ncnosib3yercs /i1 BOCCTAHOBJICHUA
oKcaJioalnerara B MaJjar.

MaJaT mocTynaer B MUTOXOH/IPHIO H/OKHCJISAETCHA 00PAaTHO B
OKCAJI0aLeTAT MUTOXOHAPHAJIbHOU MAJIATACIHAPOTreHA301, KOTOPas B
KavyecTBe Ko(pepMmeHTa ucnoab3dyer HAJTH?.

HAJIH?2, oTmaBasi 3JIEKTPOHBbI B AbIXaTEJbHYIO Lelb, IPUBOJAUT K CUHTE3Y
3 moJiekyJa ATD.

OxcajioaneraT TPAHCHOPTHPYETCS Yepe3 MUTOXOHAPHUAIBLHYI0 MeMOpPaHy
B (hopMe acnaprara.

[IpeBpamnienne okcajoaneTara B acCHapTaT KaTaJu3upyeT
MHUTOXOHJAPHAJIbHAS acnapTaTaMuHOTpPaHc(pepasa.

ITocJie TpaHCMOPTA acmapTaTa B IIMTO30J1b IMTO30JIbHAS
acnapratamMuHoTpaHcdepasa npeBpaiiaeT acnapTat odpaTHoO B
OKcaJI0aleTar.




HapyimeHus riiuko/am3a

® HapyiieHus riinKoJ/J1m3a nposiBJISAI0OTCS
HapyUIeHUEM METa00/1M3MAa IPUTPOLIUTOB.

® 3peJbie S)pUTPOLMTHI He/COACPKAT
MHATOXOHAPUHU U CUHTE3 AT®D B HUX 3aBUCUT
HCKJIIOYMTEIBHO OT IJINKO0JIH3A.

® AT®D HeoOXxoauma s padoThI
KajueBo/HATPUEeBOH ATd-a3bl, y4acTBYOLIEH
B NO/IePKAHUU (ABOAKOBOTHYTOM) (hOPMBbI
IPUTPOLUTOB.

® I'eHeTnuecku aedexT J000ro pepmMeHTa

CJAMKOJIU3A IPUBOAUT K HETOCTATOYHOMY
cuHTe3y ATD.



€

€

€

I eHeTHUYECKUU Je(PCKT NreKCOKMHA3LI

JledeKT reKCOKMHA3bI CHUKAET CHADKEHHE TKAHEH
KHUCJIOPOAOM:

» 'ekcoknHa3a nepBbIN (PEPMEHT IIMKOJIN3A,

CJIeIOBATEJIbHO IPH €ro HeJIOCTATKE CHUKAETCH
KOHIEHTPAIIUA BCeX HHTEPMeIUATOB, B TOM YUCJIE H
1,3 ouchochoraunepara, v ciaeaoBarejibHo, 2,3
oncdochoranuepara.

» B 00bIYHBIX YyciaoBuAX 2,3 Ouchochoraunepar

[PUCOCIUHSAECTCH K TeMOrJI00MHY, CHUKAA ero
CPOACTBO K KHUCJOPOAY, YTO MPUBOJUT K
O0CBOOOK/ICHHUIO KHCJIOPOAAa B TKAHSAX.

© I'eMOr100MH MANMEHTOB C Ae(PeKTOM reKCOKMHA3bI

00J1a/1aeT BBICOKMM CPOJACTBOM K KMCJIOPOAY.

JledeKT reKCOKMHA3HI NPUBOIUT K TeMOJUTHYCCKOU
AHEMHU M.




Cunres 2,3-0uchochoraunepara

1/2 Glucose

,3-Bisphosphoglycerate \E‘,&EPG\A
mutase

2,3-Bisphosphoglycerate

3-Phosphoglycerate

\
2-Phosphoglycerate

Y

Lactate




D D D

B

HepocraroyHasi aKTUBHOCTH (pepPMEHTOB
JIMKOJIN3A

I eHeTHYeCcKNU NeeKT MUPYBATKUHA3DI:
CHMIKAET NpoaAyKuuw ATD,

HapylaeT padoTy MOHHOI0 Hacoca,
HAPYLIAET CTA0MJIbHOCTh IPUTPOLMTOB,

BbI3bIBA€T HA0OYXaHHE U TeMOJIN3
IPUTPOLUTOB.

JledpekT NUPYBATKUHA3HI ABJISAETCH HaAMboJ1€ee
YACTOU NPUYUHON reMOJTUTHYCCKOU AaHEMHUH.




I 1ro0K0HEOreHes




I 110K0HEOIreHe3

OnpeneieHue: rIIIOKOHEOI'eHe3 — CHHTE3
IJ1I0K03bI e NOVO U3 HEYIJIeBOIHbIX
NCTOYHUKOB.

CyOcTparhbl: NMPYBAT, JJAKTAT, LJIUIEPOJI,
[JIMKOTeHHbIe AMWHOKHCJIOTHI.




