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ASPOBHOE OKUCNEHUE MIOKO3bI.

NEHTO30®OCDHATHBLIN NMYTb OKUCIIEHUA
MIOKO3bl. OBMEH PPYKTO3bl U TAJTAKTO3bI



A3pobHoe okncneHue rnokosbl (AOI)

- JTO nocnepoBaTefibHOe  (PEPMEHTATUBHOE  OKUCIMEHUE
MONEeKynbl FMKo3bl A0 KOHeYyHbIX npoayktoB (CO, u H,0), npu
9TOM MPOUCXOAUT MaKCUMasribHOe BblOeneHne CcBoOOOHOM
9Heprnn(90%), Yactb KoTopon 3anacaetcsa B sBnae ATO (40%) —
2880 k[XX/monb.



Nokanunsauuna npouecca

AOI' xapaktepHo pgnsa LHC, ocobeHHO WHTEHCMBHO
NpPOTEKAET B KeTKax rofoBHOro mMo3sra, UaeT B cepAle, noykax, a
TakXke B CKeNieTHOW MycKynaTtype B nepuop nokos




JT1arnbl a3poObHOro OKUCNEHUS MMHOKO3b

| aTan — cneundunyeckMn NyTb OKUCMEHUS [MNHOKO3bl (FMUKOMN3),
3aKkaH4ymBaeTcHa obpasoBaHuem 2 morekyn NBK (uutosonb)

Il aTan — o6bwuin nyTb Karabonmama — OKUCNUTENbLHOE
nekapbokcunupoBaHue [1BK, 3akaH4ymBaeTcsi obpa3oBaHUEM 2
morekyn auetun CoA (MaTpuUKC MUTOXOHOPUN)

Ill aTan — obwmn nyTb Katabonmama - LUTK, KoTopbin conpsixkeH ¢
npoLeccaMmn TKAHEBOro [AblXxaHua M cuHTe3oMm ATD (maTpuKc
MUTOXOHOPUWN + BHYTPEHHASA MeMbpaHa MUTOXOHOPUN)



| 3Tan — cneundn4eckn NyTb OKUCIEHUS
rMoKo3bl (rmukonmna). Oblas cxema
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| 3Tan — cneundon4eckn NyTb OKUCIIEHUS
[MoKO3bl (a3PO0OHbLIN FMNKONN3)

C.H.,0 + 2AA® + 2 H,PO, + 2 HAl* — 2 CH,COCOOH + 2 AT® + 2 HAQHH"

Ha | atane, B xoge ANXOTOMUYECKOrO a3pOOHOro OKUCIEHUS MHOKO3bl,
obpasyetcda 2 monekynbl [NBK, 2 monekynbl AT®O, 2 monekynsl HAOHH*

B aspobHbIX ycroBusax:

* Monekyneol INBK, coBMecTHO ¢ noHamMmu Bogopoaa, TpaHCNopTUpyeTCcH
B matpukc MTX npu nomouin cneundudeckoro benka-tpaHcnoprepa,
N TaM OKUCNAKTCSH

 Monekynel HAHH* ¢ nomowibo YernHo4YyHbiX MexaHu3mMoB (Manar-
acnaprtaTHbin U rmuuepodocdaTHbIN) NEPEHOCAT boraTble dHEPruen
aToOMbl BOOOpOAAa Ha AblXaTernbHble LUEMNWU, U TaM OKUCTAKOTCSH



OTnunymne rmukonmsa B adpPoOHbIX K
aHal3pPOOHbIX YCNOBUSIX

nmioko3a + 2 AP + 2 HALQ" + 2 H,PO, = 2 NBK + 2AT® + 2 HAOHH"

[lpouecc uuknmnyeckoro BoccTaHoBneHua u okucneHna HALL B
peakuuax aHadpOOHOro OKUCIIEHUA T[NHOKO3bl MNOMy4ymMsl HasBaHue
rmMuKonuTuYeckasa okcmaopenykums.

B a3poOOHbLIX yCcnoBUAX [TUKONIMTUYECKON OKCUOOPEAYKUUN He
npoucxoaut, HAIHH+ otnaetr cBoM artomMmbl Bogopoda Ha
YernHOYHble CUCTEMblI AOnNA WX nepefadm B OblXaTenbHYH Lenb
MUTOXOHOPUN.



«CYIIbBA» BoccTaHOBMNEHHbLIX KOpaKTOpOB
(HAOQHH™"), obpasoBaBLUMXCA B rMUKONnN3e
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XxHcioma

Tak Kak cama Mornekyna
HAOHH+ 4yepe3s membpaHy He
NpPOXOAMUT, TO CYLLECTBYIOT
cneunanbHble CUCTEMBbI,
npuHMUMatoLme atomMmbl Bogopoaa
or HAOHH+ B uutonnasme wu
oTAawwme nUx B MaTpUKce
MUTOXOHOPUW. OTU  CUCTEMBI
nony4ymnn HasBaHWe 4enHoYHble
CUCTEMBI.



