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Ili1an Jexnuu:

O01Me 3aKOHOMEPHOCTH MeTa00JIM3MaA.
JTanbl Karadoau3ma.

Ienb nepenoca siekrponosB (11119), cocras,
CTPOEHHE KOMIIOHEHTOB JAbIXaTEeJIbHOHU IEIH.

MexanausMm cuare3za ATO.

Nuruouropsl HIII.

Pa3o01eHue npoueccoB AbIXaHUA H
hochopuaupoBaHus.



OBMEH BEIIECTB

~ «OBMEH BEHIECTB nn
~— MeTa00/IM3M - COBOKVIIHOCTh

BCEX XUMHYECKUX U3MEHECHUHN
U BCeX BUIOB MPEeBPALICHUHN
BEIIECTB M DHEPIUHU B
OpPraHu3Max,
o0ecrneynBaKOIUX Pa3BUTHE,
KU3HEAEATECJIbHOCTh U
CAaMOBOCIIPOU3BE/ICHHE

OPraHu3MoOB, UX CBA3b C
OKPY/KAIOILIEH Cpeaou 1
aJanTanuio K M3MeHEHUIM
BHECIHUX YCJIOBUN.

«bonpmas sHIUKIONe AN Kupuina u

Boga, OHEBIHE, COnH
Y BHEWHAA cpeaa
Medoausy.

OBMEH BELLECTB

Mg, Boaa,
MUHEDNbHbIE CONM

.

ﬂHU.lEBapMTEﬂbHaﬂ CHCTEM

KpoeenocHas 1
TUNATHIEC KAA CHC TN

NUTATENbHbIE
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HenepesapeHble acTaTky




IIpoMeKyTOUYHbIA 00MEeH
(BHYTPUKJIETOYHBLIA META00JIU3M)

BKJIIOYAET IBA TUIA PeaKIUH:

1. Kara00Ju3M — OMOCHHTETHYECKHE MPOIECCHI
pacuienJieHus OPraHuv4ecKuX MoJIEKYJI 10
KOHEYHBIX IIPOAYKTOB ¢ 00pa3oBaHUeM
CBOOOTHOM YHepruM (IK3IProHNYeCcKue
peaKiuu).

B npouecce karadom3Ma npouCXoauT

yIPOUIeHNE CTPYKTYPhI
BbICOKOMOJIEKYJISPHBIX BelIeCTB.



IIpoMeKyTOYHbIA 00MEH
(BHYTPHUKJIETOYHBIA META00IU3M)
BKJIIOYAET IBA TUIA PeAKIIUH:

2. AHa00JHU3M - OMOCHHTETHYECKHE IPOLECCHI, B
KOTOPBIX NPOCThIE CTPOUTEIbHbIE 0JIOKH
COCITMHAIOTCS B CJI0KHbIE MAKPOMOJIEKYJIbI,
He00X0oauMBbI€ IJIsl OPraHu3Ma, ¢ 3aTpaTou
CBOOOJIHOM YHEPIUH KMBOI CHCTEMBI.

JHeprus, BbIJACJMBIIASICA B IpoLecce
KaTa00JM3Ma, UCIO0JIb3YeTCH AJIA CHHTEe3a

HOBBIX BellleCTB, T.€. B Mpolecce aHa00Jau3Ma
(AHIIProOHUYECKUEC PEAKIIUH).




Cxema oOMeHa BelecTB

AHabomHsM

Karaborusum
\r] MeTabonusMm

L‘/ (accmourama)

(Auccrmmuams)

JAKHBOTHERIE B
0: H:0 PaCTHTEIEERI2 Satxn, PaCnay OpPraEN4eCKHX BeIIeCTE C'rpoenne HpoCT

HHPH, VDISBOIH, me OpraEmaMa

E XIMHYSCKHX

42 T0BEKY, C NOLIOmEENeN E PezamoBa EA M Op.aged



buojgorndyeckoe oxkucJeHue -

Coco0 U3BJIEYEHHUS IHEPIUU XUMHYECKHX CBA3EH
(OKHCJIUTEIbHO-BOCCTAHOBUTEIbHbIC PEAKIIUU 10 BIAUSAHUEM
(pepMeHTOB)

e [Ipoueccosl OKHCICHUS
NPOTEKAT B
OpraHv3Me U BHe
opraHusmMa. T
NMPOIECChl UMEIOT
CXOACTBA M PA3JIMYHS.




CXxoacTBO MEXKIY OKUCJICHHEM
B OPraHu3Me M BHe OpraHu3Ma.

B pe3syiabTrare okucJIeHUS 00pa3yrOTCs
OIMHAKOBbIC KOHCYHbIE NIPOAYKTHI CO2 4|
HZO.

Boigeisiercsa oAMHAKOBOE KOJINYECTBO
JHEPIrUM.



<% Pa3imuus MexX1y OKHCJIeHMEM B
OpraHu3Me M BHe OpraHu3Ma.

1. BHe opranuszma 3Heprus
BbIJICJISACTCS 32 CUET OKUCJICHUS
aTOMOB YIJIepO1a, 2 B OPraHu3Me 3a
CYeT OKHUCJIEHHUSI aTOMOB BOAOPOAA.

2. BHe opraHuzmMa KHCJI0PO/
COCIMHACTCH C OKMCJAsIeMbIM
cyocrparom. B opranusme
KHCJIOPOI HE COCTUHACTCSH C
cyocTparom.



FH) ) Pasmuns MeK1y OKHCJICHHEM B
OpraHu3Me U BHE OPraHHU3Ma.

3. BHe opranusma
IJHEPI'Us BBIACIACTCHA ATP has an intermediate energy state

OAHOMOMEHTHO U He
AKKYMYJHUPYeTCs, T.
e. He 3amacaercsa. B
OpraHu3Me SHeprus
BbljIeJIsIeTCo
IMOPIUSIMM,
CKACKATHO» N
AKKYMYJIHPYETCs
(3amacaercs).
«Kackagnoe»
BblJeJIeHHE JHEPTUH
IpeaoxXpaHsaer
KJIETKY OT

. Creatine phosphate

i A0

/l/ADP ——— ATP——— ADP +P,

/ Thoughts, movement, digestion...

S Energy level



Pa3jnuust MeK1y OKHCJICHUEM B
OpraHu3Me M BHE OpraHusma.

4. OCHOBHOHU peaKu el OKMCJICHUSA B
OpraHM3Me ABJISETCHA peaKiusi
AerHAPUPOBAHUSA, T.€. OTHICIIJICHHE
BOAOPOaA (MIPOTOHOB).
BcnoMorare/ibHbIMH peaKkiusiMHU
SIBJISAIOTCH PEAKLUM JAeruaparainuu 1
NeKAPOOKCUIUPOBAHMA.

S. IIpomecc OKuC/IeHUA B OPraHu3Me
MHOTOCTYIIEHYATHIMN,
(pepMEHTATUBHBIN MPOIIECC.



YTuausanus JHePruu B BUjIe
MAKPOIPIrUYeCKUX CBsA3eH

1. Ilpu paspbiBe MAKPOIPIrUYECKON CBSA3M 00pazyercs
0os1ee 30 xk/Ix/Moib CBOOOAHOU SHEPIUHU
(BBINOJIHEHHE OMOJIOTHYeCKO padoThl);

2. Jlas cMuHTe3a MAKPOIPruvYecKoi CBA3H HA0 CTOJIbKO
7Ke JHCPIrUM;

3. CB00OAHYIO JHEPIrUIO UCIOJIBL3YHT (DepMeHThI B
peakmuaX XUMHYECKOI0 CONpPsKeHUd (IK30- 1
IHA0IPIrUYECKHUE PEaAKIUM)

Lo + ®H — ro-6¢ + H,O + 13,8 k/[:/MoJ1b
(caMOonpoOU3BOJILHO HEe IPOTEKAET)
AT® + H,O — AJ1® + ®u - 30,5 k/Ix/Moab

Lm0 + AT® — (rekcokunasa) — -6 + AJIP — 16,7
Kk/5k/MOJIb



LleHTpaJdbHYIO POJIb B
IHEPreTUHYECKOM OOMEeHe Mrpaer

A
Karabonusm T(I)
BCLLIECTB
:»)ucplnm e dochopuavpoBaHmne
AJID B KJIeTKAaX
A MPOUCXOAUT MyTEeM
ATD-cuHTa3a NPHCOeMHEHHUSsI
AI® + H,PO, AT® + H,0 HEOPraHUu4YeCcKoro
¢pocpara H,PO,.

Peakuusa uaer ¢
3aTPATOM YHEPIrUM.

DHeprus

atin™

Cunres Pabora
BCIIICCTB KJIETOK
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ATD

AT® (PYHKIHOHHUPYET KAK OOIMI NPOMEKYTOYHBIA NPOAYKT,
NEePCHOCAIIMIA DJHEPIrul OT PeaKUud, CONPOBOXKAAIOIIUXCH
BbIJICJICHUEM CBOOOTHOM IHEPIUH, C TEMH, B KOTOPbIX NOTpedJIsieTcs
JHEPIrus.

3a CyTkH B OpraHusme odpasyercss U pacmaaaercs okoao 60 xkr
AT®. Ongnako B kierke AT® He HAKAIIMBAETCHA, a PACXoAyeTcs B
TedeHMM 1 MHUHYTBI, IOcCJe 00pa3oBaHuA, UYTO Tpedyer ee
HenpepbIiBHO NONOJMHEHUSA (ATD® — A/ID uuka).



=" Tunwt pocopuinposanus AJID

B 3aBHCHUMOCTHM OT HCTOYHHKA YHEPIrHUH,
o0ecreYyrBaAIOLIEr0 NPUCOECAUHEHME
(pochaTHOrO YyUYacTKa, BHIACJIAIOT 1BA
Tuna pocpopuauposanus A/ld:

1. cyocTpaTHoOe
2. OKHCJINTEJIBLHOEe



CyOcTpaTHoe
(bochopuipoBaHue -

* 310 nNpouecc cuHTe3 ATPD u3z AJ/IP u
HeoOpraHn4yeckoro ¢gocgara 3a cuer
IHEPIUHU, BbIACJIUBIIUICS NPU pa3pbiBe
MAKPOIPIruYECKOU CBSI3H
BbICOKOIHEPIreTUHYECKOIr0 COeIMHEHM A, BHE
3aBucHMOCTH OT Han4us Q.

e [Ipomecc mporexkaer KaKk B MATPUKCE
MUTOXOH/IPHI, TAK U B IIATOILIA3ME KJICTOK.

e IIpu cyocTparnom dochopuiiupoBaHuun
CUHTe3upyeTcs TOJAbKO 1 AT®



Maxkpospruueckue ¢ochopHbie
CoOeIMHEeHM (IPOXOJIKEHME)

NH~PO3H2

| o (IfOOH
=NH V4
E— CH | e O
(le 4 CH, CH,
T Auermwiadgocdar doconupo-
COOH BHHOIPAAHAS
Kpearundgochar 0 s
(KD) 4
(Ij—O ~P03H2
CIHOH
CH,0-PO;H,

1,3 nudochorimnuepuHoBas
KHCJIOTA



OKHucCJInTEJIbHOE
pochopuaupoBanue AJ1D -
cunre3 AT® u3 A/1® n H,PO, 3a

cyeT nmepeHoca 31eKTpoHos o 1119
B IPUCYTCTBHUH KUCJIOPOJA

e IIpeBpamenue A/I® B AT® npoucxoaur ¢
HCNOJIb30BAHUEM JHEPIrUH MEPEHOCA IJICKTPOHOB OT
OPraHUYeCKUX BellecTB K KUCJIOPOY.

* JHEPIruI0 AJA OKMUCJIUTEIBHOT0 (pochopuIupoBaHuA
MOCTABJIAKT OKMCJIUTEIbHO-BOCCTAHOBUTEIbHbBIE
peakuumu.

e IIpouecc nmporekaer B MATPUKCE MUTOXOHIPUI, H
TOJILKO B NMPUCYTCTBUU KUCJI0POaA (A3pOOHBbIE



THunel OMOJIOrNYECKOro

/ OKHC/ICHUA \

aHA’PoOOHOE

OKHUCJICHHUC
(akrienropom H' 1 €
ciTy)kuT He O, a Ipyrou
cyocrpar «cyﬁcmpamuoe

OKUCIeHUE))
2e
N
~H ~H
SI\H + S, — § 4 Sz\H
N

a’3podHOE OKHUCICHHUE
(akuemrropom H'™ u €
siBrsteTcst O, u 00pasyeTest
H,O — Ha3biBaloT
«MKaAHeBoe ObIXAHUE))

2e

S +1/202—>S + H.O

"H



TkaHeBoe IbIXaHHE

e TkaHeBBIM JIbIXaHMEM ABJISAIOTCH PeaKIUH
OKHCJIEHHSI OPraHN4YeCKUX BellecTB, B
KOTOPBIX UCI0JIb3YeTCH KUCJIOPOI U
oopasyercsi Boga u CO,,.

* TkaneBoe AbIXaHUE — MHOTOCTYIICHYATHIN
(pepMEHTATUBHBIA NIPOLECC, B KOTOPOM
KOHECYHBIM aAKIENTOPOM JICKTPOHOB SIBJISICTCS
KHCJIOPO/I.

* B npouecce TkKaHEBOIO AbIXaHUSA YYACTBYIOT
(pepMeHTHI — OKCHIAOPEAYKTA3bI, 00pa3yrolinue
IHIID.



Llens nepeHoca 3JIeKTPOHOB

(L)

IIID — 3T0 KOMILJIEKC
OKCH/I0PeayKTAa3,
JIOKAJIN30BAHHBIX HA
BHYTPeHHell MeMOpaHe

Complexl v MHTOXOHHpHﬁ, yqaCTByIOmHX
= /,v Phon,® B II€peHOCe NMPOTOHOB U
S 3J1IEKTPOHOB OT OKHCJISIEMOTI0

cyOocTpara K KUCJIOPOY.

YHUBEpCaAJIbHBIM JJOHOPOM
Boaopoaa B IIID saBasiercs
BOCCTAHOBJIEHHBIN Cy0OCTpAaT.

YHuBepcaJbHbIM
AKLENTOPOM JIEKTPOHOB U
nporonos B L{IID aBasercs
KHCJIOPON.




&> TlepBuyHbIe aKIEeNTOPHI BOAOPOA
HukoTHHAMHAI3aBHCHMBIE aeruaporenassl (NAD, NADP)
(HaxXoaATCH B MATPUKCE MUTOXOHPUM MJIM B LIATO30.1€)

- NAD (NADP) HenpoyHo cBsI3aH ¢ (epMEHTOM: B
BOCCTAHOBJICHHOM ((opMe OH  OTACJAACTCHA  OT
anoepMeHTa M CJIAYKUT [JOHOPOM BOAOpoOAAa IJIA
aApyroro pepmenTta

- O0paruMOCTHL MHOTHMX JA€rHAPOTreHA3HbIX PeaAKIIUM;

- BO3MOXHOCTDH YYACTHU B TAKUX PeAKIUAX MHOKECTBA
cyocTparos;

- baarogapa 3tum  cBoiictBaMm  NAD-3aBucumbIe
AerHaporeHasbl - CBA3bIBAIKOIEE 3BEHO MEXKAY
KATA00JIM3MOM M AaHA00JIU3MOM.

SH, + E (NAD), (NADP) — S +E (NADH+H"), (NADPH+H")



IlepBHYHBIC aKHENTOPHI BOAOPOAA

d1aBUH3ABUCUMBIE
peruaporenassl (FAD, FMN)

B otitnuue or NAD FAD coeauHeH npo4yHo ¢ 0eJJKOBOM YaCThIO
(mpocTeTHYeCcKas rpynima), Mo3TOMy peakiuu He SIBJISI0TC
JIErKOOOPAaTUMBbIMHU, YTO HE MO3BOJIsIeT iaBoONpoTEeHIaAM
Y4aCTBOBATH B PeaKIMUAX BOCCTAHOBJICHUA.

SH, + E (FAD) — S +E (FADH,)

boabimuHCcTBO FAD — 3aBMCHUMBIX JerHAPOreHas — pacTBOPUMBbIE
0eJIKU, HAXOASALIUEC B MATPUKCEe MUTOXOHApU. UcKiIoueHue
cykuuHataeruaporenasa (CII'), Haxoasiiasicsi BO BHyTPeHHeH
MeMOpaHe MUTOXOHAPHH.
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Cocras 11D

MepBUnYiHbIE MATPUKC
AOHOPbI
BoAgopoAa
ManaT OKMUCHIATCSA
MupyeaT NAD-zaBucuMbIMU OKMCHNATCSHA
NzounTtpaTt | AermaporeHazammn FAD-zaBucMMbIMM
myTtamarTr aAerngporeHaszamu
CyKumHaT HY
S n%‘%'i,"(';'p"b',"e Auun KoA
DH2 D BOogopoaa MNMuuepon—3—docdaT AND+Pi ATD +H20

~ D

Komnnekc Il - cykuunHaT-
-AaerngporeHasza 1/205 2HT

NAD* NADH+HY*

LunTtoxpom-
-oKcuaasa

Me>xmemOpaHHOEe MPOCTPaAHCTBO

* NADH — neruaporenaza (komiuiekc I)

* Cykuunaraeruaporerasa — (FAD - kogpepmenr) (kommiaexe II)

J QH2 — neruaporenasa (komiuiekc I1T)

* pUTOXpoMokcuaasa (komiuiekc IV)

* HHU3KOMOJICKYJSIPHbIE MEePEeHOCYUKHU (KopepMeHT Q U HUTOXPOM C)



NADH — neruaporena3sa
(K()MHJIeKc I)

\M VAN YUV

AAAAAAAAAAAA

i TloTOK SnSETDOHOS

Komiuiexke I IIID comep:xxur ®MH u 5
’KeJ1e30CePHbIX 0eJIKOB.

NADH-nernaporenasa (komnaexkc 1) —
HECKOJIbKO MOJMIICITUAHBIX Ielner, PoJb
NPOCTEeTHYECCKOM rpynnbl BbinojgHsaer FMN.
Jlonopom Bogopona sisaserca NADH-H™

NADH-H* + E (FMN) — NAD" + E (FMNH,)

3areM 3JICEKTPOHBI NEPEHOCATCH Ha 5 xeJe3 @

PaVWaoalt 2 8 2 b & va Kn T W/ 2 B IDI‘\Q\ D B mh o e R P 2B P B va R Walhu & 8 a2 ol o Wal _’_"93"




0ot lﬁl":"_{r}?ﬂ"\‘x'jl}v Cy KIUHATACTHAPOreHa3a —
S ety g > 10H° :::A;cj;ima (KO M HJI e Kc II)

. CyKunHaTz[emz(poreHzBa CAI' (FAD —
3aBHCHMAad Aeruaporenasa) (komiuiekc II)

SH, + CIAI' (FAD) — S + C/II (FADH,)

e C/II' HaxoauTCs BO BHYTPEHHEH MeMOpaHe
MUTOXOH/IPH N, epeaaeT IeKTPOHbI, MUHYH |
komiuieke IIII, cpa3y Ha ko3H3um Q
(HU3KOMONEKYIAPHBLU NEPEHOCYUK
IIEKMPOHOB)




Hu3K0MOJIEKYJISAPHBbIE TEPEHOCYUKH IJIEKTPOHOB
YouxunoH (ko3u3um Q).

Q + E (FMNH,) (FADH,) — QH, + E (FMN) (FAD)

BbeH30XMHOHOBOE
COCIMHECHHUE JIOKAJM3YETCH BO "mu” MATPUKC

BHYTpPEHHEH mMeMOpane {f e mr..,
MUTOXOHAPHIAT ®  co0upaer “D% e {Meios )

# D Komnnekcll - CYKLMHAT:

ICEKTPOHBI ¢ kKoMIiekca I 1 co
BCeX FAD-3aBHCHMBIX .
pepmenToB, B T.4. ¢ CIAI
(xomIuiekc II) m mepenaer ux Ha
111 xomILIeKC .

YOUXUHOH BbIIIOJTHACT
KOJUICKTOPHYI0O (PYHKIMIO B




OH, (x03H3uM Q) —j1erwiporeHasa)
(kommaekce 111)

COCTOI/IT H3 2-TUNOB IUTOXPOMOB (b M ¢ ) 1
KesrezocepHoro deaka (FeS).

Fe’t+ e — Fe?'

Buyrpu kommiaekca Il sjexkTpoHbI

nmepeaarca or uuroxpoma b Ha FeS, 3arem
HA IUTOXPOM C..

B koHeunom wutore ¢ QH, 3/JeKTpPOHBI

nepeaarTcs HA LATOXPOM C
(HU3KOMOJIEKYIAPHBLI nepeHoCUUK
* 9Jlekmpouoe)

QH, + 2¢ (Fe’") — Q+2¢ (Fe*") + 2H"



HU3KOMOJIEKRYJIAPHBIE
IEPEHOCYNKH YIECKTPOHOB
IluToxpom ¢

NepeuuHbie MATPWKC
OHOPLI

* BOAOPACTBOPMMbIN
MeMOpaHHBIN 0€JI0K;

e MM 12,5 «kJI, oxgHa
NOJIUTICENITUAHAA 1enbh U3
100 AMUHOKHUCJIOTHBIX .52,
0CTATKOB, CO€IHMHEHHLIX C
reMoOM KOBAaJIEHTHO;

* nepeaaerT IEKTPOHBI €

KOMILJIEKCA 111 HA
koMmIiiexke IV Henu
[mepeHoca ICKTPOHOB

(LLITD).



lH
m umuuu(m (]H[\[H]le mH

P ILluToxpoM-c-okcuaa3a (T a/a3)
(komILieke IV)

Komiutexe IV HIID coaepKuT HUTOXPOMBI a,
a,, IBa HOHA MeJIM.

JTO  CJHOKHBIM IeMONPOTEHa, HECKOJIbKO
0eJIKOBBIX 4YacTeH, 2 XHMHYECKH Pa3JIn4HbIX
reMa, /JJIMHHAsA OOKoBasg YIJIEBOAOPOIAHAA
menoyka, 2 atroma Cu’t

YHUKAJIBHOCTH B TOM, 4YTO a, B3aUMO-
nercTByer ¢ O,, TP ITOM y4yacTByeT 2 aToMa
Meau C I/IBMeHeHI/IeM nx Bajgentnoctu (Cu’ —

Cu’").