I 110K0HEOTreHe3

Jlokaam3zanusa:

© /IeYeHb;
€ NOYKM;

S INUTEINN KHIIeYHUKA.

JHEPreTuKAa;

CHHTE3 IJII0K03bI U3 IBYX MOJIEKYJI IAPyBaTa Tpedyer
ABYX MoJiekyJ AT®, 1Byx mojiekya I' T, 1Byx
moJiexya HAJIH.




DOYyHKUUILFITIOKOHEOTeHe3a

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

€ B nponecce HHTeHCUBHOU Pu3nuecKoi padoThI
JAKTAT (IPOAYKT IJIMKOJN32) U TJMILIEPOJI
(MPOAYKT JIMIIOJIHA3A) UCHOJIb3YIOTCH JIJIl CHHTE3a
[JIFOKO3BI.

€ Ilpu MeTaboJIMYeCKOM alUI03€ TJIIOKOHEOTEeHEe3 B
MOYKAX M03BOJIsIET YMEHBIIUTH KOJHYECTBO
NPOTOHOB.




IlpeBpami€Hue JJaKTaTa B MUPYyBAT

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

B MbIIIax u 3puTpouMTAX peaKkiusa NPOTEKaeT B
CTOPOHY 00pa30BaAHMA JAKTATA.

Ha ckopocTh peakuuu BJIMAIOT:
@ coornomenne HA/I'u HAJIH, nmupyBara u jgakrara;
& usogpopma JI/II' B TRAHAX.




Linkia Kopu

@ IlupyBar, 00Opu3yromuiics B npouecce
IJINKOJIM3a B MBIIIIAX H SPUTPOIUTAX
[peBpallaeTcs B JAKTAT;

® JIaKTAT 0CBO00KIa€eTCsA B KPOBb, IOIJIONIAETCH
renaTouuTAMMU, I/le IpeBpanaeTcss OOpaTHo B
APYBAT;

© NMUpPyBaT NpeBpalIAeTCs B IIIOKO03Y, KOTOpas
BbI/ICJISIETCS B KPOBb, M CIYKHUT MCTOYHUKOM
IHEPIUM AJA APYTUX TKAHEH.




Linkia Kopu

IN MUSCLE
-
)

f
Glucose Glucose

Pyruvate Pyruvate

Lactate | Lactate




Gluconeogenesis
Y Glucose
| A
> 6 NTP —
Pyruvate
A —> NADH
s
. LDH
kh“ NADT
Lactate )
Liver K A
MNADT I
(h'i.Eh l I ""‘--.__ ——
| NADH | n
Blood
— .
W
ﬁl:.-'r'nl:.-?;.lﬁ Glucose
- ____——_ }
—» 2 NTP
W
ruvate
NADEL___"_P?
H“‘*-.
| | LDH
”; v |
NADY < —— /
Lactate =
Muscle

( [NAD™]
lioww ————
[NADH]




AJIAHHH — CYOCTpPAT IJIIOKOHEOIreHe3a

® B MpImax mupyBarT,00pa3yOIUuca B mpomecce
JIMKOJIN3A [PeBpallaeTcs B aJJaHUH (peakuus
TPAHCAMMHHUPOBAHUS);

© B MpIIInax aJaHuH MOKET 0CB000KIATHLCH U IPH
pacnajae 0eJK0OB (IIPH rOJ0JaHUHN);

€ AJIaHHH BbIIEJISAETCH B KPOBb, 3AXBaThIBAETCH
rernaromuTaMu U MpeBpanaercs OOpaTHoO B NUPyBAT
(peakuus TPAaHCAMUHHUPOBAHNA);

® O0Opa3oBaBIIMICH MUPYBAT UCIOJIb3YETCH JJIsl CHHTE3a
PJIIOKO3bI.
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Garrett & Grisham: Biochemistry, 2/e
Figure 23.2
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Garrett & Grisham: Biochemistry, 2/e
Figure 23.6
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DOYyHKINUY IEHTO3HOI0 IIMK/IA

@ Ilocrasiaser HAJI®PH2 aast peakuuu
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Garrett & Grisham: Biochemistry, 2/e
Figure 23.27
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Garrett & Grisham: Biochemistry, 2/e
Figure 23.28
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Garrett & Grisham: Biochemistry, 2/e
Figure 23.29
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Garrett & Grisham: Biochemistry, 2/e
Figure 23.30
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Garrett & Grisham: Biochemistry, 2/e

Figure 23.31
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Garrett & Grisham: Biochemistry, 2/e
Figure 23.32
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Garrett & Grisham: Biochemistry, 2/e
Figure 23.33
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Garrett & Grisham: Biochemistry, 2/e
Figure 23.35
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Garrett & Grisham: Biochemistry, 2/e
Figure 23.37
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