[ nnuepodocdaTHas YenHo4YHasa cuctema

(roffoBHOM MO3r, B OenbIX MbllLax 1 renatounTtax).
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[ nnuepodocpartHasa YyenHo4yHasa cuctema

» [NuuepondgocdaTtHbin  WYHT QYHKUNOHUPYET, TrMaBHbLIM oOpa3oMm, B
CKeneTHoOW MyckynaTtype 1 mo3re

* lLlyHT npuBoauT kK obpasosaHutio 4 AT npu nepepacyeTe Ha 2 MOrneKynbl
HX,EI,HI—P* P P pPep y

* LUIntosonbHaa oopma HAILHH" wucnonb3yetca Onsg BOCCTaAHOBMNEHUS
gurugpokcunauetoHdgocdgara B rnuuepors-3-gocdat (doepMeHT rmuuepon-
3 pocpar )

* [Nnyepon-3-gpocdar nocTynaer B  MUTOXOHAPWUKO, rOoe obpaTHo

OKUCNAETCA B AUrMApoKcuaLeToH docdaTt MUTOXOoHApUanbHOU POPMOMU
rmuuepon-3 ocdar [, ncnonb3yolen B kadectse Kopaktopa PAL]

» 2 monekynsl PALH, otaaBasa anekTpoHbl B LITO Il Tna yepes yOuX1HOH,
NpuBOOSAT K obpasoBaHuio 4 monekyn ATO

« [lnrmpgpokcmaueToH dpocdart Bo3BpalllaeTcd B LLUTO30/1b



Manar-acnaptaTtHa YenHo4yHaga cucrtema
(cepaedHas Mmbliwiua, nodkn). P/O =3
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Manar-acnaptaTtHa YernHo4yHaga cucrtema

Manart-acnaptatHas 4ernHoYHas cuctema, rnaBHbIM 06pa3omM, OyHKLWOHUPYET B
cepaeyYHOoN MbILLLE N NOYKaXx

HJXEI'TI_Ill'_lﬁMBonMT K obpasoBaHuto 6 monekyn AT® npu nepepacyete Ha 1 monekyny

LintosonbHein HAOHH" ncnonb3yercs anga BoCcCTaHOBEHUA OKcrnoaueTaTta B Manar

Manat noctynaetr B MTX (npu nomowin manaT- a-Ketornytapart TpaHCnokasbl) U
oKkucnserca  obpaTHO B OKcanoall:‘eTaT mutoxoHapumanosHon MII, kKoTopas B
KayecTBe KodpepmeHTa ncnonbdyet HAOHH"

2 monekynol HAJHH* ;okncnasce B LT3 | Tuna, cnHtesupytot 6 monekyn AT®

OkcanoaueTtaT TpaHCrnopTUpyeTcs 0bpaTHO Yepe3 MUTOXOHAPUArIbHYIO MeEMOpaHy B
dopMe acnapTaTa

[lpeBpalleHme okcanoaueTtaTa B acnapraT Katanmampyet mutoxoHapuanoHaga AcAT

[locne TpaHcrnopta acnaprtata_B UUTO30Mb (MpVM NOMOLUM rnyTamaTt-acnaprar
TpaHcnokasbl) untosonbHasa ACAT npeBpallaeT acnaprar obpaTHO B okcanoaueTar



JHepreTnyeckmun Boixon | atana
a3pO0OHOro OKMUCNEeHNs rnoKo3bl

¢ 2 MONEeKyrnbl ATO Nno MexXaHU3My cybcTpartHoro
docdopmnmpoBaHna HenocpeacTBEHHO B  XO4e  CaMoOro
rmnKkonmaa

* 4 monekynol AT® npun pabote rnuuepodocdaTHOro 4venHoka
/nmbo 6 wmonekyn AT® npum pabote mManar-acnaptaTHOro
YermHoKa No MeXaHU3My OKMCNUTENbHOro doocopunmpoBaHms

CyMmmapHbIU 3Hepretnvyeckmm Bbixon | dasbl a3apobHoro
OKUCNEeHUA TIMnwKo3bl = 6 wunun 8 wMonekyn AT®D, B
3aBMCUMOCTU OT YeJSTIHOYHOro mexaHusma!