_ AT®-cunra3za (koMILIeKc V)

* Bo3spamenne H" u3
MEKMEMOPAaHHOI0 NPOCTPAHCTBA B
MATPUKC MPOUCXOTUT € MOMOIIbIO
pepmenTa AT®-cuHTa3a (KOMILIEKC
V), uMemoLIero nporonnslit kanaa F .
IIpoTOHBI MEKMEMOPAHHOTO
MPOCTPAHCTBA NPUCOCAUMHAKTCA K
(pepMeHTY, U3MEHSAS ero 3apsaa 1
KoHpopManuw. PackpbiTHe
MPOTOHHOI0 KAHAJIA NPUBOAUT K
nepenocy H' B MaTpuKc o rpagmenTy
KOHUEHTPAIMM U AKTUBALIUU
MOBEPXHOCTH YacTH pepmenTta F ,
KaTaJU3UPYOLIel peaKkuuio ‘

Mexsesmbpannos

H APOCTPARCTRS Oﬁpa:}OBaHI/IH ATO.



IlyTi mOCTYIJICHHUA IJICKTPOHOB U
poToHoB B 111D oT mepBUYHBIX

JIOHOPOB
MMepeuynnie
JOHODH
BO4OpOIA:
MHUpYBar,
W3OIHTAT, NAD-1a8HCHMBIC 1ICTHIPOTCHA
(1-KeTOTTyTapar, (xoHdepmenT NAD')
MANAT,
TTYTAMAT
NADH- QH,- LixToxpomo-
AerwIporeHasa | | gerwAporcHasa KCHaasa
NADH (1 Q (111 [ lwroxpow ¢ (V) iy
(F'MN, LiHToXpoMEt b.¢ . Llroxpomsr | 7
FeS-6e0k) Gemxu FeS a. 4y, Cu™ 20,
[epairinbic M >.(_)-‘
JOHODH %
BOAOpPOA: FAD-BHCHMIE ACTWIPOTena 3L H;0

CYKIMHRT, gorbepment FAD)
anemva-KoA,
a-rmnepodocdar



PacnpeaesieHue YHEPIruu,
BhIaeasiemon 111D

~30% ~20%

~40-50 %



- NMOTEHUHUAJIbHOU SHEPIUH.

ITY JHEePIruI0 (pepMeHThbI
Cytochrome ¢
L ozidasecomplex HH3 HCHOHI)3yIOT HJIH
04 T~ m epeHoca MPOTOHOB M3

—100 |-

IIpu aABMKEHUM OT
“ i -Sucinate deydrogenas OKMCJIEMOro cydcTpara K
NE::Q @ e KHCI0POLY HIEKTPOHLI
G"T/V compie TepSIIOT 9acTh CBOEii
\/v Cytochrome ¢

Free energy relative to O, (kJ mol™)

MaTpHKCa B
1 —200 — 0 Q 6
- 0,25 | 0, Mo MeEKMeMOpaHHoOe
\ NPOCTPAHCTBO NPOTHB
to1 + rpajueHTa KOHIEHTPAIUH,
’ I T.e. Komiiekenl LI
padoTarT KaK NPOTOHHbIH
+03 T __Hacoc, nepeKaunBasi H".
+0.8 -+

S HAJA ®MH ®AId Q urb Hurc Lur O,
-0,4 -0,32 0,12 -0,03 +0,04 +0,07 +0,22  a/a, +0,82
+0,55



B Tpex myHKTaxX nmepeHoca 3JIEKTPOHOB
HPOMCXOAUT HAMOOJIbIIIEee U3MEHEHHUE
CBOOOJHOM SHEPIUM U 3TH MYHKTbI
HA3bIBAIOTCHA MYHKTAMHU CONPSIKEHUS
TKAHEBOI'0 AbIXaHUA U OKUCJIUTEILHOTO

E’ dhochopunupoBanus.
204~ 1. HAJI/®PA L
e 1 2. HUTOXPOM b / HUTOXPOM ¢
2025 T 3. nuToxpom a/a, O,
+0,1 T \\2
+03 T — 3
+0,8

S HAJA ®MH ®AId Q urb Hurc Lur O,
-0,4 -0,32 0,12 -0,03 +0,04 +0,07 +0,22  a/a, +0,82
+0,55



IlYHKTBI CONPSIKEHUA IMMOCTOAHHBI,
HO UX KOJIMYECTBO 3ABUCHUT OT
HPUPOAbI OKHUCIAEMOro cyocTpara.

* IIpu oxkuciaenuss HA/I — 3aBucuMbIX cyOcTparos

HUMeEET MECTO 3 HYHKTa COHpﬂ)KeHI/IH, T.C. BBIICJIACTCHA
3 AT®,

* IIpu okuciaenuu A/l — 3aBUCUMBIX CYOCTpPaTOB

HMeeT MeCTO 2 MYHKTA CONPAKEHUS U BbIAEJAeTCH 2
AT,

* IIpM OKHCJIEHUH HUTOXPOM3AaBUCUMBIX CYOCTPATOB,
KOJIN4eCcTBO AT®, 3aBUCHT OT TOI0, HA KAKOH
LATOXPOM COpPaCBIBAKTCA JIEKTPOHbI: IPH cOpoce
3JIEKTPOHOB HA MTOXpom b BeIaeaserca 2 ATD B
npoIecce OKMUCJIUTEIbHOI0 (pochopuIMpoBaHNsA, 2 HA
HUTOXpPOM ¢ — 1 ATD.



Koy hpuuueHT OKHUCIUTEIHbHOI0
dpochopuaupoanue P/O nokaspiBaeT, Kakoe
KOJMYECTBO Heopranu4ueckoro gocgara
3arpaunBaercH 1Js pochopunnposanusa A/lD npu
HCI0JIb30BAHUM 1 aTOMa KMCJIOPO/Ja HA
oOpa3zoBanue 1 MoJIeKyJIbI BOABI.

* /IpIXareJIbHbIM KOHTPOJIb — 3ABUCUMOCTh
HHTEHCUBHOCTHU MOIJIOIIEHUS KHUCJIOPOAA OT
KOHUeHTpauuu AJ/1D.



Koy puuueHT OKUCIAUTEIbHOIO
(pochopuIupoBaHUA

HAI-H" + 720, —HAI" + H,O 503 ‘
3AI® +3 H,PO,— 3AT® +H,0

®A/IH, + 720, >®PAIl+H,0O 5023 ‘
2 AI® + H,PO,—2 AT® + 2H,0

Buramun C BoccranasiauBaet Fe’' B reme
LIMTOXPOMOB 2a-2, —PYO=17




IIpu4YnHBI HAPYIICHUS
OMO0JIOrHYeCKOro OKMCJICHUS

Henocrarok cyodcrpara (rojogaHue, nmuiueBa-
peHue, MeEXYTOYHOe HapyuieHue O0OMEHOB
0eJIK0B, YIVIEBOAOB, TUIIH/I0B);

Henocratox O, (mpm  3adoeBaHMSX:

CEPACYHO-COCYIMCTBIX, KPOBH, JIEIKHUX);

HexocrarouHasgs  aKTHBHOCTHL  (DEePMEHTOB
AbIXaTeJJbHOM Henu (reHeruvyeckue aedeKrbl
ano(epMeHTOB, CHMHTE32 KO(aKTOPOB,
HEJI0CTATOK 2KeJjie3a, THIIOBUTAMHUHO3);

NHruOuTopsl AbIXaHHUS.



BemecrBa, mnoHMKaKOIIMeE
HHTECHCUBHOCTH OKHUCJIUTEIHLHOIO
pochoaupupoBanusa AJ1D.

1. Hurudoutopsl pepmenton LI
MOAABJIAT AKTUBHOCTH (DEPMEHTHBIX
komiiekcoB I, II u IV. Cropocrthb
BOCCTaHOBJIeHHsI KodepmenToB NAD™
FAD npu 3T0OM CHMIKAeTCH, YTO
YMEHbIIACT CKOPOCTh OKMCJIUTEIbHbBIX

[POLECCOB, MOTPedJeHue KUCJI0POoaa H
ko3¢ Ppunuent P/O:



™ IIpuMepsI BelecTB, MOHMKAKOLIHE
MHTEHCHBHOCTH OKHCJIMTEIbHOTO
pochompupoBanus AJlD.

— uHruouTopsl NADH-nernaporuHassbl -
JIEKAPCTBEHHBbIE Npenaparbl co
CHOTBOPHBIM JIeCTBHEM — 0apOUTYypaThI
(BepoHaJ, rekceHa, HeM0yTaJl, aMUTaJ);
POTEHOH

— MHIHOUTOPHI QHz-z[ernz(pornHam)I —
AHTUMUIIMH A

— HHTHOMTOPHI HUTOXPOM-C-OKCHAA3BI —
nuanuabl (CN°), yrapusii ras (CO),

Y 4 G Y @ RN



(#%) BemecTBo, CII0COOHOE MOJHOCTHIO
~ OJIOKHPOBATH TKAHEBOE JIbIXaHME,
CHHHJILHASI KHCIOTA L1 S—=N]

CHHHMJIBbHASI KHCJIOTA ABJSIETCS BellleCTBOM,
BbI3bIBAIOINUM KUCJIOPOIHOE IOJOAaAHUE
TKaHeBOro tumna. Ilpu 3Ttom Hadarogaercs
BbICOKOE COAEePKAHNE KHUCJI0P0Aa KAK B
apTepuaJIbHON, TAK U B BEHO3HOU KPOBHU U
YMeHbIIEHHE TAKUM 00pa3oM apTepPHUo-
BCHO3HOHU Pa3HMIbI, Pe3K0e MOHUKECHHUE

moTHDEOTeH A ICUCTONDOTA TICAHSAMU C



BelmecrBo, cmnoco0OHOE MOJHOCTBIO
0JIOKMPOBATH TKAHEBOE AbIXaHHUE.
cunminnas kucaor H—C=N

CoeIMHUBIINCH C IMAHUIO0M,
IATOXPOMOKCHIA3a TEPsieT CIOCOOHOCTD
MEPEHOCUTH YICKTPOHBI HA MOJICKYJISIPHBIN
KUCJI0poa. Beieacreue BbIX0AAa U3 CTPOSA
KOHEYHOI'0 3B€HA OKUCJIEHUS 0JIOKMPYETCS BCA
AbIXaTeJbHAad lelb M PAa3BUBAECTCH TKAHEBAsA
runokcus. Kuciaopoa 1ocraBisercs K TKAHAM
B I0CTATOYHOM KOJIMYECTBE C apTePHATbHOM
KPOBbIO, HO HMH HE YCBAUBAECTCH M IEPEXOaUT



BemecrBa, MOHHKAIOIIHE
> HHTEHCHMBHOCTh OKHUCJIUTEJIbLHOIO
dpochoaupupoBanusa A/lD.

2. Unuruouropnl AT®-cuHTAa3BI
CHHKAKOT AKTUBHOCTH (DePMEHTA,

CKOPOCTH (poCcHOPUIUPOBAHUS
AJlD u kodypdpunuent P/O

* OJUIOMHIHMH,
* pyTaMMIIHH.



BeniecrBa, NOHHKAIOLIHE

= MHTE€HCHMBHOCTDb OKHCJIUTEJIbLHOI0

pochoaupupoanust AJ/1D.

Pazoomuresm oxkuciaeHuss H  GochopuanpoBaHuss —
JUNO(PUIbHBbIE NPOTOHO(OPHI CIIOCOOHBI JIETKO IPOHUKATH
yepe3 JUINUIAHBIA CJIOM M MEPEHOCHTHh INPOTOHBI Yepes
BHYTPCHHIOK) MeMOpPaHy MUTOXOHAPUU B MATPUKC, MUHYS
AT®-cuHTAa3sy.

JHAOreHHbIe pa3zodmureJad (rOPMOHBI  IIUTOBHU/IHOM
KeJjie3bl, KHUPHbIEe KHUCJIOTHI ¢ JJIMHHON YIJIEBOAOPOIHOU
nenbw, OUAUPYOMH  —IelCTBYWOT INPU  BBICOKHX
KOHIEHTPAILUAX), Y HOBOPOKIACHHBbIX H 3MMHECHAIIUX
"KUBOTHBIX — 0€JIOK Oyporo >Kupa TepMOreHUH;

JK30reHHble  paso0muTeau:  2-4-TUHATPOEHO0, B
00IbIIMX 03aX: AHTUKOATYJISAHTBI - TNPOM3BOIAHBbIE
AUKYMAaPOoJI, CTPENTOMUIIMH, TPAMULUIUH, BAJUHOMUIIMH.



Jlexmusa Ne 4

OOMeH yIUIeBOI0B: 3HAYCHHE,
nepesapusanue. I 1nkosnms.
IleHTO30(h0oCc(PATHBIA IYTh OKUCICHUA
[JIIOKO3bI.




IHJIAH JIEKIIUNA:

OOMeH yIi1eBO0OB.
I InKkoans.

IleHTo30(hocharHbii NyTh
OKMCJICHUS IIIOKO3bI.



>

OOMeH yri1eBoJI0B B OPraHu3Me YejioBeKa
CKJIAABIBAIOTCH U3 CJSAYIOUIMX MPOLECCOB:

Pacumienyienue B KeJYIT0YHO-KUIICYHOM TPAKTE 10
MOHOCAXAPHUI0B NMOCTYNAIIIMX ¢ MUIIEeH MOJUCAXAPUI0B H
aucaxapuaos. BcacbiBaHne MOHOCAXapUI0B U3 KUIIEYHUKA B
KPOBb.

CunTe3 U pacnaja INiMKoreHa.

AHa3po0HOE U a3POOHOE pacierneHue NIKo3bl. B Tkansax
CyLIeCTBYET /IBAa OCHOBHBIX IIYTH pPacnaaa riiroKo3bl: aHAIPOOHBIH
NyTh [NIMKOJIM3a, KOTOPBIH HaeT 0e3 moTpedjeHust KUCJIA0PoaAa u
A3POOHBIN MYTh MPSIMOT0 OKUCJIEHUS TVIIOKO3bI.

IlenTo3odocharHbii NYTh.

A3pOoOHBIN MeTa00JIU3M NUPYBATA, BKJIYA M
OKHUCJIUTEbHOE JeKAPOOKCUIUPOBAHUE MUPYBATA U
npespamenue aneTuwi1-KoA B IITK.

[1l0K0HeoTreHe3, T. €. 00pa3oBaHue YIJIEBOA0OB U3 HEYIJIeBOAHBIX
MPOAYKTOB, TAKUX KAK NMUPYBAT, JAKTAT, [JINIePHH,
AMHHOKHUCJIOTBI.



OBMEH YIJVIEBOAOB

I 1r0KOHEeoreHes
Pacnaa (INiMKOreHOreHOoJI13)
U CMHTE3 (IVIMKOTeHOreHe3)
IJINKOTeHAa
3 Ilenro3o-
A3POOHBIN IVIMKOJIN3 bocdaTHbrii
* nyTh
OxucjuTe/bHOE
IEKAPOOKCUIMPOBAHHE AHAIPOOHBIH IINKOJIH3
nupyBara

v

ITK



JIBe OCHOBHBIC (PYHKIIMH:

1. YriaeBoabl — HICTOUYHUK
YIJIEPOAOB, KOTOPBLIM HEOOXOIUM
IJIsE CHHTEe3a psiia COeINHCHUH
(0eJIKOB, HYKJIEMHOBBIX KHCJIOT,
JIMIIUI0B).

2. YrieBoabl — 00eCIeYuBaIOT 10
70% morpedOHOCTH OpraHu3Ma B
IHEPrUM.



Jpyrue pyHKmum:

PesepBHas (KpaxmaJ, INIMKOTEH).

CrpykrypHas (mojucaxapuabl 00pa3yroT NPOYHbIA
OCTOB B KOMILIEKCE ¢ 0eJIKaMU M JIMIIMAAMH, OHU
BXOASIT B COCTAB OMOMeMOpaH).

JamurTHast (KACJIbIE reTeponoJucaxapu/abl
BbINOJHAKT POJib OMOJOrHYE€CKOr0 CMAa304HOI0
MarepuaJa).

Crnenudpuueckass QyHKIUA — 00pasoBaHue
[IMKOIIPOTEUI0B, INIUKOJUIUAOB. [TIMKONPOTEHABI —
MapKepbl B MIpolecce Y3HABAHUSA MOJICKYJIaMU U
KJIETKAMM JIPYT APYra, onpeaesasiior AaHTUT€HHYIO0
CeU(PUIHOCTH, 00YCJTOBJIUBAIOT pa3jindyune rpymni
KPOBHU, BHINMOJHAKT PEeHENTOPHYI0, KATAJTUTHYECKYIO

U Apyrue QyHKIuu.



IlepeBapuBanue
YIJIEBOIOB B OPraHU3Me

M CTOYHUKOM YIJIEBOAOB JJIl OPraHU3Ma CJIYyKAT
YIJIEBOABI MUIIM - KPpaxmMaJi, caxapo3a v JaKTo3a.
Kpome Toro, riiroxko3a Moxxer 00pa3oBbIBaThLCHA B
OpraHu3Me U3 AMUHOKHUCJIOT, ITIMLIEPUHA.

YrieBoabl NUINUA B MALIEBAPUTEIbHOM TPAKTe
pacnagarTcad Ha MOHOMepbI. B nepeBapuBaHuu
NPUHUMAIOT YYacTHe THAPO0JIa3bl.

Cnenuduyeckue ruaposasbl: MajabTa3a, caxapasa,
JIAKTA3a BbIPA0ATHIBAKOTCA KJIETKAMM KHIICYHUKA U
COAEPKATCHA B KUIIEYHOM COKe.



IllepeBapuBanue yriieBoaoB

e AMMJIA3a CJIIOHBI pacuienisger o-1,4-ruKo3uaHbIe
CBSI3M B KpaxmaJie. B poroBou 1mojiocru
HPOUCXOIUT JHMIUb YACTUYHOE IIepeBapUBaHUeE
KpaxmaJa, Tak Kak JerucTBUe hepMeHTA HA
KpaxMaJ KpaTkoBpeMeHHO. OCHOBHBIMH
POAYKTAMH NepeBapUBaAHUA KpaxmaJjia B
POTOBOM 00J1ACTH ABJISIOTCH AEKCTPUHBI.

e /Keqy104UHbIHA COK HE COACPKUT (hepMEHTOB,
pPacCIieIISIOIIMX NUIEeBbIe YIVIeBOAbl. AMMKJIA32
CJIIOHBI MHAKTUBHPYETCH B JKeJIYIKe, TAK KaK
onTUMAJIbHOE 3HAUYeHHue pH i1 ee aKTUBHOCTH
cocrapjsier 6,7, a pH xKeJyI104HOIro COKa PABHO ~
2. JIMIb BHYTPH MUIIEBOT0 KOMKA 3TOT (DepMEHT
HEKOTOpOe BpeMs NMPOI0JIKACT JeHCTBOBATh.



IllepeBapuBanue yriieBoaoB

e [locaenymwinee nepeBapuBaHue HePaACHIENJIEHHOT0 UJIH
YACTHYHO PACHICIVIEHHOI0 KpaxmMaJia NpoMCcXoauT B
KUIIeYyHMKe. B nBeHagumarunepcTHor Kuike pH skeJy10u4Horo
COEPKUMOI0 HelTpaau3yercss OMKapOoOHaTaAMM,
COCPKAIIMMHUCH B CeKpeTe MOAKeTYyT0YHOH KeJie3bl, U
co3aaercd onTuMaibHoe 3Hadyenue pH 7,5-8 nud nercreus
NAHKPEeATHYECKOU (-aMHUJIA3bI.

* O-AMMJIA32 MOIKEJTYI0YHOM Kejie3bl THAPOJIU3YeT B BePXHEM
oT/eJIe TOHKOI0 KUIIEYHUKA JTeKCTPUMHbI U OCTABIIUECS
HepacluemJIeHHbIMU MOJIEKYJIbI KpaxmaJia, paciuemniss o-1,4-
IVIMKO3U/IHBbIE CBSA3M. ['MaAPOIN3 MPOUCXOAUT IyTeM
MOCJIeI0BATEJIBLHOI0 OTIHICIJICHUA JUCAXAPUIHBIX OCTATKOB.
Tak kak naHkpeaTuyeckasi aMmuJjia3a He ruapoJusyer o-1,6-
IJINKO3U/IHbIE CBSA3H, TO MPOAYKTAMH PEeAKIUHU SABJISAIOTCH
MaJIbT03a U M30MAJIbT03a, B OCJIeaHeln aABa ocTtaTtka D-
III0KO03bI CBSA3aHbI 0-1,6-ITTMKO3UAHON CBA3BIO.



IlepeBapuBaHue yriieBoJaoB

MasbT03a M M30MAJILTO032 BMECTE ¢ IPYIrMMHU MUIIEBbIMHU JUCAXAPUIAMH -
CaXapo30M M JIAKTO30M - THAPOJIUBYIOTCH cienn(puuecKuMHU
NIMKO3UIa3aMHU HA MOBEPXHOCTH KJIETOK TOHKOI0 KHIIEYHUKA (BO3MOKHO
U BHYTPH KJIETOK) 10 COOTBETCTBYIOIIIMX MOHOMEPOB.

[IMKO3MAa3bI TOHKOT0 KMIIEYHUKA CHHTE3UPYIOTCH B KJIETKAaX, HO He
CeKPETUPYIOTCHA B MPOCBET KMIICYHUKA, 2 00Pa3yIOT HA MOBEPXHOCTH
KJIETOK KPYIHbIe (pepMEHTATHUBHbIE KOMILIEKCHI C Pa3JIMYHON
CyOCTpaTHOU CIeMU(PUUHOCTHIO: CAXAPa30-U30MAJIbTA3HBIN (THAPOJIHU3YeT
CBSI3U B caxapo3e, H30MaJIbT03€e, MAJIbT03¢€), NIMKOAMUJIAZHBIN (IIPOSIBJISIET
IK30AMUJIA3HYI0 AKTUBHOCTh, KATAJIU3YeT FHIPOJIU3 OJIUT0CAXAPUIOB, A
TaKKe pacuieIisieT CBA3H B MaJIbT03¢), B-IIMK0O3uaa3HbIN (pacuienyisieT
JIAKTO3Y).

Ie/110/103a - moJIMcaxapu pacTUTEIbHOU NUIIHU - HEe paclleisieTcs: B
KEJIYT0YHO-KUIEYHOM TPAKTEe, TAK KaK ()epMEHT, CIIOCOOHBIH
rUAPOJIU30BaTh -1.4-CBSI3M MeKAY OCTATKAMM IVIFOKO3bI, HE
BbIPA0ATHIBACTCH Y YeJI0BEKA, XOTH 00pa3yercs 0aKTepusiMU B TOJICTOM
KuIIeyHuKe. OTHAKO HelnmepeBapeHHasl eJIJII0J103a CI0Co0CTBYeT
HOPMAJILHOM NMEePUCTAJIBTHKE KUIICYHUKA.
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IIpoayKTHI MOJHOI0 NEepeBAPUBAHUSA YIJIEBOAOB —
[VIIKO03a, TrajlakTo3a M (pPyKro3a — yYepe3 KJIETKH
KHIICYHUKA MOCTYNAKT B KPOBb.

IIpy BcacblBAHMM U3 KHIIEYHHKA B KPOBb
MOHOCAXApPHMAbl  NPOHMKAKT  4Yepe3  KJIETOYHbIE
MeMOpaHbl mnyTeM oOOjeryeHHOM audPy3um U ¢
MOMOIIBI0 AKTUBHOI'0 TPAHCIIOPTA.

AKTHBHBIA TPAHCIOPT oO0ecreyuBaeT IMEepPeHoc
MOHOCAXAPHU/I0B NMPOTUB I'PAAMEHTA KOHUEHTPaAUUU, U
MO3TOMY MOXKeT (PYHKIMOHHUPOBATL TOINA, KOIJAA
KOHIECHTpANMsa  IVIIOKO3bl WM  TaJlJaKTo3bl B
KHIICYHUKE HeBeJIUKA.

BaxxHenumine caxapa 4epe3 BOPOTHYI BEHY
NPOHUKAKT B IEYeHb, IIe HIAeT MNpeBpalleHue
(ppYKTO3bI, raJIaKTO3bI M IVIIOKO3bI.



I 1uxoaus

e TumkoJum3 (ot rped. glykys — caaakuu, lysys — pacnaj
) — OIMH IIEHTPAJbHBIX IIyTeH KaTadoJau3Ma
[JIIOKO3bI.

* B npounecce rmko/an3a mpouCXoauT paculenjieHue
IIECTUYIVICPOTHOU MOJICKYJIbI INIIOKO3bI HA IBE
TpexyriiepoaHbie MOJIEKYJIbI IHPYyBaTA.

e IloAroroBuTeJbHAS CTAUA, KOTOPASA COCTOUT U3
ATy 3TanoB. Il poaykrom mepBoun cTaauu riIMKOJIn3a
sABJsIeTCA riMuepaabaerua-3-gocoar.
IloaroroBure/ibHAsK CTAAUSA [JIHKOJIU3A CIAYKHUT 1A
TOI'0, YTOOBI IPEBPATUTH YIVICEPOAHbIC LIENMOYKH BCeX
MeTa00JIU3UPYEMBbIX I'eKCO03 B OTUH O0OLIMI MPOAYKT —
Muepaabaerua-3-gocgar.

e Bropas craaus NIMK0JAM3a, COCTOAINAA U3 MATH
(pepMEeHTATUBHBIX PeaKIMil CONMPOBOKIACTCH

o0pa3oBaHMEM SHEPIUM.



I 1uxoJan3 BKJIAIOUYACT
npeBpaIleHus] TPeX PA3HbIX THIIOB:

e Pacnaja yriiepoaHoro ckeJiera riiroKo3bl ¢
oOpazoBaHueM nmupysara ( nyTb aTOMOB
yriepojaa ).

e dochopuaupoBanue A/lD
BbICOKOOHEPreTHYECKUMHU
(hochopuIMPOBAHHBIMHU COCTUHEHUSIMHU C
oOpazoBaHueM AT® ( nyTh pocharHbIX
CPYIII ).

e [lepeHoc BoZopoaAHBIX ATOMOB WJIHN
JICKTPOHOB.



ADPOBHBIN ITINKOJINS -

cneuupuIecKu NyTh KATa0011U3MAa
[JIIOKO3bI, B pe3yJbTaTe KOTOPOro
HPOUCXOAUT pacCIleJICHUE IVIIOKO3bI C
o0Opa3oBaHUEM /IBYX MOJIEKYJI IUPYBATA B

npucyrcrsu KHCJI0POJAA.

e MepMEHTHI,
KaTaJu3upyroume
[VIMKOJIU3,
JIOKAJIU30BaHbI B
UTO30JI¢ KICTKMH.




Craguu riimkKoJim3a

I. 1 peakuus. ®ochopuvMpoBaHue IVIIOKO3bI:

peakuus NpoTeKaeT HeodOPaTUMO,
KATAJM3UPYETCH IVIIOKOKUHA30M UJIH
reKCOKMHAa30i U Tpedyet 3arparsl ATO.

H,OH CH,OPO4H,
ATD AllD
» — H
MNaxcoxmsasa
HO é)H H H
H H

Mmoxoza I noxo30-6-dpochar



DepMEeHTHI YYACTBYIOIIIHE B
(bochopniINpOBAHMH TIIOKO3bI.

CBsi3bIBaHUE TeKCOKHUHA3bI C I'EeKC030i NMPOUCXOTUT 110
TANY UHAYUHUPOBAHHOIO COOTBETCTBUS: MOJIEKYJIA (pepMeHTA
nperepneBaeT KOHPOPMANUMOHHbIC U3MEHEHUS. AKTUBHOCTD
reKCOKUHA3bl HHrUOupyeTcs ri-6-gocharom.

B meuenu mnpucyrcrByer apyrass ¢gopma ¢epMeHTa —
VIIOKOKKMHA3a. [1loKkoKrMHAa3a cnenu(puyHa B OoTHOIIeHUu D-
[JIIOKO3bI.  [JIlOKOKMHAa3a  me4YeHH  JCHUCTBYET  NpPH
BO3PACTAHMM KOHUEHTPAIMU IJIIOKO3bI, HANpPUMepP, IOC/Ie
npueMa nuiM, Ooraroid ymieBogamu. B 3THX yCao0BHSAX
VIIOKOKHUHA3A JeHCTBYET HA M30BITOYHYIO IVIIOKO03Y KPOBHU U
NMePEeBOAMT ee B IVIIK030-6-pocdhar 1jd 0TI02KeHMA B 3anacC B
BH/I€ TVIMKOIeHA.

B MBIIIEYHOU TKAHU IVIIOKOKHHA3A OTCYTCTBYET.



@ Topoii peakuueii LIIOKOJIU3A SBJISIeTCS
="peBpalneHne rJIwKo30-6-pocdara mox
neucTBUeM (pepMeHTA IJII0K030-6-
(pocharuzomepasbl BO GPYKT030-6-

pocdar:
CH,OPO4H, CH,OPOH,
O CH,OH
-Fmoxoao-B-qmc@a*r- HO |
waomepa3sa OH
HO

[ moxo3o-6-docdar P pykroz30-6-pocdar



Tperbs peakuus KaTaJIu3upyerca GpepMeHTOM
pochodpyKkTOKHNHA30M; 00PA30BABLIMIICA

ppykT030-6-Ppochar BHOBL pochopuiupyercs 3a
cueT BTOPOM MOJIeKYJIbl ATdD:

CH,OPO4H, CH,OPOgH,
O_ GH,OH "\IWOA}D H,OPOgH,
HO 5¢oc¢r_:;p;omum -
OH H
H
Opyxro30-6-docdar Pdpyxro3o-1,6-6uchocdar

JlaHHasl peaKkmus AaHAJOTMYHO NeKCOKMHA3HOM NMPAaKTHYeCKH HeoOpaTnma,
NMpoTeKaeT B NPUCYTCTBHY MOHOB MATHUSA U SIBJISAAETCH HAanOoJIee MeIJIeHHO
TeKylleil peakuueil MKoan3a. PakTHYeCKH 3Ta peakuus onpeaesisier
CKOPOCTH IVIMKOJIHA3a B IIEJI0M.



“1E€TBEPTYI0 Peakui0 INIMK0JIN3a
KaTaJu3upyeT (pepMeHT ajabaosaasa. 1loa
BJIMSAHHEM 3TOI0 (pepMeHTA
¢ppykTo30-1,6-0uchocdar pacmenasercs
Ha ABe (pocPhoTpUO3bI:

DO o
,.O_ CHOPO 44 CHO B 0
K ) S—— 0 + HCOH
HO AnbAonasa
OH CH,OH CHYO|
OH

[Anokcrayeros- I nmuepansae-
Dpyxro3o-1,6-Gucdocdar pochar rua-J-pocpar

95% 5%



IlsiTas peakuus — 3TO peakuus
H30Mepu3alum Tpuosodocdaros.
Karajausupyercsa pepMeHTOM
TpHo3odocharuzoMepason:

-
-

C 1 O 9 J\

l | RO
C :O — = M CO ™

| Tpuozodocdaruso- |

A Mepasa
CH20P0O3H» CH20PO3H3
[dnoxcuaueros- nuuepansaerng-

docdar 3-ocdar



11. 1a BTOPOH CTAAUHU INIMKOJIN3A IIPOUCXOAUT 3alacaHue
IHEPrUM.
N3 oqnou mosiekyJibl [JTHO oOpasyercs aBe MoJieKyJibl
rMuepaabaerua-3-gpocdara, KOTopbid y4acTByeT B
NaJbHEHIIUX MPEeBPALICHUAX.

6 PCAKIMHA. Oxuciienne mmuepaabaerua-3-gpocpara
10 1,3-mugochormuuepar.

H
C<
0

2 uton + HAL" + HPO,
CH,O!

e —

I nuuepansaerva-
dochartpgernaporerasza

Mnuuspansaserna-
-3-docdar

c-’i’o

- - 2 HCOH ' + HALOH + H

CH,O

1.3-Bucdochornuuepar

e KodgepmeHnrom
rianepagbaeruagocharaeruIporeHasbl
apjserca HAJ'. MexaHu3M JeiicTBHS 3TOI0



CenbMasi peakius KaTaJau3upyercs
(pochorimnuneparkuHa3on, Mpu ITOM MMPOUCXOIUT
nmepemgaya o0oraroro 3Heprueii gpocharHoro ocrarka
(bocharHou rpynnsl B nojioxxkenuu 1) na AP ¢
oopasoBanuem AT® u 3-dpochormunepara.

C{;() C¢O
| O~ PO3gH, ~OH
| ; Mg ! | :
2 HCOH A o—/ ™ — — — — ) HCOH +ATD

| dochornuuepaTknHasa |
CH,OI ' CHyO

1.3-bucoocdornuuepar 3-bocdornmuepar

e Takum oOpaszom, dJ1arogaps AeMCTBUIO JBYX
(pepMeHTOB (IIIHLIEPAJIb/C-
ruadocharaeruaporeHasbl U
bochormmuenaTkuuasel) D)HEDIUSL.



@ BocbMasi peakius CONPOBOXKIAAETCS
< BHYTPHMOJIEKYJISAPHBIM IEPEHOCOM
ocTaBuiencs pocharHou rpynnbl, U
3-pochoriuuepar npespaniaercsa 2-
(pochormmuepar. DepMeHT —

(ochornunepamyrasa.
COOH COOH
| |
2 HCOH > e m————— Y 5 b H
| Docdormuyepomyrasa I :
CHOPOgH; CH,OH
3-Qocdornuuepar 2-®ochornnuepar

e Peakuusi Jierkoo0parumMa, NpoTeKaeT B
NpUCYTCTBHHM HOHOB Mg,



(bepMEeHTOM €HO0J1a301, IPU 3TOM 2-
(pochormuuepar B pe3yjabrare oTuienJIeHus
MOJIEKYJIbI BOAbI NIEPEXOaUT B
dhochoeHomnupynar, a pocharnas cBa3b B
IMOJIOKEHUHU 2 CTAHOBUTCS

BbICOKOIPIUYECKOM.
?OOH ;f Toom
2 HCOPQ,H, — = 2 C—O~POgH,
| Exvonaaa \\
CH2 = g " CHQ

2-Dochornuuepar docoeHonnmpysar

 EHo/1a32a aKTHBHPYETCS ABYXBAJEHTHBIMMU
karnoHaMu Mg* ‘uiau Mn*" u narudupyercs
¢dbTopuaoM.



JlecsiTasi peakuus XapaKTepUu3yeTcsl pa3pbiBOM
BBICOKOIPIrUYE€CKOU CBSA3H U NMEPEHOCOM
(pocharHoOro ocrarka ot (pocoeHOJNNUPYBATA
Ha AJI® (cyocTpaTHoe dochopuiupoBaHue).
Karaausupyercs pepMeHTOM

NMAPYBATKUHA3OMU.
COOH ?OOH
l s . Mg’ = i
2 D= ¥ 2 +ALD NupysaTxmnrasa & 2 C=0 dalle
CH, CHg

Docdoenonnupyear Nupysar

e /I nercTBMS NMUPYBATKHUHA3bI
HeoOxoanMbI HOHBI Mg”", a Takxke
O/THOBAJICHTHbIE€ KATHOHBbI IIEJ0YHbIX

Va L. R



KOHEeYHBbIM NPOAYKTOM a3PO00OHOI0 IVIMKOJIM3A ABJIACTCS
NUPYBAT, 2 JHEPreTUYeCKui 0aJJaHC CKJIAABIBACTCH M3 2
MOJIeKyJl AT® oOpa3oBaBIIUXCH B pe3yjbrare CyOCTpPaTHOIo
dbochopuipoBanuss M ocTaercsa eme 2  MOJEKYJbI
BoccTanoBaennoro HAJI'H + H, or KoHIEHTpalUH KOTOPOIro
3aBHCUT CKOPOCTh mpouecca. s mnpogo/ikeHUs mpolecca
Heooxoaum copoc H' Ha pepMeHTHI ABIXaTEJILHOM ENH, HO caMa
mojiekyada HAJI'H + H' uepes meMOpaHy MHTOXOHIPHIi
MPOHUKHYTh HE MOKET, AJIfl 3TOr0 UCIOJIb3YITCH MEePEHOCYUKH H
MEPEHOC OCYINECTBJISETCH C MOMOUILIO 2-X MEXAHU3MOB:

1. IlmuuepodochaTHbIM YeTHOUHBIN MEXaHU3M;

2. MaJjiat — acnapTaTHbIil YeJTHOUYHBIN MEXaHU3M;



IiinuepodochaTHbii YeJTHOUYHBIA MEXaHU3M

IHuTomiaasma MuroxoHapuu
CH,—OH CH.— OH
2 KoQ
CH,OPO,H, s
AUTAIPOKCH- CH20P03H2 — ATO
anerondocdar I e ®AIH,
2HAI(H)+H e Ilc
\\\x
n \ +
2HAJL PA [a/a,
, CH,—OH
—— ATO
CH,—OH
2 CH—OH O
2
72 CH—QH
CH,OPO,H,
CH,OPO,H,

I'munepoa-3-gpochar

20AIH, — 2*2ATO=4ATO



MaJar-acnapTaTHbI YeJJTHOYHBIM MEXaHU3M

IHuTomiaasma MuroxoHapuun
COOH COOH
YK riayramMar
= CH, LIyTaMar Y CH,
YK
C—0 C—Q AbIX. IICIb
ao-KI' o-KTI'
COOH COOH
HAJI'H + H' acmaprar acmaprar HAJI'H+HH"
+
N HAJI
HAL 4 on COOH
- CH
CH, 2 majaar
A—dh CH—OH
COOH COOH
MajaaT 2 HAA —> 2*%3 AT®=6 ATOD




~ baJjanc a3po0OHOro riIMKoJIMU3a

° 1 peakuusa -1 ATD

e 3 peakuust - 1 ATD

° 6 peakuust +3%2=6/2%2=4 AT®
o 7 peakuust + 1*%2=2 AT®

e 10 peakuusa + 1%*2=2 AT®

e UNTOI'O: 8/6 ATD



cneuupuYecKUu NyTh KATA001M3MAa
[JIIOKO03bI, B Pe3yJbTaTe KOTOPOIo
MPOUCXOUT pacCllelIeHUe IVIIKO3bI C

00pa3oBaHHUEM JIBYX MOJIEKYJI JJAKTATA 0e3
YHACTHUSA xuciopoaa.

e OTiinyMe aHA3POOHOI0
[VIMKOJIN3A OT
a’3POOHOIO
3aKJII0YAaeTCH B
nocuaexanen 11
pPeaKkuuu.




Jlajbie npouecce uaeT B 3aBUCUMOCTH OT HAJTUYHS
WM OTCYTCTBHMSA KHCJIOPOJA B KJIETKe:

IIpu aHA3POOHBIX YCJIOBUSX, HAIIPUMEP B HANIPSIZKEHHO
padoTAIIMX CKeJETHBIX MbIIIIAX, IHPYBAT
[peBpallaeTCs B JAKTAT.

B pesyabrare OIMHHAANATON PeaKI Uy MPOUCXOTUT
BOCCTAHOBJIEHHE IMPOBUHOIPATHOM KHUCJIOTHI H
oOpa3yercss MOJIOYHAsl KUCJI0TA. Peakius nmporeKkaer npu
yyacTuu pepMeHTA JJaKTATAeTHAPoreHasbl 1 KopepMeHTa

HA/IH, oOpa3oBaBiuerocsi B mieCTod peakuuu:

CH3 CH3
|
é_—.:o + HAJIH+H - > 9 H—C—0OH +HAL
2 | Naxratperuaporexasa |

COOH COOH

Mupysar Nlakrar
(MONOMHAR KuCnoTa)



B 3THX yCJI0BUSX 00pa30BaABIIMICS NPU IVIMKOJIHU3E
> HAJ/IH pereHepupyercs 3a c4eT NUpPyBara, KOTOpbIi
BOCCTAHABJIMBAECTCH 10 JIAKTATA.

DJIEKTPOHbBI, NPUIIEAIINAE CHAYAIA OT NIMIepaabaerui-3-
docdara k HAI', nepenocsarcs B popme HA/I'H + H Ha
NUPYBAT.

C HakoOILICHHEM JIAKTATA B CKEJIETHBIX MbIIIIAX CBA3aHO
BO3HUKHOBEeHHE YyBCTBA ycTrajgocTu. JI/II' mpeacrasiaena S
pa3aun4yHbIMU u3oPpepmentamu. JIII' cepaedynon MbImnbI
xapakrepusyercda HU3Kko Km aos nmupysara, a JIAI'
MBbIIICYHOU TKAHU MMeeT 0oJsiee BbICOKYIO BeamunHy Km nist
nupyBara.

CymmapHas peakuus

[mioko3a + 2NAD™ + 2ADP + 2Pi — 2 nupysar + 2NADH + 2H" + 2AT® + 2H,0



- ddd ddd 3
e ———————
%Ep
<
1935

baJIAaHC AaHAPOOHOI0 IVIMKO0JIM3a

° 1 peakuusa -1 ATD

e 3 peakuust - 1 ATD

* 6 peaklus - HET 3aMaCaHUs JHEPIrUu
o 7 peakuust + 1*%2=2 AT®

e 10 peakuusa + 1%*2=2 AT®

e UNTOI'O: 2 ATD



IlenTo30(hoc(hpaTHBIA NYTH
OKMCJICHUS ITIIOKO3bI

JlokajJau3zanusi: MOJIOYHAA
KeJjieza, IMOPHOHAJIBHAA U
’KHUPOBasi TKaAHb,
IPUTPOLUTHI, JIEerKHUE,
IIMTOBHM/IHAS KeJjie3a, MO3T,
lneyeHb, HAAMOYECYHHUKH.

Bce dhepMeHTBI
MEeHT030(h0Cc(PATHOIO NYTH
JIOKAJIM30BAHbI B LIUTO30J1€
KJIETKH.




OxucJnTeJdbHBLIN

ITAIl

IlocTraBisieTr KiIeTKam
kopepmenTt NADPH
(MCIOJIB3YOIIUUCH KAK
JIOHOP BOAOPOJIA B
peakumsax
BOCCTAHOBJICHUS U
TUAPOKCUIMPOBAHUS)

O0ecneunBaeT KJIETKH
pu0030-5- pocparom
(KOoTOpBIN yUYaCTBYET B
CHHTEe3€ HYKJIEOTH/I0B H
HYKJIEHHOBBIX KUCJIOT).

A1) 11111 UJUlPU\ZlPle nmuivi lly 1 Xl
[peBpalleHUus INIIKO03bl MOKHO
BLIJICJIUTD:

e HeokuciaurtrejJgbHBbIN

ITAIIbI

N30MepHBbIE IpeBpallIeHUA —
KATAJIU3UPYETCH (pepMeHTAMHU
TPAHCKETOJIa3aMH
(koghakmopom Komopuwvix
aenaemcea T/ID- koghepm.
¢popma sumamuna B)) n
TPAHCAJIb/I0Ja3aMM.

dpurpo3o-4-pocdar saBiasercs
cyocTpaToM aJist OMOCUHTeE3a
(peHUJIATAHUHA U TUPO3UHA.