Il 3Tan — obwKnn NyTb KaTabonmama —
oKkucrnuntenbHoe aekapbokcunupoBaHue INBK

Mupyear germgporeHasHbli
KOMMNAEKC

2 CH3COCOOH ——— 2 CH3COSCoA + 2C02 + 2 HAJHH+
NBK E1l- TA®- nupysat Al aekapd 3,610 SCoA {}
S

-
E2-7TK | Ourungponunownn- LT3 | THna

“~g auetuntpaHcdepasa U
E3-®A0 -aurmaponmnonnr

2 (3 AT® + H20)
2 HSCoA, 2 HAO+ @
6 ATP

AHepreTnyecknm Boixopn |l aTana asapodHOro oKUcrieHus rrkKo3bl 6 monekyn AT®



Il aTan — obwmnm nyTb KaTabonnama - LITK

2CH,COSCOA + 6 HAl* + 2 ®A[] +2IAd + 2H,PO, + 4H,0 m=—)

4 CO, +2 HSCoA + 6 HAI,EI,HH+ +2 OALH, + 2 IO
l l

UT3 | LT3 Il 2 ATD
} )

18 ATO 4 ATO

CyMmMapHbIN aHepreTnyeckumn Boixo Il aTana asapobHOro okNcreHust rmiokosbl paBeH 24 ATO



CyMMapHbIN SHEPreTUYECKNN BbIXO
a3pPOOHOro OKMUCEHUS HOKO3bl

FMIOKO3A
C = 2 AT®
| 3aTan
A3pO6GHbLIN rMUKONN3 (- o= 2 HAQHH+ © e UTI | =——= 6 ATSD
unm
2 PAOH2 ———— UTI Il === 4AT®
2 NBK
Il 3Tan e = 2 HAOHH+ ———— UT3| —_—= 6 AT®
OxkuncnurenbHoe aexkapb6okcnonposaHne
nBK
2 Auetun CoA
—— — 2AT®
l:::::" e = 6 HAOHH*+ © = T |—"" 18 AT®
[ —— SAOH2 =——— UTI |l = 4AT®
4 CO2

CyMMapHbIN 3HEepPreTM4eCKUn BbIXoad OKUCIIEHUA IMIOKO3bl B a3PO0OHbIX ycnoBusx = 36 — 38 ATO



CyMmapHoe ypaBHeHME adp0obHOro
OKWUCIIEHUS TTHOKO3b

CiH,,0, +6 0, — 6 CO, + 6 H,O + 36 - 38 AT®



buonormnyeckast 3Ha4MMOCTb a3POOHOro
OKWUCIEHUS THOKO3b

e« JHepreTnyeckaa QyHkumsa. [llpyn  adpobHOM  OKMUCNEHUU
BblAensieTcs ropasno 6bonblle 3Heprmm 4em B aHal3pPOOHbIX
ycnoeuax. B ronoBHOM Mo3re, cepale, KOPKOBOM CIlOe MoYek —
9TO rMaBHbLIN 3HEPTEeTUYECKUN NYTb

« AHabonunyeckast pyHkumsa. MetabonuTbl, KOTOpblE 0Opa3yoTCs
B XO4€ a’3poOHOro OKUCNEHUS MMIOKO3bl, MOTYT UCMNONb30BaTbLCA
ONA  CUHTE3a HYKMEeWHOBBLIX KUCAOT, NUNWAOB, 3aMEHUMBbIX
aMMWHOKUCIIOT, MaKpO3Prm4ecknx coegnHeHnN



[leHTO30OoCdAaTHLIN NMYyTb OKUCIIEHUS TMHOKO3b
(MPIT)

MIHaye Has3biBaeMbi anoToMUYecknin, dpoCOrnKOHaTHbLIN UMK
rekCo3o0MOHOMOCdAaTHbLIN NMYyTb NPAMOIO OKUCIIEHUSA TTHOKO3bI.

JNlokanunsaumns: MornovHasa xenesa, aMbpuoHanbHasi, Xuposas
TKaHW, nerkMe,  WMWTOBMAHAA  >Kenes3a, MO3l,  [EeYeHb,
HaOMNOYEYHUKN, KOXKa, CIM3UCTasA KULLEYHWKA, KMNETKM KOCTHOrO
MO3ra, T.€. BO BCeX ObICTpOOENSALMNXCS KITeTKaX.

Bce doepmeHThl NPl nokannsoBaHbl B LUTO30r51€ KITETKM.



OcobeHHocTu NPl okncneHnsa rMmroKo3bl

« OTO a3pO6HbIN MYTb OKUCIEHMUS ITHOKO3bI
« OkncnsieTca He cBobogHas rMKo3a, a rMKO30-6-

doocapar
« Kodpaktopom dpepmeHToB Al MNPl asnaerca HALO

* OTOT NNyTb HE UMEeET SHEPIreTn4eCKOoro 3Ha4eHnA y
B3POCJI0Io 4HeJrioBekKa

o [1D[1 aBnsaeTcs noctaBwmkom neHtos 1 HAOQOHH"



buonornyeckaa pons HAQHH* n HAA®HH* B
opraHm3me

C|J NH>
L N
O—T—O </ ‘ \j

HAO®HH"

« Oba aenatorca kodpepmeHTamm OBP

Oba cogepxaT B cocTaBe BUTaMUH
PP (HMKOTMHamMna)

HAOGHH" ;

MCNONb3yeTCH B peaKkuudax
0bpa3oBaHMS CIOXHbIX BELLECTB U3
bonee npocTbix (aHaboImam),
Hanpumep B cuHTe3e BXKK mnnu
xonecrtepuHa 13 auetunn-KoA

* yYyacTBYET B 3alUMTE KMNETKU OT
aKTUBHbIX OOPM Kuncnopoaa

- HAOHH* uncnonb3yetca B peakymax
pacnaga CIioXHbIX BeLlecTB Ao bonee
NPOCTbIX (KaTabonmam), Hanpumep B
rinkonunae, UTK, B-okncnenmnn BXKK



B IN®I1 npeBpalleHna rmoko3bl MOXHO

BblOAESJTINTD .