I'1roxo03a

|

I1roko030
-6-bochar

|

DpyKTO30
-6-bochar

|

Imuuepanbaerun
-3-pochar

b HAJIH"

1 ATD

IIupyBar

I 1ukoans

2HAJI®D"

\_ J o

2HAJIOH-H*

Metaboanuyeckue GPyHKIUU NEeHTO30(0ocHATHOIO MyTH

CuHTEe3 KUPHBIX KHUCJIOT
CuHTe3 cTepoua0B
BoccraHoBiieHne riiyyraTuoHa
Oo0e3BpekuBaHue BeIECTB

T

OxucanreJabHad
(paza

HeokucjaureJbHadA
(pasza

Iputpo3o-4-dpochar

buocunTe3
peHuIaIaHNHA
THUPO3UHA

-

Y

Pu0ys030-5-pochar

A

Pu0030-5-gochar

buocunrtes
HYKJICOTH/I0B

IlenTo3o0¢ocharHblii MyTH



-/ - B N\ B BB ‘lr -y B WA AUVY AR BBREBs

IeHT030(roc(hPpaTHOrO MyTH OKUCICHUSI
[VIIOKO3bI

 Cyab0a nioko30-6-gochara — BCTYIHUT JIK OH B IVIMKOJIU3 WIH
NMeHT030(ochaTHBIA NYTh — ONpeae/IIeTCA NOTPEOHOCTAMHU
KJIeTKH B JaHHbIA MOMEHT, a TaAK/Ke KOHIEHTpauueu NADP' B
HHATO30.1€.

* be3 HaIM4YHUS aKIEeNnTopPa 3JICKTPOHOB NepBasi peakuus
neHTo30¢ocharHoro nyTu (KarajausupyeMas riir0k030-6-
dhocharaeruaporenazon) He oyaer uaTu. Korga kierka 0ObICTPO
nepesoauT NADPH B NADP' B OMOCHHTETHYECKHX
BOCCTAHOBHTEJILHBIX peakuusax, yposenb NADP" mognnmaercs,
AJVIOCTePUYECKH CTUMYJIUPYH IJIHOK030-6-
pocharaernaporensasy u TeM caMbIM YBEJIUYNBASA TOK
IU1I0K030-6-pochara yepe3 neHro3odocharubiii MyTh.

 Korna nmorpedsienue NADPH 3amennsercsi, yposenr NADP+
CHUKAETCS, U IVIIK030-6-pochar yTuanu3supyercs
[VIMKOJUTHYECKHU.



H OH
N/

C

|
H— C —OH

| o)
HO—C —H

|
H—C—OH
H—C

|
H,C — OPO,H,

['mroko30-6-hocdar

O

I
C —OH

|
H—(|3 — OH
HO— C —H

|
H—(lf—OH
H— Cc — OH

|
H,C — OPO,H,

6-DocdornokoHar

Ii1r0K030-6-
docharaeruaporenasa H—
/ > HO—
\ o
HAI®" HAO®PH+H™ g _—

Peakuyu OKMCIUTEIHLHOIO 3TANA MEHT030()0C(PATHOTO MYTH

6-DochornTIOKOHATAETHAPOreHA3A

O
||
C
| I'mrokoHAT/IAKTOH-
(,j —OH rujparasa
C —H >
|
Con a
(|: HzO
H2C — OPO3H2
I’ mroxoHaTIIaKTOH-6-
docdar
CH20H
|
g=o
H— Cli — OH
H— c — OH

7N

HAJIO® HAJIOH+H?

CO,

|
H,C — OPOH,

Pubynozo-5-dhocdar



IlaToJsiorust nenro3odocharuoro
IyTH OKUCJIEHHUS IVIIOKO3bI

I eHeTnueckum aepeKT gepmMeHTa
[JII0K030-6-hochaTaeruaporeHasbl
ABJISICTCH MPUYNHOM:

YCHJICHHMS MPOLECCOB MEPEKUCHOI0 OKMCJICHHUS
sunuaon (ITIOJI)

reMoJiu3a I)PUTPOLUTOB



Jlexiusa Ne 5

Crnenuduuyeckue nyTd KaradoJamsma.

OO01uii nyTh KaTadoJIu3Ma:
OKUCJIUTEIbHOE 1eKAPOOKCUIMPOBAHUE
UPYBATA U IMKJ TPUKAPOOHOBBIX

||||||

aaaaaaaa
rrrrrrrr
lllllllllllll

NADH, FADH

WICA Veie

Acetyl-CoA



Crneuundunyeckue u
O0IUN NYTH
KaTad0/JM3Ma




beakn Yiiesoan Aupul

l | 4

AMHHOKHCI0THI [ noKosa [muepo.

2 3 4
Kupunie

I [ lupypar KHCI0TH

Auerni-KoA

7}’“3-[(0/\

S

1,0

€0,

1-5 - cneunduyeckue nyTn
Katabonuama; 6 - nepBbIN 3Tan
oowero nyTn katabonuama; 7 -
BTOpPOW 3Tan obLero nyTu
KaTabonuama (LUTPaTHLIN LUK
n LUMn9)

1

Cnenuduyeckue v 001U MYyTH KATA00IM3MA

HauajbHble 3Tanbl KATAa00/1M3MA
(cmenupuyeckue NyTH KaTad0JIU3MAa)
OCHOBHBIX NUIIEBBIX BelleCcTB (0eJIKOB,
’KUPOB M YIVIEBOAOB) MPOUCXOAAT MPHU
y4acTuu (pepMEeHTOB cCieupuIecKux 1Jas
KaK/I0T0 KJIACCA BelIeCTB H
3aBEPILIAIOTCS 00pa3oBaHUEM JABYX
MeTa0o0JIMTOB — MAPYBaTa
(mupoBHHOTpagHo# KHCI0THI) (C,) H

ykcycHo# kuciaothl (C,) B q)opMe aneTui-
KoA.

IHocsie oOpa3oBaHus nupyBara
JaJbHEHIINN IIyTHh pacnajaa BeuecTs 10
KOHe4YHbIX npoaykros CO, nu H,O
IPOUCXOUT Yepe3 OAHY U Ty kKe
COBOKYITHOCTb PeaKkUuil He3aBUCUMO OT
TOI0, U3 KAKMX UCXOIAHBIX CYOCTPATOB
oOpa3oBaJicd NUPyBaT [00LIUH MY TH
karaooausma (OIIK)].

O0mui NyTh KATA00/1M3MA BKJIIOYAET:
- peakI M0 OKUCIUTEILHOI0
NeKapOOKCUJIUPOBAHMS TMPYyBaTa; -
HUTPATHBIA MUK (HuKJa Kpedca uiamn
HUKJ TPUKAPOOHOBBIX K0T, I{TK,
JIMMOHHBIN ITAKJI).



CymmapHoe ypaBHeHHUe
peaKkiy OKUCJIUTETbHOI0
NeKapOOKCHUJIMPOBAHUS IUPYyBATa:

0O
I NUPyBaTAErUApPOreHasa
CH, — C - COOH +HS - KoA + HAJT" >

IupyBar

O
]
» CH,- C-S-KoA+ CO,+HAJJH+H"

Anerna KoA
Ty peaklnio KATAJU3UPYeT CJI0KHO OPraHM30BAHHbIN

nupysaraeruaporesHasubiii komivieke (ILJAK). Peaknus nporekaer B
MATPUKCE MUTOXOHAPUM.

BasKHbIM KOHEYHBIM MPOAYKTOM PeaKIMU OKUCIUTEIHLHOTO
nekapookcusuposanus nupysara sasjasercsas HAJIH, rak kak on
MOCTABJISAET NPOTOHBI U 3J1eKTPOHBbI B L{IID u cmocob¢cTBYET cCHTE3Y 3
MOJIb AT® nyreM OKUCIUTEIbHOT0 GochopuiupoBanusa. OCHOBHOU
NPOAYKT peakuuu - anerusi- KoA Briarwdaercsa ganee B IITK.



CocrTas
NAPYBATAECTrUAPOTr€HA3ZHOIO

KOMIIJICKCA
DepMEeHTHI: K

E - nupysarnexapGokennasa

E2 - TUTUAPOJUIIOWITPAHCAIETHIIA3A

E3 - TATHAPOJIUIIOWIAETHAPOreHasa

KopepmeHrsi:
= TJAD® — tuamunaugocdar (mpocreruyeckast rpymnmna
E),
1

= Junoesasi Knucjiora (mpocreruyeckas rpymma E)),

= HS- KoA — ko¢epmenT A ( yuacTByeT B padore
¢pepmenta E,) ),

= FAD — ¢p1aBuHa e HUHIAMHYKJICOTH/
(mpocrernueckas rpynmna E3),

= NAD'—HHKOTHHAMHIAAECHHUHINHYKJICOTH/
(yuacTByert B padore pepmenta E3)




C1,C ~ S-KoA
COOH o COOII
; 1o ,
=0 HS-KoA CH,
i I, Hwrparcunrasa HO-C-COOH
COOH Oxcanoauerar 1 cH
NADH+H Magarienipo COOH  Thpan
renaza (NAD ) AKOUNTALA
e 8 2 COOI
(3AT®)y COOH
‘ CH,
HCOH Maaar
HC-COOH
1,
| HO-CH
COOH
COOH Houwrpar
Dymapasza Hisonwrpar Y
HO 7 eILporenaa co
(NAD ) NADH+H
COOH 3 COOH |
| : 1na
(‘iH Dywapay CH (3AT®)
cl CH,
("()()Il C=0 a-KI'
M " COOH
" Cyknmmanie- (=KCTOLIYTApa
nporcaasa (FAD) eI porelsa i €O,
e KOMILICKC
IS 6 (NAD" HS-KaA) NADHA+II
(ZATd) 4 COOIH 1
CH (ATO) I'T® [A®+H,PO, : s
- CH,  GAT®)
ek CYRIHIATTHORHIA 3 f CH
O 5
£O0H HS-KoA =0
Cykunnar ~S-KoA

Cyvvimauuats KaA

HukJ
TPUKAPOOHOBBIX
KUCJIO0T

Peakuuu MUTPATHOIO
UKJIA MPOUCXOIAT B
MaTpPHUKCe
MUTOXOHIPHUH.



e IHuka Kpedca — 310 KJII04eBOM dTAN

ABIXaHUA BCEX KJIETOK, MCIOJIb3YIIUX
KHCJIOPOI, HEHTP MmepeceyeHuss MHOKEeCTBA
META00JHYECKHUX NYyTeld B OpraHusme.
Kpome 3HaUYuTEIBHON YJHEPreTHYECCKOU
POJIM LMKJIY OTBOAUTCH TAKKE U
CYLIeCTBEHHAS IJIACTHYeCKAs (PYHKIMSA, TO
€CTh ITO BAKHbIN UCTOYHUK MOJICKY.JI-
NpealecTBEHHUKOB, U3 KOTOPbIX B X01¢
APYruxX OMOXMMHYECKUX NMPeBPallleHU
CUHTE3UPYITCH TaKUE BAXKHbIE J1JIs
AKU3HEACHATEIbHOCTH KJICTKH COCIUHCHU S
KaK aMUHOKUCJIOTBI, YIVIEBOAbI, ’KUPHbIE
KHUCJIOTHI U JIp.

Huki npeBpamieHusi TUMOHHOU KHCJIOTHI B
"KUBBIX KJIETKaX ObLJI OTKPBIT U U3Y4Y€H
HeMelKUM OMoxuMukoM XaHcom Kpebdcom,
3a 3Ty padoTy OH (COBMECTHO ¢ D.
Jlummanom) 0611 ynoctoeH HobeseBckou
npemuu (1953 ron).

KPEDBC
Xane Apoand
1900-1981



LluTpaTHBIN MUKJI
(MUKJ TPUKAPOOHOBBIX KHCJIOT)
[peacTaBjisgeT 000U COBOKYITHOCTH
8 mocJie10BaTeJIbHbIX XUMHYECKHUX
peaKkiunu,
B X0/1¢ KOTOPbIX NPOUCXOAAT:

* pacnaj aneTwi-KoA Ha 2 mosexkynsl CO,

e oOpa3oBaHue J0HOPOB Bogopoaa ajas HITD
HAJIH n FADH,



B I-u peakuuu moa [1eMCTBHEM HUTPATCHHTA3BI
IMPOUCXOAAT KOHAEHCANMA AllETHJIHLHOI0 0CTATKA
aneTuJ-KoA ¢ okcanoanerarom
(maBeseBoykcycHas kucjaora - IHIIYK) u
o0pa3oBaHHe TPUKAPOOHOBOM KHMCJIOThI IUTPATA
(MuMoHHAas KucJa0TAa). Peakuusa HeoOparumasi.

O

|l
CH;— C - S ~KoA

O=C-COOH HS -KoA HzC\ — COOH

Ha CN_ COOH / HO - C - COOH
uTparcunTasa |

Oxcajgoanerar H-C — COOH

Hurpar



Jlajiee nurpar B aABe CTaAUU (Aeruaparanusi
U NOoCJeaYINasg Tuaparanusa 10 JABOWMHOM
CBSI3M) IIpeBpaliaercd B  M30LMTpAaT.
IIpOMEXXYTOUHBIM  NPOAYKTOM  ABJSAETCH
HEHACBIINIEHHASA UC — AKOHUTOBAsI KUCJIOTA,
B CBSI3H C 4eM (pepMEHT, KAaTAJIU3ZUPYIOIIAU
00e cTaauu, MOJY4YHJ HA3BAHUE AKOHUTA3A.

H:0 H.C — COOH
H-C — COOH / |
| : H- C-COOH
HO — C — COOH AkoHHMTa3a |
| OH — C - COOH
H.C — COOH \ |
H-O H
muTpar

U30LUTPAT



B II1- ii peaknuu nox aeiicreueM HA [ - 3aBpucumoii
N30LUTPATAEIHAPOreHa3bl MPOUCXOASIT OKHCJIEHHE U
AeKApPOOKCUJIMPOBAHNE H30LMTPATa ¢ 00pa3oBaHuEM
o-keroruyrapara. B peakuuun oopasyrorca HAJITH u
mosiekyia CQO,. Peakmmsi HeoOpaTumasi. Peakuus
OKHUCJIUTEIBHOI0 (POoCHopuInpoOBaAHNA.

H>C — COOH C0O:
|
H_(\:_COOH H.C — COOH
HO — C — COOH N3ouurparaeruaporesas (~3H
| o
H O=C-COOH
HAJT' HAJTH+H*

H3ouurpar \ O-KeTorjayrapar

Jil1€



B IV-11 peakuuu npoucxoauT OKMCJIATEIbHOE
NeKAPOOKCUJIUPOBAHME O — KETOIJIyTapara ¢
BbljleJIeHneM elle oaHoii MoJsiekyJibl CO, u HAJIH.
IIpeBpamenue KaTaJIu3upyroT GepMeHThI
0—KETOIIYTAPATACI UAPOreHAZHOI0 KOMILJIEKCA,
KOTOPBIN UMeeT CTPYKTypHOe cxoacTso ¢ ITJIK.
IIponykrel peakuuu: HAJ/IH, CO,, n cyknmHm —
KoA. Peakuus okMCIuTEeabHOro gochopuaMpoBaHus.

CO:
H>C — COOH H,C - COOH
| 0 - KeTOIJIyTapaTaeruaporeHasHbii ‘
(EHZ KOMILJICKC CH,
0=C- COOH ) ) |
HAIL® HAZH*H O=C-S~KoA

ij1€)]



7)) DBTopasi mMoJIOBHHA IMKJIA — V —s peaKkuusi
= mpeBpamieHusi CyKUuHII — KoA B cyKnmHaT
(AHTApHas KUCJI0TA) , (pepPMEHT
CYKIIMHATTHOKHNHA3Aa. EAMHCTBeHHAsA peaKkuus
cyocrpaTrHoro gpochopuaupoBaHusi.

H>C — COOH
| Cykumnarrnokunaza  112C—COOH
CH: ‘
| H>C — COOH
07 CosRoA CykuuHar
1D ['Td
Cykuuauia - KoA H3PO4 HS - KoA

AJ1D ATD



VI peakuus. CyKMHAT MO AeHCTBUEM
DA/l — 3aBUCUMOH
CYKIMHATAErHJAPOreHassbl NpeBpaiaercs B
¢pymapar (pymapoBast kucjaora). Peakuus
OKMCJIUTEJIBHOI0 (GpoCchopuIMpoOBaAHMS.

HC — H
H: C - COOH CykuMHaTaeruporeHasa ﬁ c00
I

H: C - COOH N HC - COOH

DA DAJTH>
CykuuHar ®ymapar

i11€



VI1I peakuusa ruaparanuu. K ¢pymapary
(pepmenT pymapasa (pymaparruaparasa)
MPUCOEINMHSET MOJIEKYJY BOABI K o0Opa3yercs
MaJiaT (10J109YHAasA KUCJI0TA).

H20
COOH
Hﬁ — COOH  HC —OH
dymapasa
HC - COOH H:C_ COOH

dymapar Maiar



B 3akiawouureabHou VIII peaknyu nukIa mpoucxoauT
neruapuposanue Majgara HAJ[' - 3apucuMeIm
(pepMeHTOM MajaTAEruAPOreHa3om u o0pazoBaHue
oKcaJjioanerara.
Peakuust OKUCJIUTEIBHOT0 (poChopuInpoBaHusl.
1K 3aMBbIKaeTCS.

COOH COOH
HC - OH 0O=C
MaJdnaraeruaporeHasa
H.¢ — COOH / \ H.C — COOH
MaJgaar HAJ" HAJIH+H' OkcaJjioanerar

|

e,



1.

Oyaknuu nukiaa lHTK

NuTerparuBHas (PyHKIUA — MUK SABJIACTCSH
CBA3YIOLIUM 3BEHOM MEXK/AY peakuusiMU aHA00IU3MAa U
KaradoM3Ma.

Karatosunyeckasi pyHKIMsa — npeBpanieHue

PAa3JMYHBIX BeleCTB B CYOCTpaThl HUKJIA: ZKMpPHbIE
KHCJI0THI, MUpyBar, Jlen, @eH — Aneruii-KoA. Apr,
I'uc, Ity — a-keroruryrapar. @eH, THp — (pymapar.

AHadonnyeckass PyHKIUA — MCHOJb30BAHUE
CyOCTpPaTOB IMKJIA HA CHHTE3 OPraHUu4YeCKHX BelleCTB:
Oxcajanerar — niwko3a, Acm, AcH. CykunHui-KoA
— cuHTe3 rema. CQ, — peaknun
KapOOKCHJIUPOBAHMS.



Oyaknuu nukiaa lHTK

4. BoagopomoaoHopHass QYHKIHUS — IUKJI
Kpe0ca mocrapjisieT Ha AbIXaTeJbHYIO LEeNb

MI/ITOXOHI{BI/II/I IIPOTOHBI B BH/I€ TPeX
HA/IH+H" n oqnoro ®A/1H,.

5. Dmueprernueckas pynkmus — 3 HAJTH+H"
naetr 9 moJsb AT®, 1 (I)AI[H aaeT 2 MOJIb
AT® Ha AbIXaTeJIbHOH uerm Kpome 1oro B
UKJIEe MyTeM CYOCTPATHOIO
pochopuaupoanusa cuaresupyercsa 1 I'TD,
a 3aTeM M3 Hero cuHresupyercsa ATD

nmocpeacreaM TpancpochopuaInpoOBaAHUS:
I'TO + Al® = ATD + I'/1D.



Takum oOpazom, B OIIK npoucxoaur pacmag 3 —
VIJIEPOJHOI0 COeJIMHEHUsI MUPYBATa ¢ BblJeJeHHeM 3
mosiekyar CO,. OIIK  sBisieTcsi ~ OCHOBHBIM
ucrouHukoM CO,. B cyTku B opraHusMe 4ejioBeka
oopasyercss 10 500 1 CO, wu mpumepno 90% ero
oOpasyercs B peakuuax OIIK.

CymmMapHoe ypaBHeHHe 00111ero nyTu Karadojamsma:

CH,-C-COOH +3H,0 + 4HAI" + ®A] + 1D +
1
O

Iupysar
+ H,PO, + 3CO, + 4HAITH+H" + ®AJIH, + I'TD.




bajganc AT® npu oKUCJIeHUH
IJII0KO3bI /10 CZO " HZO

I. Iniukou3
A) 1. iiro— mo-Pp-¢p — 1 ATD
3. ®py-6-p— dhpy-1,6-bpp — 1 ATD
b) 6. muuepanbaerna-3-p—1,3-1udochornuuepar
2%3 AT® (HAL) / 2*2 AT®D (PAL)
7. 1,3-qupocormuuepar — 3-pocpormmuepar 2*1 ATD
10. pochoenoanupyBar —nupynar 21 ATD
I1. OI1
nupyBar—Aunerus KoA 2*3 AT®
II. OTK
3. M3onurtpar —o-kerormyrapar 2*3 AT®
4. a-kerorayrapar — CykuuHmi - KoA 2*3 AT®
S. Cykunaui - KoA —Cykuunar 2*1 AT®
6. Cykuunar — @ymapar 2*2 ATD
7. Maaar — Oxkcajyoanerar 2*3 AT®
Uroro: 38 AT® /36 ATD



MHeMOHHYECKOEe MPABUJIO

e Jlyis 0oJ1€€ JIerkoro 3arOMUHAHUSA KHUCJIOT,
yyacTBYrOIIMX B HuKJae Kpedca, cymecrByer
MHEMOHUYECKOE MPaBUJIO:

Heabiii AHanac U Kycouek Cyduie Ceroanst
daxkTnuecku Mo Ooen,

YTO COOTBETCTBYET PAAY — UUTPAT, LHUC-
AKOHHUTAT, U30IUTPAT, aJb(a-KeTorjiyrapar,
CYKIMHIWI-CO0A, CyKIIMHAT, (pyMapar, MaJiar,
OKCAaJI0alleTAT.



CHUHTES3 IV1IOKO3bl
- [NIIOKOHEOI' EHE3




1 JIF0OKOHeoreHnes - 3To mpouece
CMHTE3A IVII0KO03bI U3 BellleCTB
HEYIJIEBOAHON IIPHUPO/bI.

Cy0cTparaMu riiloKOHeoreHesa
SIBJISIFOTCS :

IHUPYBAT,
JIAKTAT,
[JIAIEPOJI,

AMNUHOKHNCIOTLI.