 OKMCnNUTenbHbIN 3Tan  HeokncnurenbHbIN 3Tan

1. llocTaBnsaeTt kneTkam 1. W3omepHble npeBpalleHuns -
kopepmeHT HAOPHH"* KaTanu3anpyetcsa depMeHTamu
(Mcnosnb3yemMblin KNeTKkamun Kak TpaHCcKeToasamm
OOHOpP BOoOopoAa B peaKkumsx (KObaKTOPOM KOTOPbIX
BOCCTAHOBIMEHUA U apnsetca TP —
rMAPOKCUNNPOBAHUS KodpepMeHTHas doopma BUT.

2. ObecneumBaet KNeTku B1) n TpaHcanbaonasamu
pnbo30-5-doccatom 2. Oputpo3o-4-cpocdar
(KOTOpbIN y4acTBYET B SIBNSIETCA CyOCcTpaTOM ArS
CUHTE3E HYKITEOTNAOB U CUHTE3a peHmnnanaHnHa u

HYKNEWHOBBLIX KACMOT) TUPO3UNHA



YcnoBus npotekaHua NOIT okncneHmnsa rnokossl

» Cyaobba rmwoko30-6-pocgaTta — BCTYNUT i OH B rMnkonna nnm e MNorl
— ‘onpegenseTrcd NoTPedHOCTAMU KINEeTKMU B AaHHbI MOMEHT, a Takxe
KoHueHTpauven HALD?

« bes Hanunumna akuenTopoB 3nekTpoHOB nepBasa peakuna 1Ol
(kaTanusupyemasi rJHoKO30-6- OC|—CFaT ,EI,F& He Oyoet wmaTtu. Korga
knetka obictpo nepesognt HAAQPHH* B HAOD™ B DNOCUHTETUYECKUX
BOCCTAHOBUTENbLHLIX peakuudax, ypoBeHb HALD* nogoHumaetcq,
annocTepuyeckn CTUMYNuUpy4a rmoKo3o-6-pocdart A, u, Tem cambim
yBENUYMBAETCSI CKOPOCTb OKUCTEHUS H0KO30-6-chocchaT B MNOIT

 Korma notpebnenne HAOOHH* 3ameansercs, yposeHb HAL®P*
CHUXXAETCA M rMoKo3a YyTUNU3NPYeTCs rMUKonnTu4ecKun

NPl n rmukonn3s B3auMocBA3aHbl U MOryT nepeknyaTtbca Apyr
Ha Apyra B 3aBUCMMOCTU OT KOHUEHTpauuu MNPOMEeXYTOUYHbIX
NPOAYKTOB.



OxkncnutenbHbIN atan NPJ1

COOH
CI."-'H OH é-pocpormaxonar- CH2-0H
- o
CHEG_@ rmaEoso-6-pocpar- CHED@ T IDOROH O - HD-I:le OeryOporeHasa N III:=[]-
HJ_ OH Oermmporesasa Hl—q JARTOHAS3A | (3) \\L I
AN > /H \ CH-OH CH-CH
7 o (2)
OH H EI}_‘\, OH H Hlo | HALD+ CO2 |
HO OH  HAp®* +H+ HO 2 CH-OH +q+  CH-OH
HAA®H+H | HAA®H+H
H OH H OH CHz-0-(P) CHp-0—(P)
rawKozo-6- pocdaT - E";Eggg‘g;uﬂ 6-dochormwKoHaT puéynoso-5-pocpar

CymMmmapHoe ypaBHeHue okucnutenbHoun dasbi:
mioko30-6-poccpat + 2 HAAP + H,O — pubynoso-5-cpoccart + CO, +
2 HAO®HH"



HeokucnutenbHbi 3Ttan [NoOl]

* Llenbto HeokncnnTenbHOM cTagun SBNSETCS npesBpatleHne
HEeCKONMbKNX 5-yrnepoaHbiX Moriekyn B 6-yrnepogHble, YToObl OHU
CHOBa MO BCTYNUTb B NeHTO30docdaTHbIN MyTb