Baxxnenuien (pyHKIueH
[MIIDKOHEOIeHe3A ABJISACTCA:

oJJAepP:KkaHue YPOBHA INIIOKO3bl B KPOBH B
[epuoa AJIUTEJIbHOI0 roJ0HAHUS

HHTEHCUBHBIX (PU3UUYECKUX HATPY3O0K.

IlocTOIHHOE MNOCTYIUIEHHME TIUIIOKO3bl B
KayecTBe MCTOYHHMKA HJHEPrUd OCOOECHHO
He00X0AMMO Jisi HEPBHOW TKAHU H
IPUTPOLUTOB.



1 110KOHeOoreHes
NPOTEKAaeT

[JIABHBIM 00Pa30M B IeYeHu

MCHECC NMHTCHCHUBHO - B
KOPKOBOM BCIICCTBC ITOYUCK,

B CJIN3UCTON 000/10UYKe
KHUIIIeYHUKA.



BkJiloueHue pa3JiM4HbIX CyOCTPaToB B
= / TJIIOKOHEOreHe3 3aBUCHUT OT (PpU3HO0JIOTrHUYECKOT0
COCTOSIHMSI OPTaHU3MA:

JIAKTAT SABJACTCHA NPOAYKTOM aAHA3POOHOIO
[VINKOJIU3A B 3PUTPOLIUTAX, PA0OTAIOIIUX
MbILIIAX U JPYTHX TKAHSAX ¢ HU3KUM
conep:xanuem O,;

[JIMIEPOJI BHICBOOOXKIAETCS IPH THAPOJIH3E
"KUPOB B )KUPOBOU TKAHU B NNOCTAOCOPOTUBHBIN
[ePUOI MJIN NP (PU3UICCKOU HATPY3KE;

AMHUHOKHUCJIOTHI 00Pa3yrTCs B pe3yJbrare
pacmnajaa 0eJIKOB MbIIII M COeAUHUTEIbHOMN
TKAHU M BKJIKOYAKTCHA B INIIOKOHEOIeHe3 NpH

MMUTETLHOM TOTOTAWUUT UMW TTHOTO TSICUTE TLE O



CxeMa NINKO0JIN3A MU TJIIOKOHEOIreHe3a

[oKo03a

g y
Fnekokurasa Al Q)X | XI 3P0, I"noxoz0-6-docdaraza
AllD 1,0

[ioxo3o-6-dgocdar

[roko30-6-gocdar

AT® 1,P0, o
Qochodpykroknnaia I @pykro3o-1,6-oncdoedaraza
|

ALO 1,0
Mpykroso-1,6-Gudiocduar

_‘\mmm% \

[ mneparmaerwdocdar Jlurpokenarterondocdar
Tpuoapocharizomepasa

Dmuepanaenn-  NAD NAD
¢oc¢:';mcrmpo- /\'l'dh—\ /—ol 1,PO,

TR NADIT II""/ \ NADITIHIT

I, 3-bucdochormiepar

A,'ld)\ /n\}l(b

AT [N ATO

3 Docdiorammepar
DocdormuepaTmyraa
2-Macpormiepar
I'nonaza

Moctpoctommpysar ,CO;
\((l}ltb DocdoenoammpyBarkapbokeHkHAZA
[T
C0, Okcanoancrar

Hupynat AD
AT® [InpyBarkapiokcnaasa

Al
MupyBaTkinaza I

AllD




[ NIOKOHeoreHes
(neyeHb, NOYKMN)

MHMT OXOH/Ap 1A ¢pykTO30-
oup ocoTasa
AMK COOH |'.| . \  (@)-0-H2C O« CH2O-(P) (P)-0-H2C O~ CH:20H
rHepuH ==> C=0 [IBK- \ OH :
« Ay  KapOOKeHasa | PH dpyKT030-6-P
JlaKTart o ’ ¢ppyKkT030-1,6-PP '
I[NIBK : [TFOKO30-
6-P-u3omepasza ﬂ
(IIOOH (IZOOH | L
MOT ' —t ] ' (P)-0-H2C
(|:H2 _' (IJHZ ' I,‘I oOpaTHbIe
?HOH , ‘ ﬁ::o ."'l P eaKLIHH
x| IJIHK0/TH3a ; -6:
cooy BAA* HAIH2 ~6oH e J | T/THK03 0-6-P
Masiat OKcajoanerar) -/ | _ I THOKO30-
- ﬂ 6-bocharasa || Bu
':~., ‘ HOHSC
W : H
,l o DETI- C OOH OH
3 eKapool cmasa
LW coo& S ~(®) HO = oH "

S ,,' w HH T/IH0K03 3
L CH2 l % ZH LIT030/1b

-----C OOH Mﬂr ?— I'Te PA¢

l «CO2» '
‘% COOH Kp OBb
" OKcasioarerar .

cfHOH HAJl+ HAJH2

COOH !

mManart

T O/TIOBHOM MO3T
CII6 2002




I ArokoHmeoreunes

BOJIBLIIMHCTBO peaKui INIMKOJIU3A
[JIIOKOHEOTeHe3a SABJISAIOTCS
00paTUMBIMH M KATAJIU3UPYIOTCS
OTHMMM U TEeMH Ke (pepMEeHTAMMU.
YeToIpe peakiium INIIOKOHEOreHe3a
HeoOpaTuMbl. Karajauzaropom
[peBpallleHus IUPyBara B
OKCAJI0aleTaAT ABJIACTCS
OMoTHHCOAEpKAIMHT
MUTOXOHIDUAJILHBLIN bepDMeHT —



(7)) 1 crapus MBK— O3
' 4

B MUTOXOHOPWAX.

a) C|:00H AT +H;0 AEdHPi CIOOH
C=0 + COp ————>»  C=0
: Mupysar |
CHs kapbokcunasa CH,
I
COOH
[UpyBar OA
6) COOH COOH
I I
C=0 4 HAQH+H* —Manar __ H_C-OH 4 HARL*
| <« r |
CH» (MuTtoxoHapuaneHan) CH,
I I
COOH COOH
OA Majar




( B umtonna3sme

7’

2 ) M HAO* g Okcanoauerar HAOH + H*
anar 4 o u e
(umTonnasmaruyeckas)
COOH
2) ¢ COOH
cC=0 6OKCU- '
| + MO —izem——> C—OPO3H; + CO, + M®
CH; cdoccoeron- |
l nupyeara CHz &30
COOH

OA




pe,

II ctagus
chpykTo30-1,6-
®pykTo3o-1,6-aucpocar + H0 Fudocharasa PPYKTO30-6-chochar + H3PO,

III ctapus
miokozo-6-chpoccpar 4 H,0 fg)'g'é?;;g;ab miokosa + HizPO,




‘

@ CymMmapHoe ypaBHeHWe peakuun rnoKoHeoreHesa

’

2NBK + 6AT® + 6H,0

> Iiokosa + 6Ad + 6H;PO,




KoopauHauus npeBpalweHnun cyocTpaToB U NpoLeccos,

/ NPOUCXOAALMUX B NeYEeHU, MbILLLAX U XUPOBOWN TKaHU
(LWlKﬂ KOpM = B3aMMOCBA3b MUKONM3a B Mmbllluax v rmiroKoHeoreHesa B nequM)

XXunpogas TkaHb MeyeHb MbilwiLbl

[MnioKo3a €-------- 1-=-- [MIOKO3a ==+===---+ ------» [NO0KO3a

f

3-th.rnuuepar
4 @ AP

v mc_:@ OKWUCHI.

Tr L ] /

Mupysar Mupysar
/ naKTaT"‘“""""j’"ﬂaKTaT
V Aj']a R oo Aﬂa

Muuepon ---r---«--- » [Muuepon




t BBegeHMe aMUHOKUCIIOT B IMIIOKOHeOreHes U ooWu# nyThb

’

KaTabonusama
[mMiokosa Ana, cep,
The, ThKW : '
2o INei, Tpuw, PN, TP,
\ n3onen | peHana |
®3N Mupysat . ! v
A
S — T P Auetnn KoA < Auetoauetun KoA
T —
Acn,acH —» OKcan}aueTaT Ty
v ;
/ 4
/ LmtpaT
\
Tup, acn, l
perana |~ Pymgpar
\ o-ketomyrapar < 01700
\\\ //_/
R &

| Ban, w3onei, MeT —» CykumHun KoA




I criop30BaHuE JaKTaTa B KA4ECTBE CyOCTpara B
[JIOKOHEOI€HE3€E CBA3AHO C TPAHCIIOPTOM €TI0 B
[IEYCHb U IIPEBPAILCHUEM B ITUPYBaAT. B riepno
MBIIICYHOI'O COKPAIICHHUS B MBIIIIIE ITUPYyBaT
IIPEBPAIIACTCS B JIAKTAT, TAaK KaK HAIIPABJICHUE
JTAKTaTACTUAPOreHAa3HOM PEAKIIMY B paOOTAKOIIMX
MBIIIIAX U IICYCHHU 00YCIIOBICHO Mpeo0aalaHueM
BOCCTaHOBJICHHOM (hopmbl - NADH Han
okuciaeHHou popmort NAD+ u3-3a HegocTaTKa
KHCJIopoaa. JIakrar U3 MBIIIIbI
TPAHCIIOPTUPYETCS B IIEYEHD, IJI€ OH

Ve od






Jlekmusa Ne 6

LroKkoHeoreHes (MpoaoIKeHue).
O0OMeH IIMKoreHa.

Oco0eHHoCTH 00MEHA YIJIEBO0B B
Pa3JIMYHbIX OPraHax U TKAHAX.

Glucose

PPPPPPPPP
lllllllllllllll

Acet_’ yyyyyy



[ NIOKOHeoreHes
(neyeHb, NOYKMN)

MHMT OXOH/Ap 1A ¢pykTO30-
oup ocoTasa
AMK COOH |'.| . \  (@)-0-H2C O« CH2O-(P) (P)-0-H2C O~ CH:20H
rHepuH ==> C=0 [IBK- \ OH :
« Ay  KapOOKeHasa | PH dpyKT030-6-P
JlaKTart o ’ ¢ppyKkT030-1,6-PP '
I[NIBK : [TFOKO30-
6-P-u3omepasza ﬂ
(IIOOH (IZOOH | L
MOT ' —t ] ' (P)-0-H2C
(|:H2 _' (IJHZ ' I,‘I oOpaTHbIe
?HOH , ‘ ﬁ::o ."'l P eaKLIHH
x| IJIHK0/TH3a ; -6:
cooy BAA* HAIH2 ~6oH e J | T/THK03 0-6-P
Masiat OKcajoanerar) -/ | _ I THOKO30-
- ﬂ 6-bocharasa || Bu
':~., ‘ HOHSC
W : H
,l o DETI- C OOH OH
3 eKapool cmasa
LW coo& S ~(®) HO = oH "

S ,,' w HH T/IH0K03 3
L CH2 l % ZH LIT030/1b

-----C OOH Mﬂr ?— I'Te PA¢

l «CO2» '
‘% COOH Kp OBb
" OKcasioarerar .

cfHOH HAJl+ HAJH2

COOH !

mManart

T O/TIOBHOM MO3T
CII6 2002




BKirouyeHue riiniepuHa
B CUHTE3 INIIOKO03bI

C'ZH!OH

CH.OH — — 2 HO—(FH
2 HO'—C'H ol \\ > CH:—O'—m,H:
CHOH AT® AlLD
Casnepon Iauepoa-3-dochar
NAD' -
I'nuuepon-3-hocdarsernaporenasa
NADH+H dosiph
CH.OH HC-0O
Tpuoz ATHIOMEpA3
H.C-0—-F0,0, H,C—-0—-PO,H,
Aurnapokenauctordpochar INuuecpaasacrna-3-dochar
AnbiOna3A
= - - T -

Mdpyxroio-1,6-Gucdocdar

l
I
1

moxoza



BKJIoYeHHe riMiepuHa
B CHHTE3 IVIIOKO3bI

T
CH,—0O—C P N N AN T R T NN
l
(;”_()_(:/\/\//\/W\//\/
O

Il
CH,—O0—C i, O WD i ST g, WS s NP i i P g
Tplﬂ-‘.lll‘..’ll':ll‘. HepnHe

Hupnoie I
CHgy =—=C=—S~-CoA

KHCNOTH  fokucaernne %
Alerun=CoA
CH,OH
CHOH

CH;OH TI'auuepwnn

ATP
(CTITH-
" L35

ADP

CH,OH
CHOH

|
Cl iz()—(l—_’) I'nuuepun-3-docdar

vQT“ﬂW: NAD®
cras NADH + H”

(l:uzon
—0
"H,0—P)

JlHrnapoxcHaneTon=

pocdrar



Bxiawoyenue aMMHOKHUCJIOT
B CHHTE3 IIIOKO3bI

coo~

HJ:— NH3*
CH2-OH
CepuH
NH Cepun-
3 deaudpamasa
NMupudokcansgocpham
Ananunamuno-
coo- mpaxcgepasa cOoo~
HE— NHa* < Mupudokcansgocgam > <::=°
H3 CH3
AnanuH Mupysar
a-Ketornyrapar [myramuvHoBas co
xucnora 2
coo- coo~
AcnapmamaMuNo- |
HC—NH3* mpancgepasza c=0
B Mupudokcansgpocpam | docdoeHon-
CHa - > CHp —_— nupysar ---3 [NiOKO3a
00~ 00~
AcnaparvHosan Oxcanoauerar
Kmcnora a-Kerornyrapar [myramuHoBas
K e Peakumm UTK
Ccoo~ (I:OO"
Tnymamam-
HC— NH3* deaudpoaenasza ‘|:=°
CHp (':H2
CH2 CH
HAR* NHs 72
coo~ HAQH+H coo~
MyramuHoBsan

-Keron
XMCTIOTR a-KetormnyTapar



CUHTE3 ITIMKOTEHA
(DIMKOTEHOT'EHE3),
MOBWJIN3ALIUS
[DMIMKOTEHA
(DIMKOTEHOJIUN3).




I INKOTreH - OCHOBHOU pPe3ePBHBIN

MoJIMCaxapua B KIICTKAX sKUBOTHbIX

IiukoreH npeacrasjsier cO00M
Pa3BeTBJICHHbIU
rOMOIIOJIMCAXAPHI, MOHOMEPOM
KOTOPOIO0 SIBJISIETCS IVII0KO03A.
OcTaTKu IJII0KO03bI COCIMHEHBbI
B JINHEHHBbIX y4acTKax o-1,4-
IVIMKO3UIHBIMU CBSI3AIMH, A B
MeCTax pa3sBeTBJICHMA -
cBsa3amu o-1,6. MoJiekyia
IIMKOTeHa 0oJiee pa3BeTBJICHA,
yeM MOJIEKYJ1a KpaxmaJja,
TOYKH BETBJICHUS] BCTPEYAIOTCH
yepe3 Kaxabie 8-10 ocrarkoB
[JII0KO03bI. Pa3BeTB/ICHHAA

CTpoeH Ue NnKoreHa




1 IMKOreH XpaHUTCA B
IIUTO30J1¢ KJIETOK B (popMme
rPaHyJ U JeNOHUPYeTCH
I[JIABHBIM 00pPa3oM B
MEYECHHU U CKEJIETHBIX MBIIIIAX




_ I panyJbl INIMKOT¢HA IJI0XO0
< )aCTBOPHMBI B BOJi¢ H He BJIHSIIOT HA
OCMOTHYECKOE JaBJIeHUE B KJIECTKe.
ITO 00CTOATEIBCTBO O0OBSICHSIET,
[HoYeMy B KJIeTKe JAeIOHUPYeTC s
[NINKOI'eH, 4 He CBO0OIHAaA III0KO03A.
C rpany/jamMu CBSAA3aHbI H HEKOTOPbIE
(pepMeHTHI, YYACTBYIOLIME B O0OMEHe
[MINKOI'eHa, 4To 00Jieryaer
B3aUMOJAEeHCTBHE (PEePMEHTOB C
cyocTparaMu.



CHuHTe3 IJINKOIreHa

* [UIMKOreH CHHTE3UPYEeTCH B ePHO NMUIEeBAPEeHUSA
(a0copOTHBHBIN nepuoa: 1-2 yaca nmocJie npuemMa
YIJIEBOAHOM MUIHA) B OCHOBHOM B II€YE€HHU U B
MbILIIAX. ITOT NMPOLECC TPedyeT 3aTpaT IHEePruu,
TaK BKJIYEHHE 0JTHOI0 MOHOMEPA B
MOJUCAXAPUAHYIO HEeNb CONMPSIMKEHO C
pacxogoBaHueM AT® u YT® (peakuuu 1 u 3).

* O0pasoBanHas Y/I®-rioko3a (peakuusa 3)
SIBJISICTCHA CYOCTPATOM I IVIMKOT€HCUHTA3bI,
KOTOPasi NIEPEHOCUT OCTATOK IVIIOKO03bI (peakuus 4)
Ha npanMep (oaurocaxapua u3 4-8 ocTaTkoB
[JIIOKO3bI) U coeauHsieT ero o-1,4-roKo3Houn
CBA3bIO.



Cunres riinkoreHa

 Korga 1JiMHa CMHTE3UpyeMoOu el YBeJIUIuBaeTCH
Ha 11-12 ocTaTKOB INIIOKO3bI, (DEPMEHT BETBJICHUS -
riroko3uiI- 1,4-1,6-rpancgepasa (peakuus S)
oOpa3zyer 0OOKOBYIO llellb MYTEM MepeHoca
(pparmeHTa u3 5-6 0CTATKOB IVIIOKO3bI HA
BHYTPEHHHUU OCTATOK IVIIOKO3bI, COCTUHSAS €ro
0-1,6-TIMKO3M/IHOH CBA3bIO. 3aTeM yIJIMHEHHE
ened U BeTBJICHUE UX MOBTOPSAETCH MHOIO pas.

B uTore odpasyercsi CHJIbHO Pa3BeTBJIEHHAsA
MOJIEKYJIa, coaepkamas 10 1 MJIH NIIOKO3HbIX
OCTATKOB.
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Cunres
IJINKOI'CHA -
IJINKOICHOTCHE3

A CHITTC TIHKOTHA (OBTaA CXCMA); B TOAMMCPHSAIAA 1 BRTBICIIG MOJOKY.IH F1H-
Koreid; B — oGpasonarme YO-LiKosm;

0.0 - cooose ocTar, @ — LTOKOMHE OCTATKI B TOTKAX BTRICHIA,

| dhocopmmmponare FIOKO3N ¢ HCroAb30BaeM dneprinn ATA i oGpazonarmey
1HOKO30-O-pocdhara;

1~ WMCHCHHE T0A0KCHItA (OCaTHOM rpyIIBL i 1Pe0GpAIBANNE LIK0I0--(ocara
BLTH0KO30- - Qoc(har;

3 obpasomarmte YIIOD r1ok03m - CyGCTPATI LIA CHITTEH LIKORCHA C HCIOR30BAITHCN
aHepn Y10;

4~ 1IGPEHOC [IKOJHONO OCTATKA Ha [paityep — «aTpasky» (iem i3 4-8 oc1aTKos
CTIOKO3H) € Y4ACTICN FIMKOICHCHETASH, KOTODAR YLIHHACT ARG, COUTHIAA OCTATKN
[HOKO3HE (8 - AHKOML BN CRAAH,

§ < fA30BHIG PASBETRICHII b MOJEKYIE LIMKOICH. I1¢peHOC KOHIICHOT0 OJHTOCANd-
DILA, COCTOAMICIO 1 -0 OCTATKOB, Ha BHYTDOAHI OCTATOK TIOKOSH 0 11 Apyrof
1T, OGRS TOUKY DRTIICHIA, TAC KONMICHO OCTATOK TIRKOIH COTHIACICA € OHTO-
CAXAPHION (1,1 IHKO3H/AHOM CBi3bi0



MoOuau3anusa (pacman)
IJIMKOIreHa

* MoOuau3anusa (pacnaja) IJIMKOreHa
IPOMCXOAUT B HHTEPBAJIAX MEKIYy nNpueMaMu
AU (MOCTA0COPOTUBHBINA NIEPUOT) U
yCKOpPsieTCs BO BpeMs (pu3r4eCKor padoThl.

* JTOT MPOLECC OCYLIECTBJISACTCS NMyTEeM
MOCJIe0BATEJIBHOI0 OTIIEIJICHUS 0CTATKOB
[JIIOKO3bI, B BH/E INII0K030-1-ocdara
(peakuusi 1) ¢ moMoIbIO
rIIMKoreHgochopuiaspl, pacuienisoien
o-1,4-rIMKO3M/AHbIE CBA3U. DTOT (hepMeHT He
pacuenaser o-1,6-riiMKo3uaHbIe CBA3H B



MoOuauzanusa (pacman)
IJIMKOIreHa

e MoOuau3anus rJIMKOreHa B NeYeHU OTJINYAECTCH OT TAKOBOM B MBIIIIIAX

O/IHOH peakuuen (peakuus S), 00yCJTOBJIEHHON HAJIMYMEM B MEYEHHU
dhepmeHTa IIIIOK030-6-Ppocdarasbl.

 IlpucyrcrBHe B Ie4YeHHU IVIIOK030-6-(pocharasbl o0ecnneyuBaeT IIABHYIO
(YHKUMIO ITIMKOT€HA MEeYEeHHU - BLICBOOOKICHHE IVIIOKO3bI B KPOBb B
HHTEPBAJIAX MEXKAY e0H /I UCIO0JIb30BAHUS €e IPYTMMHU OPraHaAMMU.
Takum oOpa3zoM, MOOMJIM3ALNA [VINKOTEHA NMeYEeHU 00ecreYnBaeT
MoAJAepPKaHMe IVIIOKO3bl B KPOBU HA MOCTOAHHOM ypoBHe 3,3-5,5 MMoJIb B
MoCTA0COPOTUBHOM IEpUOAe. ITO 00CTOATEIHCTBO SABJISIETCH
00513aTeJIbHBIM YCJI0BHEM JIJISI PA00THI APYrUX OPraHoB U 0COOEHHO MO3ra.
Yepes 10-18 yacos nmocjie npueMa NUIM 3aMAChI [NIMKOTeHA B MIEYEHH
3HAYUTEJbHO UCTOIIAKTCS, 4 TOJI0AAHUE B TeueHHue 24 4acoB NMPUBOIUT K

IIOJTHOMY €10 HCUCPIIAHHUIO.