5C 7C 6C
 [loaTOMy Ha cxeme rnokasaHo TONbKO Konn4yectso atomoB C B
mMeTabonutax HEOKUCNUTENbHOW CTagumn
5C 3C 4C £c » Peakunun npeactasnsitoT cobom nepeHoc bparMeHToB, coaepxaLlmx 2
>_< 2 nnun 3 atoma C, ¢ ogHOW MONEKYnbl Ha apyryto
e 3¢ 7+ Hapg kaxxgow peakunen noanmucaHo, kKakou dpparMeHT rnepeHoCUTCS
Te 56 (cogepxawum 2 unu 3 atoma yrnepoaa)
* B pesynbsraTte nytem nepecrtaHoBOK 2- 1 3-yrnepoaHbiX doparMeHToB
yOaeTcs NonyvYnTb HECKOSIbKO 6-yrnepoaHbIX caxaposB
« Boiroga Takoro cnocoba B TOM, YTO OH He TpebyeT 3aTpaThbl 3HEPIrn
(CambIM npocTbIM cnocoboMm npeBpaTuTb 5-yrinepogHoe coegmnHeHne
5C 7C on B 6-yrnepogHoe saBnsetcda gobasneHne 1atoma C, T.e.

KapbokcunuposaHue. Ho oHo Bcerga Tpedyet pacxogoBaHus ATO)

* PepMeHTbI HEOKUCTTUTESNTbHOWN CTaaUMN:

« TpaHckeTonasa (nepeHoc 2-yrnepoaHbix doparMeHToB).
KodpepmeHT: TTP (TammnHnnpodoocgart, ns sut. B1 TmammnHa)

« TpaHcanbgosnasa (nepeHoc 3-yrnepogHbiX oparMeHToB)



[TonHaga cxema NPl

« ObpaTuTe BHMMaHMe Ha

(6)nioko3o-6-chocchar
oo t 12 NADPHe 1211 |. OxucnuTensHeIn atan  MeTabonuTsbl
T 6 CO; HEOKUCNUTENbHOW
e (6) Proynos0-5 bocbar cTaguun: cpenmn HUX
oot BCTpeYarTCHd BeLlecTBa,
T / l“aomepaaa \_ NpMHMMaloLLne yyacTume B
l (2)Keunynoso- (2) Pu603o-5-cpocdar (2)Kcunynoso- MunKoJmin3e
! 5-¢gc¢ar Cs 5-tboccpar
: 5 Cs
i Il. HeokncnntenbHbIN aTan
| * OTO MOXET ObITb eLle
! 2) Fnu;epaanemn, (2) Cenorentynoao- Y Y
: <poctar il e OLOHOW MPUYMHON, NO
: ’ Cr KOTOpPOU npeBpallieHne
' Tpaucanb,qonaan
| (2) SpuTposo- 5C B 6C ocyuectensaetcs
; 4-pocdpar Cq TpaHckeTonasa ’ nyTeM ﬂepeCTaHOBKI/I
L @o 2 . arMeHToB, a H
I v e © dooar T ocar I('IbpﬂMblM 2
" j Co  © G ;
I i | KapBOKCMNMPOBaHNEM
o, NN eLLe Kakum-nnbo
| c:l Opyrum nytem
e S

Cs



TkaHeBble 0CODEHHOCTU MEHTO30-
doocdaTtHOro nyTu, N LWyHTa, UNU LKUKNa

B 3aBucMmMocTM OT MOTPeOHOCTEW TKaHW, neHTo3odocdaTHbIN MNPOLECC,
MOXET npoTekaTb B Buae MeTabonmnyeckoro nyTu, UMKNa WM LWyHTa
HayanbHbIX peakuunun rmmkonmaa:

« B xuposon TKaHu, aputpouutax. [lpun MO wnn TPOL B KayvecTBe
npoaykta obpasytorcs Tonbko HAQPHH+. NeHTo3bl B JaHHOM criy4ae He
ABMAKTCA KOHEYHbIM MNPOAYKTOM, OHW npeBpallarTca B pocdorekcossl,
KOTOPbIE 3aMbIKalOT LMK UK YXOOAT B [MNKOMNN3, 3aBepLuast LWYHT.

« B ronoBHOM Mo3re, ne4veHwu. [lpogyktamn [Pl aBnal0TCA NEeHTO3bl U
HAO®PHH"*

- B ckenetHoM mMyckynatype. B TKaHAX, KOTOpble HE WCMbITbIBAKOT
notpedbHoctn B HALPHH*" QyHKUMOHMPYET TOMBKO HEOKUCNUTENbHAas
ctagma MNOI1, npn yem ee peakumn nayt B oOpaTHyO CTOPOHY, HA4YMHas C
dopyKT030-6-pocdaT 40 POoCPONeHTO3.



CymmapHoe ypaBHeHue NPl okmcneHnsa rmokosbl

6 rmoKko3o-6-dpocpat + 7H,O + 12 HAOD* — 5 rnoKko30-6-
docat + 6CO, + 12 HAOAPHH"

B TPl BcTynaer cpasy 6 MONeEKyn [fOKO30-6-pocdaT WU
obpasyeTca S Monekyn rmwoko3o-6-pocgpar n 6 CO, (ogHa
MOJIeKyna NOSTHOCTbIO «CropaeTy)
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buonormnyeckas ponb [NOL

e AMdpubonmnyeckas o¢byHKUMA (OABOMCTBEHHAA): C OAHOWM CTOPOHDI
Bblaenaetrca CO,, ¢ apyron — aHabonuueckaa @yHKUMA, KOTopas
obycnosneHa obpasoBaHmem 2-x sewecTs: pnb6o3o-5 ¢ n HAAPHH+.

e [1eTOKCUKALUMOHHAA PYHKLMA

* KocBeHHO, Yepe3 meTtabonntbl 2 ¢pasbl, UTPAET SHEPreTUYEeCcKyo Posb.



HapyweHunsa neHto3odocgaTtHOro nyTn

« HacnepctBeHHoe 3aboneBaHue, CBA3aHHOE C HapyLleHneM paboThbl
neHTo3odocdaTHOro NyTn: NekapcTBeHHasa reMonMTnyeckas aHeMust

* PepMEHT, CHMXKEHNE aKTUBHOCTM KOTOPOro HabnaaeTcs: rfoKo30-6-
dochaTtaermaporeHasa

* [locnegcTBus: cHmxeHne konnyectesa HAIOPH n, kak cnegcreune
9TOro, BOCCTAHOBIIEHHOIO rMyTaTUoOHa B 3puUTpoLuTax

 HepocTtaToK BOCCTAHOBIIEHHOIO MyTaTnoHa npmeBoauUT K TOMYy, UTO
Nnpun yBeJimd4eHmmn KoJindectBa CBOOOAOHbIX PagnKasioB KIi€TKa He
MO>XET C HUMU CMNpPaBNTbCAH

« B pesynbrarte KneTka paspyLluaeTcs, B Cry4ae 3puTPOLMTOB 3TO
BbIrMAOUT Kak reMonus3

* [loBbilWeHNE KONNMYecTBa CBOOOAHBLIX paguKkanoB MOXET ObITb
BbI3BaHO NPMEMOM JIEKAPCTBEHHbLIX NpenapaToB Unun yrnotpebrneHmnem
B NULLY HEKOTOPLIX pacTeHuin (6oboB.)



YyacTtue rmyTtatmoHa U neHTo3ogocdaTHOro nyTu
B 3aLlMTe OT CBOOOOHbLIX paanKarnoB

02
Mitochondrial respiration, ionizing
radiation, sulfa drugs, herbicides,

antimalarials, divicine
Superoxide 0.~
radical "
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glutathione peroxidase
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peroxide e / 2
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Oxidative damage to NADP* NADPH + H*
lipids, proteins, DNA \ /
Glucose » 6-Phospho-
6-phosphate glucose  glucono-d-lactone
6-phosphate
dehydrogenase

(G6PD)

1. [nyTaTMOHNEpOKcKaa3a Npm y4actum
ryTaTUOHA MHAKTUBUPYET NEPeKnCb
BOAOpOoAa (0AHa U3 aKTUBHbIX dopm
Kucnopopaa)

2. Mpn 3TOM BOCCTAHOB/IEHHbIN
NIyTaTUOH NpPEBPaLLAETCSA B
OKWUCNEHHbIN

3. 1nAa BOCCTaHOBAEHMUA U MOBTOPHOTO
MCNO/Ib30BAHMA FNYTAaTUOHA
Heobxoanm HAODHH*

4. UctouHnkom HALJOHH™ aBnsetca
neHTo30dpochaTHbIN NYTb

* Ecnan H,0O, He nHaKTnBMpYyeTCAa, TO 3TO
B KOHEYHOM UTOre NPUBOAUT K
NoBpeEXKAEHUIO U TNbBenun KNeTok



ObmeH pyKTO3bl N ranakTo3bl

* [loCKONbKY B KULLUEYHWKE BCacCblBAlOTCA BCe MOCTynawwue c nuuen
MOHOcCaxapuabl ((PpykTO3a, ranakro3a, MaHHO3a W T.M.), TO nepen
OpraHM3MoM BCTaEeT 3ajada npeBpaTuTb MOMNy4YeHHble rekco3bl B MHOKO3Y
Onsi ee ganbHEULIEro UCMNonb30BaHUA B peakuusix metabonusma. IOTOT
npoLecc nNosiy4ynn Has3BaHue B3anmMornpeBpalleHne caxapos.

* Llenb 3TOro npouecca — co30aHue mosibkoO O00Ho20 cybcmpama Oris
peakyuti mMemabornusma, a WMEHHO do-D-rnokKo3bl, 4YTO MNO3BOMSET
COKOHOMWUTb pecypcbl, He 00pa3oBbiBaTb MHOXECTBO (epMEHTOB Ans
Kakgoro Buaga MoHocaxapupa. Peakumm npoTtekaloT B anNUTENUU
KULLEeYHUKa 1, B OCHOBHOM, B renatouuTax.