MooOuan3anusa
(pacman) riIMKoreHa -
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T'opMOHBI, 00ecIIeurBaIOIIHE
epeKJIYeHue MeTa00INYeCKMX MyTen:

*Ilepexiroyen = EUcemm=tmeym,
e a/IpeHAJIUH,

* B MBIIIAX - HHCYJIHUH
nmponecccoB M a/IpEeHAJIHH.
CHUHTEe3a U
MOOMJIN3AIU

A ININKOI'CHA
B IICYCHU U



Peryasiuusa meradoausma
IJINKOI€HA B MMeYCHHU

Iloa BAMSIHHEM MHCYJIHHA MPOUCXOAUT:

* YCKOPEHHE TPAHCIIOPTA IVIIOKO3bI B
KJICTKH HHCYJIHUH3ABUCUMBIX MBIIIICYHON U
KHUPOBOU TKAHEH

* I3MEHEHNE AKTUBHOCTH ()ePMEHTOB IIyTEM
hochopuiinpoBaHUA U
nepochopuInpoBaAHUA

* akTuBalMA pochoaudcTepasbl U
CHHKAETCHA KOHUEeHTpauuw ntAMD B
KJIEeTKe



Peryasiuusa Mmeradoau3smMa
[JINKOT€HA B NIeYeHH

Iloa BIAUSIHMEM MHCYJIMHA MPOUCXOAUT:

* akTuBauus gochonporenHpocharazon rpaHy.JI
[VIMKOIeHa, KoTopas aedgochopuiaupyer
[VIMKOTEHCUHTA3Y M NEPEBOIUT €€ B AKTUBHOE
cocrosiHue. /lepochopunnpoBanue
rinkoreHgochopuiassl Mo BJAMAHUEM
dhochonporernHdocharasbl, HAIPOTUB, IPUBOAUT K €€
HHAKTUBALIMM;

* B IICYCHU MHCYJIUH MHAYUHUPYET CHHTE3 [NIIOKOKUHA3HI,
YCKOPAA TeM caMbIM (poChOopUINpOBAHUE [TIOKO3bI.

* Bce 3TH CBOMCTBA HHCYJIMHA NMPUBOAAT K NOBBILICHUIO
CKOPOCTH CHHTe3a ITIMKOIeHA.



* [llepBMYHBIM CUTHAJIOM JIJI1 CHHTE3A

" MHCYJMHA ¥ DIIOKATOHA SIBJISIETCS
H3MEHEHNE KOHIIEHTPAlUH IVIIOKO3LbI B
KpPOBH.

* UHCYJINH M TVIFOKATOH MOCTOAHHO
IHPUCYTCTBYIOT B KPOBM, HO IIPH
nepexojae U3 a0COPOTUBHOIO MEPUOIA B
HOCTA0OCOPOTUBHBLIN U3MEHSIETCHA MX
OTHOCHUTEJIbHAA KOHIEHTPAIUSL.

* OTHOLIEHHE KOHIIEHTPALIUH

MHCY/INMHA 1 INIIOKAT0OHA B KPOBH
HARKRIRATIOT MHEHCVIIVNH=TTTIOIKCAOTOHOREHEI M



Peryasiuusa Mmeradoausma
IJINKOI€HA B MMeYCHHU

* B nepuoa nuimmeBapeHus
KOHIEHTPAIHUS [NIIOKO3bl B KPOBH
noBbimaercsa 10 10-12 mmoJan/i, 1 310
SIBJISIETCSA CUTHAJIOM JJISI CHHTE3a U
CeKpeluy HHCYJIUHA.

* KoHneHTpanus MHCYJIMHA
YBCJIUYHMBACTCHA, U €r0 BJUSAHUEC ABJIACTCS
peodIagaouMM.

* UHCYAMH-TVIIOKATOHOBBIN HHIAEKC B 3TOM
cJiyuyae MOBbIIIAETCH.



Oco0eHnocTn
¥ — 00MeHa INIIOKO3BI B
-, 2 Ppa3’iInYHbLIX TKAHAX
gk M OpraHax




OCOBEHHOCTH YIVIEBOAHOI'O OBMEHA B IIEYEHUAU
(TEITATOLIUTDBD




OOMeH yIi1eBO10B B

IHHCYCHHU

* OnHOU M3 BAKHEHIITUX (PYHKIUN ICYCHH B
mpoueccax o0MeHa BelleCTB SABJISIETCH ee
y4yacTve B MOAAEPKAHUU NOCTOSTHHOIO YPOBHSA
[JIIOKO03bI B KPOBH (IVIIOKOCTATHYECKASA
(pyHKIIHSA): TIII0K03a, IOCTYNAIIAA B U30bITKE,
[IPEeBPAIIACTCHA B pe3epBHYIO (hopmMy, KOTOpAS
HUCII0JIb3YEeTCS B MEPUOI, KOIIA MUAIA MOCTYmAaeT
B OTPAHMYEHHOM KOJIHUYECTBE.

* JHepreTuvYecKue NOTPEOHOCTH CAMOU MEeYECHH,
KaK U IPYIruX TKAaHEH OPraHu3Ma,
VIOBJIETBOPAETCH 32 CUE€T BHYTPUKJIETOUHOT

r
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OOMeH yIi1eBO10B B

IICYCHU

* B neyeHn KaTad0JIU3M IVIIOKO3bI NPEACTABJICH 2
npoueccamMu: 1) rIMKOJIUMTUYCCKUN NIYTh
npespameHus 1 MoJb INIIKO3bI B 2 MOJIb
JJaKTara ¢ oopasoBanueM 2 Mmojib AT® u
2) nenrozodocharubiii nyTs npespamenus 1
MOJIb IITIOK03BI B 6 MoJib CO, ¢ o0pa3oBanuem 12
MmoJb HAJI®H. O6a npouecca nporexkarwT B
AHAIPOOHBIX YCJIOBUAX, 00€¢ (pepMEHTATUBHBIEC
CUCTEMBI COAEPKATCH B PACTBOPUMOI YACTH
HUTOILIA3MbI, 002 MyTH TPEOYIOT
npeaABapuTeJIbHOr0 GochopuaupoBaHus

b b B ol 7. Vale @ 2 ¢




A ()

>
\ \/A _'OGMeH yI/1eBOJI0B B IeYeHH

* [1nkon3 odecneyuBaeT JHepPruen
KJI€TOYHbIE pPeaKu
pochopuaupoBaHusi, CHHTE3 0€JIKA;
IEeHT030(0C(PATHBIA NYTh CIAYKHUT
HCTOYHUKOM SHEPIrUU BOCCTAHOBJICHUSA
NJIl CHHTE3a )KMPHBIX KUCJIOT,
CTEPOM/I0B.




\ \{f,’k/ OOMeH yIJIeBOA0B B NEYEHHU
*11p

H 23POOHBIX YCJIOBHSX MPOHCXOIUT COUETAHNE TIHKOIN3A,
NMPOTEKAKIIEr0 B IUTOIJIA3ME U UKJIA JIHMOHHOM KUCJIOTHI C
OKHUCJIUTEIbHBIM (hochopuiaupoBaHneM B MUTOXOHAPHUSX
AOCTUTAETCA MAKCUMAJIbHOBIN BbIX0A JHepruu B 38 AT® na 1 moab
IVIIOKO3BI.

* ®ochorpuo3bl, 00pa3yUIMEcH B Mpouecce INIMKOJIM3a, MOT'YT ObITh
HCI0JIb30BAaHBI J1JI CHHTe3a rimuuepodocdara, He00X0AUMOI0 A
CUHTE3a JKUPOB.

* [IupyBar, KOTOPbIA 00pa3yeTcH NPHU INIMKOJIU3E, MOKET ObITh
HCI0JIb30BAH JJIsl CHHTE3a aJIAHUHA, ACNAPTATA U APYIUX
COCIMHEHUH, Yepe3 CTAAUI0 00pa30BaHUS OKCAJI0ALleTaTA.

* B neyeHn peakuuy rNIMKOJIMA3a MOT'YT IPOTEKATh B 00paTHOM
HAINPABJICHUH U TOIAA MPOUCXOTUT CHHTE3 IIIOKO3bI IyTeM
IVIIOKOHEOreHe3a.

* B neHT030(pochPhoTHOM NYTH 00PaA3YIOTCS NMEHTO3bI, HEOOX0AUMBbIE J1JIs1
CHUHTE3a HYKJEMHOBBIX KMCJIOT. B oTUiIM4YMe OT INIMKO0JIM3a
(pocPorIIOKOHATHBIN NYTh HEOOPATUM M 31eCh oKkucJasiercs 1/3



.\~ OOMeH yri1eBo10B B
[e4YeHH

* B neueHn NpoTeKaT INIMKOIeHEe3 U
[JIMKOT€HOJIM3. JTH NMPOLECChI
B3aUMOCBSI3aHbI M PEryJIUPYIOTCH KAK
BHYTPH — TAK U BHEKJIETOYHbLIMHU
COOTHOIIEHUSAMHM MEXKAY MOCTYIJIECHHUEM
U NOTpedIeHueM IVIIKO3bI.




O0OMeH yriieBoa0B B MbIIILIAX

* lles1b MBIIIEYHON KJIETKH —
HauoOoJ1ee 3PPeKTUBHO
HUCII0JIb30BATH MOCTYIAIIYIO
[JIIOKO03Y 1J1s1 oOpasoBaHust ATD,
He00X0AMMOI0 1J OCYIeCTBICHUSA
MEXaHUYeCKOU PadoThl —
coOKpalneHusi. B cocrosHUN MMOKOA
3HAYUTEJbHbIC KOJIUYECTBA
IJIIKO3bI pe3epBUPYIOTCH B hopMme
IJIMKOTeHA.




O0OMeH yriieBoa0B B MbIIILIAX

* lluTomiiazMma MbIIIEYHbIX KJIETOK
COAECPKUT B BHICOKHUX
KOHIEHTPAUMAX (PepMEHTHI
IJIMKO0JIN3a, a H300MJ1Me
MUTOXOHAPHUHU odecreuyrBaeT
3 PeKTUBHBIN pacnaj NPOAYKTOB
[VIMKOJIN3A Yepe3 MyTh JUMOHHOM
KHUCJIOTHI M IleNnb IepeHoca
ICKTPOHOB. JIMIIb B YCJI0BHUSAX
KpanHero yroMJIeHUs 3TH
a’3POOHBIE NPOLIECCHI HE
CIIPABJISAIOTCH C HAKOIIJICHHEM
JJaKTara.




OOMeH yIU1eBOA0B B MBIIIIIAX
—f B

B MbIIIax uaeT rimKoreHes, MbIia oCyumecTB/seT JUlllb HEMHOTHe
CUHTETHYeCKHEe PYHKIUU.

KiroueBbie (pepMeHTHI IVIIOKOHEOTeHe3a B MbIIIIAX OTCYTCTBYIOT, U
IJIIKOHEeOreHe3 He UeT.

11 BoccTaHOBHMTENbHBIX CMHTE30B B Mbilie HAJ/I®H He Tpebdyercsi, u
NMeHT030(hoc(hATHBLIA NMYTh MOYTH He PYHKIMOHHUPYET.

OOMeH yIiIeBOI0B B MbIIIIIAX 00€CIeYrBAET CO3aHUE TKAHEBbIX
3aMaCoB IVIMKOIeHAa B COCTOSHUM MOKOSI ¥ UCIO0JIb30BAHUE ITUX 3AI1aCOB,
a TaKKe MOCTyNaIe III0K03bI IPH HANIPSKEHHON padoTe; OCHOBHbIE
JHEPreTHYECKMeE MOTPEOHOCTH BCEeX TUIIOB MbIIIIL YIOBJIETBOPHAIOTCH
IVIABHBIM 00Pa30M 3a CYeT OKHMCJIEHUS NMPOAYKTOB 00MEHa KMPOB.
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Anetun -
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OO0MeH yriieBoa0B B MbIIILIAX

* PochopuIHpoOBaAHHUE IIIOKO3bI B
MBIIIIAX IPOMCXOTUT IO
NEeUCTUEM e KCOKHHA3bI, B
[EYECHH ITOT MPOIECC
KATAJIU3UPYETCS INIIOKOKUHA30H.

ITU (pepMEHTHI OTJIHYAKTCH 10
K .

m
* K <0,1 MMOJIB/JI TeKCOKHHA3bI

3HAYUTEJIbHO HILKe K = 10
MMOJIb/JI ITIIOKOKHHA3bI.
@depMeHT MBI — TeKCOKHUHA3A
Yy4aCTBYET BO BHYTPHUKJICTOYHOHA




OOMeH yIi1eBO10B
B CEPACYHON MBIIIIIE

* Hu meajieHHO
COKpAaIaINasica IIajgKas
MBIIIEYHASI TKAHb, HH | 1\
cepaeYyHasi MpIIILA He |
HOTPEOJIHIOT IVIIOKO3Y B
3HAYUTEJIbHOU Mepe. Bo
BpeMs HANIPSAKEHHOMN
padoThI cepaue
ob0ecneurBaeTr ceost
JJAKTATOM JISI OKUCJICHHUS.




eHa yIJICBOJIOB B CEp/ILIe

KAPIMOMMUOILINUT MUOILINUT
[JIHO-6- 1. AKTHBHOE HCIIOJIb30BAHHUE [JTIO-6-
o IJIFOKO3bI B KQUECTBE ()
| AHEPreTUYECKOr0 Marepuasa |
2. APpOOHBIN ITINKOJIN3
I1IPYB p e — [IVPVB
AT | (m3odpepmentst ST, u JIIT, ) AT
Jr | Jor % AT
7 2 4 5
H, | HM (mp) | (m,)
JIAKTAT JIAKTAT I . JIAKTAT
«H» - Heurt (cepaue) 1 \ «M» - Myscle (Mpimiia)
Ileuenn [louxkn

(TIIIOKOHEOTEHE3) (BhIBEICHUE)
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OOMeH yriieBoa0B B MO3Ie

* [lo cpaBHEHHIO CO BCEMH OpPraHaMM Tejia PyHKIMHA MO3ra B
HAUO0O0JIbILEH CTCIICHU 3aBUCUT OT 00MeHa yriieBoaoB. Eciiu B KpoBu,
MOCTyNAKIIe K MO3I'y, KOHUEHTPAUS [VIIOKO3bl CTAHOBUTCH BIBOE
HUKE HOPMAJILHOM, TO B TEYEHUE HECKOJIbKUX CEKYH/I HACTYAeT
IOTEPH CO3HAHMS, A YepPe3 HECKOJIbKO MUHYT — CMEPTh. /I TOro 4T00bI
o0ecneYuTh 0CBO0OKICHHUE JOCTATOYHOI0 KOJIUYECTBA JHEPIrUH,
KaTA00/IM3M IVIIOKO3bI T0JI2KeH OCYIECTBIATHLCH B COOTBETCTBUHM C
a3POOHBIMM MEXaHU3MAMM; 00 ITOM CBU/AETEJIbLCTBYET Jaxe 0oj1ee
HU3KAfl YYBCTBUTEJIbHOCTh MO3Ia K THIIOKCUM, YeM T'MIOIJIMKEMUH.
MeTa00/113M IVIIOKO3bI B MO3Ie 00ecrneYyuBaeT CUHTE3
HEUPOMETUATOPOB, AMUHOKHUCJIOT, JIUIN/I0B, KOMIIOHEHTOB
HYKJIEMHOBBIX KUCJIOT. IleHTo30(pochaTHbIil NyTH PYHKUMOHUPYET B
HeOoIbImoH Mepe, odecnieunBass HAJI®H 1/1 HEKOTOPBIX M3 3THX
CUHTE30B. OCHOBHOM KAaTAa00/1M3M IUVIIOKO3bl B TKAHU M0O3ra NPOTEKaeT
10 IVIMKOJUTUYECKOMY IYTH.

* T'eKCOKMHA3a M03ra MMeeT BBICOKOE CPOJACTBO K IVIKOKO03€, YTO
o0ecneunBaet 3QPPeKTUBHOE UCI0JIb30BAHUE IVIIOKO3bI MO3IOM.
AKTHBHOCTH (DEPMEHTOB INIMKOJIU3a BeJIUKA.




a4 |
| OOMeH yIi1eBOA0B B MO3re

* BpICcOKasi aAKTUBHOCTh MUTOXOHAPHAJIbHBIX (DEPMEHTOB IMKJIA
JIUMOHHOM KUCJI0THI NPEI0TBPALIACT HAKOIJICHHE JIAKTATA B TKAHAX
MO3ra; 00JbIIAasA YaCTh MUPYBATA OKUCJAAETCH 10 AueTua-KoA.
HeOoabmas yactbs Auetuwi-KoA ucnosib3yercs ajs o0pazoBaHus
HelpoMeauaTropa aueTuJaxoauHa. OCHOBHOE KOJMYEeCTBO AllETHJI-
KoA noasepraercs OKMCJICHHUIO B IIMKJIEe JTUMOHHOU KUCJIOTHI U 1aeT
3Hepruro. Merabdoausm nukiaa Kpedca ucnosb3yercs 1js CHHTE3a
acnaprara M riiyraMmara. 3Td aMUHOKHUCJI0ThI 00eCIeYuBaAKT
00e3BpeKUBAHNE AMMHUAKA B TKAHAX MO3ra.

* Mo3r cogep:xxut MmaJjio riiukorena (0,1% ot od1mero Beca); 3TorT 3anac
pacxoayercsi O4eHb ObICTPO.
* B ycJoBHAX JJIMTEJIBHOTO rOJIOJAHUASI MO3T MCIOJIb3YeT KAK HCTOYHHUK

yHeprun KETOHOBBIC TCJIA. B kpalHUX cjy4asix TaAaKue

AMHUHOKHUCJIOTHI KaK IJIyTaMaT U acnaprar npeBpamamnTcsa B
COOTBETCTBYIOIIHE KETOKUCJIOTHI, KOTOPbIE CIIOCOOHBI K OKHUCJIEHUIO C
00pa3oBaHMEM JHEPIrUM.




OcoOeHHOCTH OOMEHA YITIEBOJIOB B XKUPOBOM

- TKAHU
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1. AKTMBHBIN 3aXBaT IJIFOKO3bI U3 KPOBU B
MEPUOJT] «U300MITHS

4. Ucnoap30BaHuE

HAJI®H,
(meHTO30(p0ChHaTHBIN
IyTh) JUIsl CHHTE3A HI/IPYB
annin-KoA B mepuon
«A300MITHS
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OO0MeH yIi1eBO10B B
IPUTPOLUTAX

JPUTPOLUTHI HE COAEPKAT AAPA, MUTOXOHAPUM. B spuTponMTe HEe MAYT peaKUUuu
UKJIA JUMOHHOM KHCJI0ThI, B HUX HEeT (DepPMEHTOB AbIXaTeJbHOU LEeIu.
[MapagokcaJdbHbIM ABJIAECTCHA TOT (PAKT, YTO IPUTPOLUT, EPEHOCH KUCIOPOI IS
TKaHeH, CaM ero He MCIOJIb3yeT U MOJIyYaeT SJHEPIruIo 3a CYeT a3POOHbIX MPOLECCOB.

OCHOBHBIM NMPOLIECCOM B IPUTPOLIUTAX, KOTOPBIH JaeT SJHEPTrUI0, SIBJIAETCS
aHa3poOHbINA IIMKoau3. [lpu pacmenaenunu Gppy-6-¢¢ odopasyerca HAJIH,
HeOO0XOAMMBIH JJIs1 BOCCTAHOBJIEHUSI N30BITKA METITeMOIVIO0NHA (OKHUCJIEHHOM
¢opmbI remoriiodnHa, He cBsi3piBaoleii O,).

I10004YHBIM NPOAYKTOM IVIMKOJIHU3A B IPUTPOUUTAX ABJAETCH 2,3-
nudochorauuepar. 2,3-nupocdorannepar CBA3bIBACTCH € TeMOIJIOONHOM,
yMeHbUIAeT ero cpoacTBo k O, u, ods1er4aer 0CBoOOK/IEHHE KHUCJIOPOIA B TKAHSIX.

IHenTo30(pocharHblii NyTh B HOPME COCTABJSIET JIMIIb HEOOJAbIIYIO J0JII0 B
KaTadoM3Me I1I0K03bl. B yciioBusx nossimeHHoi norpednoctu B HAJI®H stor
npouecc aktususupyercsa. HAJI®H HeoO0xoqum 1J1s1 TOro, 4T00BI NOAEPKUBATH
BHYTPHUKJIETOYHbIN BOCCTAHOBUTEIb, [NIYTATHOH, B €r0 BOCCTaHOBJIeHHO SH-
(¢popme. Bo3nelicTBHE areHTOB, YCKOPAOIIUX OKUCICHHE [VIYTATHOHA B S-S-dopmy,
AKTHUBHPYeET peakuuu neHTo30(pocharHoro nyru, KOTopbie 00eCneYuBAKOT
00pa3oBaHNe BOCCTAHOBJIEHHBIX JKBUBaJeHTOB B popme HATDH+H".