* Y JeTen HEKOTOPOE BPEMS MNocrie POXOEeHUsA, Oaaxe npu rmnorimkeMmnmn, B
KPOBM OTMEYaeTcsl OTHOCUTENbHbIM U3DbLITOK OPYyrmx MOHOCaxapwuaios,
Hanpumep, @pPYKTo3bl W ranakrtosbl, 4YTO OObLIMHO CBHA3aHO C
dYHKLMOHANbHOW HE3PENOCTbIO NeYeHN.



[lpeBpalleHne ranakTto3sbl

[@anakTo3a cHadana noaBepraerca ocdopunmupoBaHuio no 1-my artomy
yrnepoga. OTnUYUTENBHOM OCOOEHHOCTBLIO SABMAETCA MNpeBpalleHne B
[MIOKO3Y He Hanpamyto, a vyepe3 cuHte3 Y[d-ranaktodbl U3 ranakroso-1-

docdaTta, KoTOopaa BMocneacTtesMm msomepusyetca B YIOD-rniokosy Wu
ganee B ABYX peakuuax rnpespallaeTca B rmoKoay.



[lpeBpalleHne ranakTo3bl B rMOKO3Yy
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HapyweHuna npeBpalleHnd ranakrosbil

HapyweHunsa obmeHa raaakto3bl MOryT ObiTb Bbl3BaHbl FEHETUYECKMM AeDEKTOM
OAHOro n3 pepMeHTOB:

* ralakTOKMHa3bl, YacToTa AedeKkTa 1:500000,
* ranakro3o-1-pocdar-ypugunrtpaHcdepasbl, yactota gedpekta 1:40000,
* anumepasbl, YacTtoTa gedeKTa meHee 1:1000000.

3a6OI'IEBaHMG, BO3HMKaOWee Nnpn aTnx HapyweHUnAxX, noay4ynaio Ha3BaHUE
raz1aKTo3eMmuA.

AuarHocTtuka. [letn oTkasbiBaloTCcA OT eAbl. KOHUEHTpPaUnA raNakTo3bl B KPOBU
Bo3pacTtaeTt go 11,1-16,6 mmonb/n (Hopma 0,3-0,5 mmonb/n), B Kposu
nosaBAsETCA ranakto30-1-pocdaTt. K 1abopaTtopHbIM KPUTEPUAM OTHOCATCA TAKKE
bunmpybnHemmnsa, ranakTosypma, NPoOTENHYPUA, TMNepammnHoaLnaypma,
HaKoMAEeHUe IMUKO3UANPOBAHHOTO remornobuHa.



[laToreHes ranakToseMmmn

* N36bITOK ra/IakTo3bl NPEBPALLAETCA B CMUPT ranakTuTon (aynbumuton),
HAKaNAMBAIOLMINCA B XPYCTA/IMKE M OCMOTUYECKM MPUBJIEKAIOLWMN CHoaa BOAY.
N3meHseTca coneBon COCTaB, HapyLlaeTca KoHpopmaumna 6enKoB XpyCcTasInKa, YTo
NPUBOAUT K KaTapaKTe B M0oa10g0M Bo3pacTe. KaTapaKra BO3MOXHa Aarke y NJ1040B
MaTEePEN C ranakTolemmen, ynotpebasasLIMX MOJIOKO BO Bpems bepemMeHHOCT!.

* [lpn pedekTte ranakrtoso-1-pocdat-ypuamn-tpaHcpepasbl ATO NOCTOAHHO pacxoayeTca
Ha dochopunmpoBaHme ranakTosbl U AedUUUT SHEPTUN YTHETAET aKTUBHOCTb MHOTUX
dbepmeHTOB, "TOKCMYECKU" AEeNCTBYS HAa HEMPOHbI, renatouunTbl, HeppouunTbl. Kak
pPe3ynbTaT BO3MOXKHbI 3a4epKKa NCUXOMOTOPHOrO Pa3BUTUA, YMCTBEHHAA OTCTANOCTb,
HEKPO3 renaTtoumToB M LMPPO3 NeYeHUn. B noyKax n KnweyHuke n3bbiTOK ranaktosbl U
ee meTabonnToB MHrMbMpyeT BcacbiBaHME aMUHOKMCOT.