Oco0eHHoCTH 00MEHA IIIOKO03bI
B KJIETKAaX OIIYXO0JIH

* B kieTKax onyXxoJid 0TME4aeTcs
MOBbIIICHHAS AKTUBHOCTDH
FeKCOKMHA3bI, YTO MPUBOJAUT K
OBICTPOMY MOIVIOIIEHUI0 U OKHUCJICHUIO
IIIOKO03bI. OmnyxosieBas KjieTKa
SIBJISIETCH HACOCOM, KOTOPBIU
BbIKAYUBAECT [VIIOKO3Y U3 KPOBOTOKA.
B ycsaoBusix ObICTPO pacTyuiei
OILYX0JIM CHCTEMA KPOBEHOCHBIX
COCYI0B OTCTAET OT POCTA OIYXO0JH U B
TAKHUX KJIETKAX NPOTEKAET
aHA3POOHBIN [VIMKOJIU3, KOTOPBIUA U
JAaeT JHEPTUI0 VI POCTA KJICTOK.
BbIx0a YHEepruu nNpu aHa3pooHOM
IMKOJIU3e cocTaBisgeT 2 Moiib AT® u
MO3TOMY MPOLECC TO0JIKEH UATH C
00J1b11101 CKOPOCTBI0, YTOOBbI
00eCreYnTh KJIETKH OIyXO0JI1
3Hepruen. Besiencreue 0bICTPOro
OKMCJICHUS TVIIOKO3bl BO3HUKAET
runoriukemusi. BosHUKHOBeHMe
TUIMOIVIMKEMUH BbI3bIBAET YCKOPEHHUE
VIIDOKOHEOreHe3a U INIIK03a HAYUHAeT
CHUHTE3MPOBATHCH U3 AMHUHOKHUCJIOT.
CiencTBueM CHHTE3a IVIIOKO3bI U3




Oco0eHHOCTH 00MEHA IIIOKO03bI
B KJIETKAX ONYXOJIH

* MemOpaHHasi FeKCOKUHA3A —
padoTraer KaKk HACOC.

e JTunoriimkemmus.

*  AHa3POOHBIN IVIMKOJIM3.

* «IIpuHyTUTEIBHBIN»
IJIIOKOHEOreHe3.

e PakoBas kKaxekcus.
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Peryasiuuss oOMeHa
YIJIEBOAOB COCTOUT M3 PeryJjasiliuu:

. Kara00JuM3Ma INIIKO03bI (ITIMKO0JIHN3)

. MeHT030(hochaTHOrO NyTH NMPEBPANIEHUS TVIHOKO3bI
. CHHTEe3a INIIKO03bI (IJIIOKOHEOreHe3)

. CHHTE3a IIMKOreHa (INIMKOreHOIreHe3)

. MOOWJIM3AIUH IVIMKOIreHAa (IJIMKOI'€HO0JIN3)

. 00mIero myTv KaradoJamu3mMa

CooTHOLIEHHE MEXKAY MPOoLEeCCAMH KAaTa00J1M3Ma U
aHa00/IM3MAa IVIIOKO03bI B KJIETKAX NeYeHH HAXOAATCHA
I1OJ KOHTPOJIEM 11€JI0T0 psiga (PAKTOPOB PeryJasiliim:

 KoHueHTpanus MeTad0JIUTOB U IVIIOKO3bI
 Bo3aericrBue ropMOHOB




Peryjasinyu riiukoJmn3a

OcCHOBHOE 3HAYEHHE IVIMKO0IM3A - cuHTe3 AT®, mo3Tomy ero
CKOPOCTH J0JI’KHA KOPPEJIUPOBATH € 3aTPATAMM JHEPIruu B
OpraHusMme.

BoJBLIINHCTBO peakui IIIMKOJM3a 00PaTUMBbI 32 HCKJII0YeHHEM
TpexX, KaTaJu3upyeMbIX

reKCOKUHA30U
dpochoppykTOKMHA3ZOU
NUPYBATKUHA30H

Peryiasitopubie pakTOpbl, U3MEHAIOIIHAE CKOPOCTH IVIMKOJIHM3A, A
3HAYUT, U o0pa3oBanue AT®, HanIpaBJIeHbI HA HEOOpaTHUMbIE
peakuuu. [loka3zaresem norpedsenuss AT® siBjIseTCHA HAKOIJICHUE
AJl® u AM® - npoaykToB pacnaga ATO.

Jaxe HeOoabI1ON pacxon AT® Beaer K 3aMeTHOMY YBEJIUYCHUIO
AI® u AM®. OrHouieHue ypoBHA AT® k A/I® u AMD
XapPaKTePU3yeT JHEPreTHYECKUH CTATYC KJIETKH, a €ro
COCTABJIMIIOIIHUE CJIYKAT AJUIOCTEPUYCCKUMHU Peryasiropamu
CKOPOCTH KaK 0011ero nyTu Karadou3mMa, TaKk U IIIMKOJIU3a.




PeryjJsinyu riiukoJmn3a

| TOKOKIHA2
CROOKIHAN vy |
[ 1t0K034 £ AT ——p L Latokoso-0-rocdar + AL,

* BogjieueHHe INIIOKO3HBIX 0CTATKOB B MPOLECC ININKOJIHM3A
o0ecrneynBaeT BaxKHAsl peaKkIMs U 3Ta peaKkIus
KOHTPOJIMPYETCS PEeryJasiTOPHbIM (DepPMEHTOM.

* Peaknus Kataju3supyercs reKCOKMHA30M M aKTUBHOCTD
3TOr0 hepMeHTA HHTMOMPYETCH IVIHK030-6-hochaTom.
Korga koHueHTpanus riirko30-6-gpochara B Kierke
CUJIBHO BO3PacCTaeT, T.e. KOIa OH odpa3syercs ObIcTpee,
yeM noTpedisercs, HACTyNaeT MHIMOMpPoOBaHue —
reKCOKMHA3a Mo JAeidCTBUEM IUII0K030-6-hochara
BBIKJII0YAETCHA M AaJIbHeumero pochopuivpoBanus
IVIFOKO3bI HE POUCXOAMT A0 TeX MOP, MOKA U30BITOK
IJ1I0K030-6-hochara He OyaeT HCMOJIb30BAH.




Peryjasinyu riiukoJm3a

* B neyenu npeodaagaer pepMeHT —
[JIKOKNHA3a, KOTOPas He nHrnﬁnpyeTcsl

/uoao=6—(bm; OM. HO3TOMX -

: C B-F’J'II/IKOI‘EH.




Peryjasiuyu riimKoJiM3a

Peakuus DepMeHT AKTHBATOP Nurubdurop
o — I'ekcoxknnaza, | AT®, Mg”", HAJT", HAJITH+H",
Iro0-6-¢ IVIIOKOKMHA3a UHCYJIMH Lm0-6-¢,

JIIOKArOH
®py-6-¢ — Poco- $py-6-¢, $bpy-1,6-dd,
®py-1,6-dd ¢ppykro- AMO, ATOD,

KHHAa3a AJlD, HUTPAT,
Mg, HAJTH+H™
HAT, IJIIOKATOH
UHCYJIMH

®EIl — nUpyBaT- AJID, AT®, HAIH+H,

107§ 0)%::¥) KHHA32 DH, anmi-KoA,
HAJ', SKHPHbIE€ KHCJIOTHI,
Mg, ajganun, Ca*®

bpy-1,6-pd, [JIIOKATOH

UHCYJIUH




L opMoHaJbHAS PEeryasanus rNiNK0OJIN3a

e [VII0KATOH ¥ MHCYJIMH BJMAIOT HA CHHTE3
KJII0YeBbIX (DepMEHTOB, UCIOJIb3YSI CUCTEMbI
TPAHCMEMOPAHHOM NepeIaYy CUTHAJIOB,
BbI3BIBAIOT U3MEHEHUE AKTUBHOCTH (DAKTOPOB
TPAHCKPHUIIIUH, YTO TAKKEe IPUBOAUT K
0CJIa0JICHUI0 WJIM MOBBINIEHUI0 CHHTE3a
pPeryJsitTopHbix (hepMeHTOB INIMKOJIU3a U
IJIIOKOHEOreHe3a.

B nepuoa nuieBapeHus MHCYJIUH MHAYIHUPYET
CHHTE3 INIIOKOKMHA3bI, POCHOPPYKTOKNHAZHI U
NMUPYBATKUHA3HI, YTO IPUBOAUT K AKTUBALMM
IJIAKOJIM32 U BBI3BIBAET PerpecCuio
(pochoeHONNMUPYBATKAPOOKCUKHHA3HI H
3aMeJISIeT IVIIOKOHEOreHe3.




Peryassuuu meHTo30(pocharHoro nyTu
[peBpallleHUA [VIIOKO3bI

Peaxkuus ®epment | AxktuBarop | Maruourop
[mo-6-p — | Tmoxosa-6- | HAJID, | HAJIOH,
6-docdo- dochar- Mg** nm
[JII0KO-JIAKTOH | AerHApo- Ca*",

reHasa MHCYJIHH
6-dbocdo- 6-tbocdo- HAJ1D, HAI®H,
[JIIOKOHAT — | [JIOKOHAT Mg** nim
D-puoy.1030-5- Ca*",

dochar

UHCYJIMH




Peryasnuu riiloKOHeoreHesa

Peakuus DepMeHT AKTHBATOP NHrudurop
nupyBar—I[YK | IIupysar- HS-KoA, Auui- UHCYJIMH
kapOokcuiasza | KoA, Ananun,
[VIOKOTOH
NIIDKOKOPTHUKOU/IbI
=5 H[YK—®EII dochoeno- HS-KoA, Auerusi- | MHCYJIUH
IIupyBar- KoA, AstanuH,
Kap0OKCHJIa3a | IVIIOKOTOH
IIOKOKOPTHUKOU/IbI
. ®py-1,6-pp — ®pykro3a-1,6- | IIOKOTOH AMOO,
Dpy-6-¢ oucocharasa | IIIOKOKOPTUKOU/IBI | HHCYJIHUH
In0-6-¢p — I'mo | Iimroxo3a-6- IJIIOKOTOH UHCYJT T
¢ocaraza LIIOKOKOPTHKOMII &




I opMoHa/IbHAS pPeryasaiust
[JIIDKOHEOreHe3a

* B nocradCOpOTHBHBIA NEPUOI IVIIOKATOH
MOBLIIIAECT TPAHCKPUIILIUIO T€HOB U CHHTE3
KJII4YeBbIX (PepPMEHTOB IVIIOKOHEOTeHe3a -
(pochoeHONNUPYBATKAPOOKCHIIA3DI,
(ppykTo030-1,6-OMchocharasbl U IIHOK030-6-
(bocharasbl, B pe3yjabTare 4ero AKTUBUpPyeTcs
[VIIOKOHEOreHe3.

B mepuoa AJMTEJILHOIO I'0JIOAAHUA 0C000€
3HAYEHHE B CTUMYJISIIUM [JIIOKOHEOreHe3a uMeeT
CTEPOMIHBIA TOPMOH KOPTHU30J/1, KOTOPbIA
BbI3bIBACT MHAYKIHIO (hepMeHTA
[VIKOHEOreHe3a -

AT TITIEIRNYTID QT I AP INANTIANIE TTADY ¥




Peryasnusa CMHTE3a INIMKOTeHA

(IJIMKOreHOreHe3)
Peakuuss | @epmeHnT | Aktusarop | MUHruourop
YID-rinw |Inukoren- | ATO, [JIIOKATOH
— CUHTA3a |UHCYJIUH
[VIMKOTeH




Peryjassuusa MOOMIU3 AU
IJIMKOreHa (IVIMKOTeHO0JIM3)

Peakuusn depMeHT AxTuBarop | UHruourop
IVINKOreH — | [IMKoreH- ATD, HeT
r1ro-1-¢ dbochopuiaza | aapeHaivi,

INIIOKAIrOH




Perymsanus yriieBoJJHOTO OOMEHaA
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Peryuasinusa o0mero nyTu KaradoJams3ma

Peakuus DepMeHT AKTHBATOP Nurudurop
IupyBatr — IIupysar- HAJI+, HS-KoA, | AT®, HAIH+H",
aneTii-KoA Aeruapo- AM®®, nupyBar auneTu1-KoA,

reHa3HbIN anmiI-KoA,
KOMILJIEKC KETOHOBBIE TeJia,
JKUPHbIE KUCJIOTHI
IHIYK + anernJ- HUTPATCUHTA3A HA/JI+, Hurpat, ATOD,
KoA — murpar 0KCAaJI021IETAT, HAJH+H,
AJlD, HS-KoA,
UHCYJIMH
Hurpar — AKOHHTAT- Iurpar, HAI+, | AT®, HAJH+H*
U30UTPAT CHMHTAa3a AllD
H3ouurpar — a- U3ouurpar- Iurpar, HAI+, | AT®, HAJIH+H'

KeTOIJLyTapar

JeTH/IPo-TeHasa

AJI®, Ca?*

O-KeTorIyTapar
— CYKIMHHWJI-
KoA

O-KeToryrapar-
neruapo-
reHa3HbIN
KOMILJIEKC

0-KeTOIJIyTapar,
HAJI+, HS-KoA,
AJI®, Ca?*
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MexaHu3M JeUCTBUA HHCYJINHA —

IT'NINOIVINKEMHAYCCKOIO rOpMOHa

IloBbIIIAET MPOHUIIAEMOCTDb KJIETOYHBIX
MeMOPpaH J1JId [VIIKO03bI, CIIOCO0CTBYH Nepexoay
ee U3 KPOBHM B TKAHH;

3agepKuBaeT IIIKKO3Y B KJIEeTKAX, AKTUBUPYH
reKCOKMHA3Y («reKCOKMHA3HASA JIOBYIIKA
IJIIOKO3bI»);

YeuunuBaer pacnaja riir0Ko3bl B MbIIIIIAX ITyTeM
HHAYKIUM CUHTE3a PEeryJsaTOPHBIX (hepMEHTOB
[JIMKOJIN3A — TeKCOKUHA3DI,
(hochoppyKTOKHHA3HI, MUPYBATKUHA3HI;

B nneyenn AKTUBUPYCT ININKOI'CHCHUHTCTA3Y,
YCMIJIINBACT CHHTC3 IVIMKOI'CHA — IVNIMKOI'CHCE3.




MexaHu3M JeMCTBUA HHCYJIUHA

IogaBiasier cuHTE3 (PePMEHTOB INIIOKOHEOTEeHE34,
NPensaTCTBYET U30BITOYHOMY KATA00JIM3MY
KUPOB U 0CJIKOB U NEePexXoay UX B YIVICBOABI.

NHCYJIHH peryjaupyer akTUBHOCTH (DepMEHTOB
HA FeHeTUYECKOM YPOBHE — SIBJIAECTCS
HHAYKTOPOM CHHTE3a (PepPMEHTOB INIMKOJIU3A U
penpeccopomM CMHTe3a (pepMEHTOB
IJIIDKOHEOTIeHe3a.

NHCYJIUH aKTUBUPYET AerHAPOreHa3 bl
NeHTO(POoCcHATHOIO MYTH.




HNHCYJIMH aKTUBHPYET:

e @epMeHThI NIMKO0IU3Aa: TeKCOKUHA3Y,
(pochoppyKTOKHHAZY, MAPYBATKHUHA3ZY.

e @e¢epMeHTHI MEHTO30(h0oC(PATHOIO NMyTH:
[JII0K030-6-pochaTaernaporeHasy, 6-
(ochormroKoHATACTHAPOreHA3Y.

e @epMeHTHI INIMKOreHe3a (CHHTE3
[JIMKOIre€HA): [TIMKOreHCUHTA3Y.

e @epmenTsl LHTK: murparcunTasy.




MexaHu3M J1enCcTBUA
AIPEHAJNHA M INIIOKATOHA

YcuiimBaloT pacnaj rNinkoreHa B
MbIIIIAX U ICYCHU, AKTUBUPYH
(hochopuiiaszy INIMKOreHa U mepexon
[VIFOKO3bI B KPOBb 32 CYET AKTUBU3AIUH
[JIF0K030-6-pochoTashl.

AJIpeHAIMH OKa3bIBaeT
peMMYINEeCTBEHHOE JeCTBHE HA
MBIIIEYHbIC KJICTKH, A IVINKATOH — HA
KJIETKH IEeYCHU.




MexaHu3M J1euCTBUSA
[JIIDKOKOPTHKOUI0B

* YCHJIIMBAKT IVIIOKOHEOIreHe3 3a cyer
HHAYKIUH CHHTE3a B KJIETKAaX IeYeHH!
KJII0YEeBbIX (DEPMEHTOB IVIIOKOHEOIeHe3a
— (hochoeHOMNMUPYBATKAPOOKCHIIAZHI,
NUPYyBaATKApPOOKCHIA3bl, PPYKTO30-1,6-
au@pocdorasbl, INIHK030-6-hochorasbl.




I nnepriiukeMu4eCcKue ropMOHbI:

AJIpeHAJIMH, ITIIOKOTOH — AKTHBALUA
(pochopuiiassel.

Koprukocrepouabl — akTuBauus (yCUJICHHUE
CHUHTE32) PePMEHTOB IVIIOKOHEOreHe3a:
nupyBarkapookcuaza, ®EIl-kapookcuiasa,
¢ppy-1,6-qudochorasa, riiro-6-pocgorasa.
Kopruxkocrepouabl - yTHIM3ALUSA [IIOKO3bI —
HHIHOUPYIOT FeKCOKUHA3Y

AKTI - ycuiieHMe CHHTE32a TOPMOHOB KOPbI
HA/AMOYCYHUKOB

CTI — onocpenoBaHHoOe AeUCTBHE, AKTUBUPYH
JIMNA3Y )KUPOBBIX €10 U CIOCOOCTBYSH
noBbimeHU0 KoHHeHTpauuu HI7KK B kpoBH
(HepreTHYeCKHU MaTepHaJl), coeperaercs , gm
[JII0KO03A. e




Peryjasinysi CKOPpOCTEeH CUHTE3A U
pacnajaa riiMKoreHa B neYyeHu
HOAJAEPKUBAET MOCTOSAHCTBO

KOHI[EHTPAIIMM IVIIOKO3bI B KPOBH

‘ (3,33-5,55 mmoub/a). Peryasauust

0o0MeHA INIHKOIreHa B MBIIIIIAX

o0ecnmeyrBaeT IHEPreTHYECKUM

MATEPHUAJIOM KAK HHTEHCUBHYIO

padoTy MbIIIL, TAK U
3HEPro3aTparbl B COCTOSHNH , zm
IMOKOA.




Aprepus

OCHOBHBIM NMOKA3aTEJIEM
COCTOSIHHSI YIJIEBOHOIO
0o0MeHAa ABJAETCHA

s cOMEPIKAHME TJIIOKO3bI B

e KPOBMH.
. HopMajibHBIN YPOBEHB
s reny  TYIIOKO3BI B KDOBH, B3SITOM U3
‘ naJjbla:
. B IICJbHOM KPOBM:
HopManbHblii ypoBeHb HATOIIAK — OT 3,3 10 5.5
II0K03bI B KPOBM MMOJIb/JI;

™~

1) yepes 2 yaca nmocJje eabl —
| MeHee 7,8 MMOJIb/JI;

B IL1a3Me:
HATOIAaK — 10 6,1 MMOJIB/J1;

yepes 2 yaca mocJie eabl —
! MeHee 7,8 MMoJIb/JI.




IlaTosiorust o0OMeHa yriieBooB

lMoBbIWEeHHbIN YPOBEHb
A rIOKO3bI B KPOBM

THIICPIVINKCMHUHA

(PM3HO0JIOrHYECCKHE MAaTOJOTrHYECKHUE



IlaTosiorust o0OMeHa yriieBoaoB

K dbusnonoruyeckuM runeprimKkeMusim
OTHOCSATCH:

aJIMMeHTapHbIe, BOSHUKAIOIINE NPH
O/THOMOMEHTHOM NpueMe 00JIbIIUX
KOJIMY€ECTB YIJIEBO0B

HEeUTPOTeHHbIC, BOSHUKAKOIIME IPH
CTPECCOBBIX CUTYAllUAX B pe3yJbrare
BbIOPOCA B KPOBb 00JILIIMX KOJIUYECTB
aJipeHaIuHAa.

DOU3HO0JI0rH4eCKHre TrHnepriimKeMuu
HOCSAT TPAH3UTOPHBIN XapaKTep U
OBICTPO NMPOXOAAT.




IlaTosiorust o0OMeHa yriieBoaoB

IlaTosiornyeckue runepriuKkeMuu 00ycJa0BJIeHbI
HApYUIEHUEM ONTUMAJbHOIO COOTHOINCHUS MEXKIY
ceKpelnueil rOpMOHOB I'MII0- M THIIEPIVIMKEMHUYECKOI0
NEeMCTBUA:

caxapHbIi qualerT,

3200J1eBaHUSAM rUno@u3a, COnpoBOKIAIINUMCH
MOBBIIIEHHOH CeKpelrer COMATOTPOINHOI0 rOPMOHA U
AKTI (akpomerajausi, 0myxoJu runopusa),

OIIYXOJIAMHM MO3I0OBOI0 CJI0OS1 HAAIIOYE€YHHUKOB, IIPH
KOTOPBIX YCHJIEHO 00pa30oBaHMe KATE€X0JIAMHUHOB M
KOPKOBOIO CJIOSI HAANOYEYHUKOB ¢ YCHJIEHHOM
NpoayKuued riIlOKOKOPTUKOUIO0B,

runep@yHKIMM MIMTOBUIHOM KeJjie3bl,

HEKOTOPLIM 00J1€3HSIM NedeHHu (MH(pEeKIHUOHHbIN
renaTuT, HUPPO3 MeYeHHu).




Kiununyeckue pekomMeHaanuu CaxapHbid auader 1 tuna 'y
B3pocabix, 2019 https://cr.minzdrav.gov.ru/recomend/286 2
Kiannunyeckue pekomeHaanuu CaxapHuslii juader 2 tumna y
B3POCJbIX, 2022
https://cr.minzdrav.gov.ru/schema/290 2

e Caxapubiu q1uadet (CJ1) — sro

rpynmna MeTadoJu4ecKux (00MeHHbIX)
3200/1eBAHUM, XapaAKTEPU3YO LM XCS
XPOHHUYECKOU I'MNepPriinKeMuen, KoTopas
ABJISACTCH Pe3yJabTATOM HAPYILIECHUA
CeKpenuy HHCYJINHA, TeUCTBUS HHCYJIUHA
UM 000MX ITUX (PAKTOPOB. XPOHUYECKAS
runepriaukemus npu CJI conpoBokaaercs/ 4.
MOBpe:KIeHueM, TUCHYHKIMEHR U i




B ocHoOBe caxapHoro quadera Jexar
cJIeayIlnue MOJIeKYJIAPHbIe Ae(eKThI:

1. HapyuieHue npeBpameHuss NPOUHCYJIUHA
B HHCYJIMH B pe3yJbTare MyTalMi,
3aTPaAaruBaUIMX AMMHOKHUCJIOTHbIE
OCTATKH B YYACTKe COeIMHECHUS A-Lenu
(nam B-nenwu) ¢ C-nentugomM B
IPOUHCYJIUHE. Y TAKUX 00JIbHBIX B KPOBH
BbICOKOE COepPKAHUE IIPOUHCYIUHA,
JIMIIIEHHOI'0 TOPMOHAJIHbHOU AKTUBHOCTH.

. 2. HapyiueHue MOJICKYJISAPHOU CTPYKTYPbI
MHCYJIMHA. 3aMeHa (peH Ha Jied
CONPOBOKAAETCH CHUKEHHEM
ropMoOHaJILHOI akTUBHOCTH B 10 pa3. (%)




B ocHoOBe caxapHoro quadera Jexar
cJIeayIlnue MOJIeKYJIAPHbIe Ae(eKThI:

3. JedekT perenTopoB HHCYJIMHA. Y paAga
00JILHBIX CEKPETUPYETCH HOPMAJIbHbIU
UHCYJIUH, HO HAPYILIEHO €ro CBA3bIBAHME C
KJIeTKAMU-MHUILICHAMHA B pe3yJbrare aepexra
pelenTopoB MHCYJIMHA B IJIa3MATHYECKUX
MeMOpaHax.

4. HapyumieHue conpsizkeHUsI pelenTopos
HHCYJIMHA. Y paaa 00JbHBIX CEKPETUPYETCH
HOPMAJIbHbINA HHCYJIMH, KJIeTKH-MHUILEHH!
COePsKAT 00bIYHOE KOJIMYECTBO pPelenTopoB, HO
OTCYTCTBYET CONPHAKCHUE MEKAY UHCYJINH-
peuenTOpHbIM KOMILJIEKCOM U CJIeAYIIMUM
KOMIIOHEHTOM B LIeIU Nnepeaadu
rOPMOHAJIBLHOI'0 CUTHAJIA.




BaxxHenmmumu 0MoxumMmniIecKumMu
IpUsHAKAMT CAXAapPHOI'0 I[HﬂﬁETa ABJIHIOTCH.

I'mnepriaukemus. B pesyjabrare HeJ0CTATKA HHCYJIMHA HAPYLIAETCH
IPOHUKHOBEHME IVIIOKO3bI B TKAHU M IVIIOK032a HAKAIIMBaeTcsd B KpoBu. B
OTBET HA JJe(PUIUT IVIIOKO3bI B KJIETKaX MeYeHU YCUIMBACTCH pacial
[VIMKOTE€HA U BbIX0J CBOOOJHOM IVIIOKO3bI B KPOBb, YTO YCYIy0JisieT
runeprimkeMuro. BosHukaer BO3MOKHOCTH pa3BUTHE
rUNEPrINKEeMUYECKOH KOMBI.

Liroko3ypus u noauypusi. Korga cogepkanue riiroko3bl B KpOBH
NMpPEeBLIMIAET CIIOCOOHOCTD MOYEYHbIX KAHAJIBbIIEB K PeadCcopOMH IVIIOKO3bI
OHAa BblAeJsieTcda ¢ MO4oi. BMmecTe ¢ IIl0K030M BbIIEJAS€TCH MHOI'O BOALI U
00JILHOM MCIBITHIBACT T0JIO M JKAKAY - MOJIUIUIICUS.

Keronemus u keroypusi. Beseacreue nepuuura riiroko3bl B TKAHAX
KJIETKH HAYUHAKT UCI0Jb30BATh B Ka4eCTBE YHePruu ;Kupbl. Ilpu -
OKHUCJICHUH KMUPHBIX KUCJIO0T 00pasyercd AueTuii-KoA, KOTOpbIA He
cropaet ¢ LITK no/iTHOCTHI0 U U3 HEro CHHTE3MPYIOTCH KETOHOBbIE TeJIa:
ALETOYKCYCHAS, -OKCUMACJISHAA KUCJOTHI U AllETOH. YBEeJIMYCHHE
KOHIEHTPAIMHU KETOHOBBIX TeJI B KPOBU — KeTOHEMUS U BbIBEICHUE
KETOHOBBIX TeJI ¢ MOYOH — KETOHYPUSL.

HapymeHne KHCJIOTHO-IICJI0OYHOI'0 PAaBHOBECHUS C PAa3BUTHEM
KeToanujao3a.

KeroHnoBble Tesa capuraor pH KpoBHM ¥ TKaHEBOH KUAKOCTH B KHUCJIYIO
cropony. Buauasie Oy(pepHbie cucTeMbl KOMIIEHCUPYIOT caBur pH —
KOMIICHCUPOBAHHBIN anua03. [Ipu TsKeJabIX COCTOSSHUSX MOMKET
BO3HHUKHYTh HEKOMIICHCUPOBAHHBIN AI[A/103.




JJUATHOCTUYECKHUE KPUTEPUU CAXAPHOI'O JMUABETA U JIPYTUX HAPYIIEHUI
INIMKEMHHA (BO3, 1999-2013) !!!!!

Kiaununueckne pexkomengaunu CaxapHblil 1uader 2 Tuna y B3pocJabix, 2022
https://cr.minzdrav.gov.ru/schema/290_2

KoHneHTpanus riinoko3bl, MMOJIb/JI*

HeabHas KanU/UISIPHAsA KPOBb Beno3nas miazma

Bpemst onpenenenus

<5,6 <6,1
Yepes 2 yaca nocJje III'TT <178 <178

CaxapHubiil 1uadeT

> 6,1 > 17,0
nin Yepes 2 yaca mocie > 11,1 > 11,1
uiam CiyqaiiHoe > 11,1 > 11,1

omnpeaeieHue”* **

HapyumieHHasi TOJIEPAHTHOCTH K IVIIOKO03€

Haromaxk (ecsia onpenessiercs <6,1 <70

u Yepes 2 vaca mocise III'TT >78un<11,1 >78u<11,1
JIMAT H( AKA ITPOBOAUTCH HA OCHOBAHHUH

JIa00PATOPHBIX ONPeEACJCHUN YPOBHS IVIIOKO3bI / am

o **Tuaruoz CJl rcerna cnenvetr mONTREeNKTATE



JAUATHOCTUYECKUE KPUTEPUU CAXAPHOI'O TUABETA U JIPYTUX HAPYHIEHUU

Kinunnyeckue pekomenaanuu Caxapublii juadet 2 Tuna y B3pocJbix, 2022
https://cr.minzdrav.gov.ru/schema/290 2

KonueHTpauus ritKo3bl, MMOJIb/J1*

HeHbHaﬂ KalmnJuisipHasi KpoBb Beno3Hnasi mia3ma

Bpems onpenenenus

Hapymennasi riukeMusi HaTOIIAK
Haromak u >5,6m<6,1 >6,1u<7,0
Yepes 2 yaca nocae I[II'TT

<178 <178
(ecsiu ompenesisieTcs)

Hopma y 6epeMeHHBIX

Haromaxk <5,1
u Yepes 1 yac mocae III'TT <10,0
u Yepes 2 yaca mocae III'TT <8.,5

I'ectanmoOHHBIM caxapHbIA 1UA0ET
Haromak >51u<17,0

wiu Yepes 1 vac mocue IIT'TT >10,0

win Yepes 2 yaca nocae III'TT >8,5n<l11,1

J1a00pPaATOPHBIX ONpeaeJeHnil YPOBHSI INIIOKO3bI /g

o **Tuaruoz CJl rcerna cnenvetr mONTREeNKTATE



Bpemsa onpeaeaeHust
KOHIEHTPAIUA IVIIOKO3bI !!!!!

e Haromak — o3Hauaer
YPOBEHb IVIIOK03bI KPOBH

° HepeBOI[ YTPOM II0OCJIEe
IVIOKO3b1I KPOBHU npeaBapuTeJIbHOIO
nu3 MMO.]_[I)/JI B IroJIOTAHNA B TCUCHHUC HC
MeHee 8 yacoB U He 0oJ1ee
MI/ 11
14 gacos.
* 1 MMOJIB/JT X * Cayuaiinoe — o3Ha4YaeT
_ OBEHb IVIIOKO3bI KPOBHU B
18,02 = mr/na yp P

J1000€ BpeMsi CyTOK BHE
3aBHCHMOCTH OT Bpeme/ M
npueMa Inmuim. N




IHI'TT — nepopajbHBIN IIIIOKO30TOJIEPAHTHBIN TECT.
IIpoBoauTCH B CJIy4ae COMHUTEIbHbIX 3HAYCHU I
IMIMKEMUH 1JIl YTOYHEeHUs quarnosa. !!!!!

e [IpaBuna nposeaenus H1'TT:

e III'TT caeayer mpoBOoAUTH YTPOM HA (pOHE
He MeHee YeM 3-THeBHOI0
HEeOrPAHUYEHHOI0 mUuTaHud (0oJs1ee 150 r
YIJIEBOAOB B CYTKH) U OOBIYHOM
(pu3nUYeCcKON AKTUBHOCTH.

* TecTy 10/I5KkHO MIpeAIIECTBOBATH HOYHOE
rojiogaHue B reyenue 8—14 yacos (MOKHO
IIATH BOAY).

* [locjaeqHU BeYEePHUH IIPHUEM IMMUIIH 0K



OCTPbLIE OCJTIOKHEHHUA CAXAPHOI' O IUABETA

1. /ImadeTnueckuil KeToanmuao3 (akKa,
ANadeTHYECKAd KETOAMA0THYIECKAA KOMA)

2. I'mnmepocMoJIIpHOE THNIEPIVIMKEMHUYECKOE
cocTosinue (Ire)

3. MoOJOYHOKHCABIN alUA03 (JIAKTATAIM/103)

4. T'unoriaukeMusi 1 rUNOIJINKEeMUYeCKas
KOMaAa




1. IlnmadeTnueckuy Keroanumao3 (aKa,
auadeTuYecKass KeToalnua0oTuyYeckass KoMa)
'

 JIKA — TpeOyromasi 3KCTPEHHOM IrOCIUTAIM3ANUU
ocTpas nekomnencanua CJI, ¢ runeprimkeMue
(YpoBeHb INIIOKO3bI IJIa3MbI > 13 MMOJIB/J1 Y
B3pOCJbIX U > 11 MMoab/i1 y neren),
runepKeToHeMueu (> S MMOJIb/J1), KeTOHYpHUeH (=
++), MmeTadoanyeckum anuao3om (pH <7,3) n
Pa3JIMYHOU CTENEHbI0 HAPYILIEHUS CO3SHAHUS WU
0e3 Hee.

°* OcHOBHAA NPUYHUHA: A0COJIOTHAA WIH
BbIpaKEHHAs] OTHOCHTEJIbHASI HHCYJIUHOB:/ A
HeT0CTATOYHOCTD. il




J14d00PaTOPHDbIC MoMCHCHMWN .
TUATHOCTHKA U
nuddepeHIINAIbHAA
nuarnocruka J1IKA

* O0mmi ananus mouun: Imroko3ypus,
KETOHYPHUSI, IPOTEMHYPHA (HEIIOCTOSTHHO).

* bUOXUMHUYECKHUH AHAJIU3 KPOBH:
I MnepriukeMusi, rHIIEPKETOHEMHUS.

e KIIC: JlekoMIIeHCHPOBAHHbIH
MeTA00JINYeCKUH alUI03.




2. THIHEPOCMOJIAPHOE
I'UINEPIVIMKEMHNYECKOE

COCTOSIHUE (I'TC)!

* I'TC - ocrpas nekomnencanusa CI, ¢ pe3ko
BbIPAKEHHOU UNEepIriiMKeMuen (Kak
npaBujo, yposenb I'Il > 35 mmouib/i),
BBICOKON OCMOJIIPHOCTHIO IJIA3MbI U PE3KO
BBIPAKCHHOU Jeruaparamnueu, nmpu
OTCYTCTBMM KET03a U alua03a.

* OcHOBHAA NPUYMHA: BbIPAKEHHANA

OTHOCHTC/IbHAl MHCYJINHOBAA (.




J14d00PaTOPHDbIC MoMCHCHMWN .
TUATHOCTHUKA H
au@depeHIInATbHASA
auarnocTuka I'T'C

* O0mmu ananus moun: QOOMUA aHAIN3
Mouu: MaccuBHasA IVIIOKO3ypHs,
HPOTEHMHYPUS (HENMOCTOSTHHO); KETOHYPUU
HeT.

* buoxumuyeckuu aHajau3 Kposu: Kpanne
BbICOKASl THINEPIIIMKEMUS, KeCTOHCMUH HET.

* KILIC: Aunnosa ner: pH > 7,3, ouxapoona~ .
> 15 MMouIb/J1, aHHOHHAs pasHuna < 12 [(#F)

A W A W FFalu A ¢ I1"




3. MOJIOYHOKHUCJIBIN ALIN103
(JIAKTATAIIUT03) !

e JlakTaranuao3 — MeTad0JIHYeCKUN alua03
¢ 00110 AHUOHHOM pa3zHuuen (=10
MMOJIb/JI) 1 YPOBHEM MOJIOYHOH KHCJIOTHI B
KPOBH > 4 MMOJIb/JI (110 HEKOTOPbIM
onpeaeJeHusIM — 0ojiee 2 MMOJIb/JI).

* OcHOBHASI IPUYUHA — OBBIIIEHHOE
00pa3oBaHuEe U CHHKEHHME YTHIM3AlUHU
JIAKTATAa U TUIIOKCHSI.




J14d00PaTOPHDbIC MoMCHCHMWN .
TUATHOCTUKA U
au@depeHIInATbHASA
AUATHOCTHKA JIAKTATAIM/1032

* buoxXuMHYECKNHU aHAJIU3 KpoBH: JlakTar >
4,0 MmMoOJIB/J1, pexe 2,2 — 4 MMOJIb/J1.
IiiMkeMus: jJ00as, yaile runepriimKeMus.
KIIC: lekoMIIeHCMPOBAHHBII
MeTa0oanyeckuil anuaos: pH < 7,3, ypoBeHb
OuxkapOoHara B ChIBOPOTKE < 18 MMo0.JIB/J1,
AHUOHHAsI pazHuua = 10-15 mMoub/J (¢
KOpPpPeKIHeil HA THI0aJIb0YMUHEMMUIO).




4. THINOIJIMKEMMA U
I'UINOIVIMKEMHANYECKAA KOMA .

-

° [ MIorimKeMusi — YpOBE€Hb IVIIOKO3bI
mj1a3Mbl < 2,8 MMoJIb/J1,
COIPOBOKAANIIUNCHA KIMHAYECKON
CMMIITOMATHKOMN MJIH < 2,2 MMOJIb/JI,
HEe3aBUCHUMO OT CUMIITOMOB™.

* OcHOBHAA NPHUYMHA — NOBBILIIEHHOE
00pa3oBaHue U CHHKEHHME YTHJIM3AlUH
JJAKTATA M THIIOKCHAL.

* MeponpusATHS 110 KYIIUPOBAHUIO



J14AUUPalvpnbiC novicninn.
NUATHOCTUKA U
nuddepeHINATBHAA TUATHOCTHKA
TUIOIJIMKEMUN U
TMIONIMKEMUYECKON KOMBI
* buoxumMuuyeckuu aHaju3 kKposu: I1roko3a

IJ1a3Mbl < 2,8 MMOJIB/JI (IIPU KOME — KaK
IPaBUJIO, < 2,2 MMOJIb/JI).




[yiMkoreHoBbie 00JI€E3HM - ITO IPyNNAa
HACJIEeACTBEHHbIX 3200/1CBAHUU, NIPUYMHAMH
KOTOPBIX ABJAIOTCA AePeKThI (PEPMEHTOB,
YYaCTBYWOIIUX B CHHTE3€¢ WM pacnajae riimkoreHa, a
TAK/Ke B Peryjsiyu 3THUX MMPOIECCOB.

* Il1MkoreHo3sl (00J1€3HH HAKOILJICHU S
[VINKOT¢HA) 00YCJI0BJICHBI Je(peKTOM
(pepMEHTOB, YYACTBYIOIIHUX B paciajie
[MIMKOTreHa. | IMKOreHo3 nmposiBJIseTcs
U30bITOYHBIM HAKOIJICHHUEM ITIMKOIeHA B
IEYCHU, CEPACYHOHN M CKEJICTHBIX MbIIIIAX,
IMOYKAX, JIEIKHUX M IPYIrUX OpraHax.
HakanimBaeMbId INTMKOT€H MOKET HMETh
1ICATIC HODMATLRHVIO CTNVIETVNV TAIC A -




I IuKOreHo3nl (00OMEH INIMKOreHa)
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I 1uKoreHo3pbl

e Bcero u3BecTHo 12 THUIIOB INIMKOT'€HO30B. 110
[TATOr€HETUYCCKOMY IIPU3HAKY TTIMKOICHO3bI
TEIIAT:

e meuenounnie — 0, I, 111, IV, VI, VIII, IX, X, XI
THUIIOB,

* mblliedyHbie — V u VII tunos,

e cMemIanHble — 11 Tuma.



I Tun

0oJie3Hb ['upke

III Tun

0oJs1e3Hb DopoCa-
Kopu

I1r0-6-¢gocdarasa B
renaTonuTax

ayTOCOMHO-
pPELECCUBHBIN

nedext amuiao-ol,6-
IJIIOKO03M/a3bl, "'ICBETB
aiero” depMeHTa,
rugpoausyromero ol,6-
TTINKO3UIHYIO CBSI3b.

JlaGopaTopHble

['unornukemus
HATOIIaK.

VBennueHue
COIEPIKAHUSL:

B T€MaTOIMTaxX
[JINKOT€HA, B KPOBU
JIaKTaTa, KETOHOBBIX
TeJI TPUALWITIIUIEPOIa,
MOYEBOM K-THI. AITNI03.

TUTIOTIIMKEMUS
HATOLIAK, KETO3,
JIATUAEMMUS,
MIOBBILIEHUE YPOBHS
IJINKOTE€HA B
IPUTPOLIUTAX

IleyeHOUYHBIC ININKOI'€HO3bI
 Dpwmaw

Kinandyeckue

I'emaromeranus,
runotrpodus,
3aMEJIEHUE POCTa,
KPOBOTOUYHBOCTb,
CyZl0pOru

reraToMeraius,
yMEpEeHHas 3a/iepiKKa
(U3UYECKOTO pa3BUTHS,
B ITOIPOCTKOBOM
BO3pPacTe BO3MOXKHA
HeOOJIbIIIast MHOTIATHSL.



JlaGopaTopHble
IV tun nedext BeTBALIEro dep
0ojie3Hb AHJepceHa MeEHTa, 00pa3yercs

IJIMKOT€H C MaJIbIM
KOJINYE€CTBOM
BETBJICHUM, YTO PE3KO
YMEHBIIAET CKOPOCTH
[JIMKOT€HOJIN3a

VI tun Iimukorengocdopu- ['mnormukemus
JIa3a B renaToruTax HATOIIAK,

0oJie3Hb Xepca KECTOHEMHMS, alliJI03,
YBEJIIMYEHUE

COJIEp>KaHUs B KPOBU
JIaKTara, B IICYCHH -
IJIMKOT€HA

IleyeHOUYHBIC ININKOI'€HO3bI
o Dposaw

Kinaundyeckue

MBIIICYHAs cJ1a00CTh,
I0Xast
MIEPEHOCUMOCTD
bu3rIeCcKou
Harpy3KH, CyI0poru

I'ematomeranms,
C1a00BBIPAKEHHOE
3aMeJIJICHUE PocTa



MbIlIIeYHBICE ITINKOI'€HO3bI

JlaGoparopHbie Kiaununueckue
V tun Pa3BuBaercsi B CBSI3H C Muomnarus, 00Je3HEHHBIC

Ae(pUIHUTOM MbIIICYHON CYyZOPOIrY MBIIIIL [IOCJIE

00J1€3Hb ¢pocopuiasbl. (du3nUecKoil Harpy3Ku

Mak-Apaias AKTHBHOCTH I€4C€HOYHOM

dochopuiasbl He U3MEHEHA

VII Tun JMedpuuur HenepenocumocTb
¢ochormrokomyrasbl B (du3ndecKoil Harpy3KH,

0oJie3Hb Tapyn  medeHu M (WJIH) MBIIILAX COITPOBOXIAFOIIYFOCS

TOIIHOTOW U PBOTOM,
00JIe3HEHHBIMU CIIa3MaMU
mbl. [locryruienue
[JTFOKO3bI HE TTOBBIIIAET
CIIOCOOHOCTH COBEPIIIATH
dusznueckue nevicteus. [locne

ynoTpeOaeHus MUIIN
CTMTITOMET OO CTNIIOTC ST



II Tun

o0oJs1e3Hb IloMmie

OTCYTCTBUSA
JIM30COMAJIbHOH
(xkucJoit)
o-1,4-r1r0K03u1a3b1

CMel1a"HHBbIC TJINKOTeHO3bI

JlaboparopHble

B cbIBOpoTKE KpOBU
TIOBBIIIICHO COAEPKAHUE
MOYEBOM K-Thl,

[Ty TaMHUH-IIaBEJIEBO-
YKCYCHOM
TpaHCaMHWHA3bI U
aJIb/10J1a3bl; B MBIIIIAX,
MCYCHU, JICHUKOIUTaX—
nepuIuT Kucaon
(JIM30COMAJIBHON )
anbda-1,4-
TJIFOKO3W/1a3bl,
COIEPKAHNE TIIMKOTCHA B
neyeHu — 12%, B
MbImax — 10%

Kianandyeckue

[Tpoucxomur
HAKOIJICHHE TIIMKOTeHA
B JIM30COMax U B
UTOIJIA3ME.
3aboneBanue
coctasisieT moutu 10%
BCEX MIMKOTEHO30B U
ABJISIETCSl HanboJiee
3JI0KAYE€CTBEHHBIM.
bosnbHbIE TTPH
OTCYTCTBUH JICUCHHUS
YMUPAIOT B PaHHEM
BO3pACTE U3-32
KapJIMOMETaiui U
TSKEIION CEPACYHOU
HEJIOCTATOYHOCTH.