* OcHOBbI Ie4yeHUA. VckntoyeHre 13 paumoHa MOAOKA U APYTrUX UCTOYHUKOB ras1lakTo3bl
No3BO/ISIET NPeAoTBPATUTb PAa3BUTME NATONOTMYECKUX cumnToMoB. OZHAKO
COXPAHHOCTb MHTENNEKTa MOXKET ObITb JOCTUIHYTA TO/IbKO NPU PaHHEeM, He no3aHee
nepBbiX 2 MecsauUeB XU3HU, AUArHOCTUKE U BOBPEMSA HAaYaTOM NeYEHUMN.,



[1lpeBpalleHne PPYyKTOo3hbl

* Peakymm nepexoga GpyKTO3bl B [IKOKO3Y AOCTAaTOMHO npocTbl. CHavana
NPOUCXOAUT aKTUBaAUMA PPYKTO3bl nocpeactsom ¢ochopunnpoBaHma 6-ro
aTtoma yrnepoaa. B neyeHn peakuuto mMoryT KaTasiM3mpoBaTb ABa depmMeHTa —
reKCOKMHa3a 1 PPYKTOKMHA3a, HO reKCOKMHA3a MmeeT ropasgo bonee HU3Koe

CPOACTBO K PPYKTO3E.

* PpyKTO30-6-PoCcdhaT ganee n3omepusyeTca U rMoKo30-6-pocPpaTtasa orTwennaer
Ve HeHYKHbIn docdaT. Echm obpasyetca PpyKTo3o-1-docdaT, noa AenUCTBUEM
COOTBETCTBYIOLWEN anbAonasbl OH MNPeBpallaeTca B [uuepanbaerny u
ANOKcnaueToHPocPaT, KOTopble B AaNbHENLLNX peakumax 1Mbo ncnonb3yroTca B
rnmkonuse, nnbo B peakumax rMIOKOHeoreHesa npespaLllatoTcs B PPyKTO30-6-
docdaT n ganee B rNMOKO3Y.



OcobeHHOoCTM MmeTabonnama PPyKTOo3bl

* OcobeHHOCTbIO MeTabonmama QpPyKTO3bl SBNSIETCA TO, YTO (PEPMEHT
ppYKTOKMHA3a 4HABNAETCA UWHCYNUH-He3aBUCUMbIM. B pesynerate
npespalleHne PpyKkTosbl B NMUPOBUHOIPaAHY KUCMOTY U auetun-SKoA
nponcxoauT bbiCcTpee, YeM ONA ITIHOKO3bI.

e JTO 00ObAcCHAeTCA  "UrHopupoBaHMEM"  JNIMMUTUPYIOLLEN  peaKuuu
MeTabonuama rnoKo3bl, Katanuanpyemon  docdhodpyKTOKMHA30MN.
OanbHenwnn metabonmam auetun-SKoA B OaHHOM cnydYae MOXET
NnpMBECTM K  MN3DLITOYHOMY  00pPa30BaHMIO  KUPHBLIX  KUCIIOT W

TPUayunrnnuueposnos.



http://biokhimija.ru/lekcii-po-biohimii/22-stroenie-obmen-uglevodov/111-glikoliz.html
http://biokhimija.ru/lekcii-po-biohimii/24-stroenie-obmen-lipidov/152-sintez-zhirnyh-kislot.html
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HapylueHna metabonnima pyKTo3bl

JcceHUunanbHaa PpPyKTo3lypus

 [eHeTn4yecknn gedekt PpPyKTOKUHa3bl NPMBOOMT K JOOpOKa4YeCTBEHHOW
3cceHUuMnanbHon ppyKTO3ypumn, ripotekarLlemn 6e30 BCAKMX OTpuLaTerbHbIX
CUMNTOMOB.

HacneacrteeHHasa ppyKTo3ypus

« 3abonesaHne hopMUpPyeTCH BCIIeACTBME HACNeaCTBEHHbIX ayTOCOMHO-PELIECCUBHbIX
edeKkToB Apyrux dpepmeHTOoB 0bMeHa ppykTo3bl. ledekT ppyKkTo30-1-
%occbaTanbp,onasbl NposiBNAeTCA nocrne BBeaeHnda B paunoH mnageHua CoKoB U
PYKTOB, coaep Kallunx qpyKToay.

 [laToreHe3 cBA3aH CO CHMKEHMEM KOHUEHTpaumn goocdopa B KPOBWU,
rmneppykTo3eMmen, ¢ TaXenon noctnpadguansHon runornnkemmen. OTmevaercs
BANOCTb, HApyLlEeHNA CO3HaHNA, NOYEeYHbIN KaHanbLeBbIN aunaos.

« [lnarHo3 ctaButca nucxogs U3 "HernoHATHoro" 3aborneBaHua neveHu, rmnodocdareMmmn,
rmnepypmkeMun, rmnorinkemMmnm n pyktosypun. [ns nogreepXgeHns NnpoBoasAT TECT
TONEPaHTHOCTU K (PpYyKTO3eE.

 JledyeHune BKNIOYAET OMETY C OrpaHNYEeHNEM CnagoCcTeun, PPYKTOB, OBOLLEN.

OedekT ¢ppykT030-1,6-gUdocdartasbl NPOABIAETCA CXOAHO C NpeablayLwmm, HO He Tak
TSXEnNO.
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