denepanbHoe rocyaapcTBeHHOE OOgKeTHOe obpa3oBaTenbHOe
yupexaeHue Bbiclwero oopasoBaHus «ballKUPCKMN rocyaapCcTBEeHHbIN
MeaULUHCKUN YHuBepcutet» MnHucrepcrTsea 3gpaBooxpaHeHus
Poccuuckon ®epepaunn

NNekuusa Ne13:

Makpodparu. YHUcpumnkauums
JHepreTn4yeckux cyocrtparoB. Obowume
nyTn Katabonuama.



« Kamabosnu3m — peakumu, B KOTOPbIX CIOXHbIE
BELLeCTBa pacnagarTca Ha bonee npocTble.
ConpoBoXaatTcs BblaeneHnemM 3HEPruu.

« AHabosu3m — peakuun, B KOTOPbIX U3 MPOCTbIX
BELLECTB CUHTE3NPYHOTCH CINOXHbIe BELLEeCTBa.
ConpoBoxgarTcs NoTpedneHnem aHepruu.




» BroaHepretuka — pasgen OuoxuMM,  K3yYatoLLM
SHEPreTU4ECKIE MPOLIECCHI B KMETKE.

OkucnurernbHoe MWO3UH — 3TO
tpoccpopunmpoBaHne MexaHodepMeHT
(cuHTE3 ATO) (rnaponus AT®)

3Heprus oKUCneHusa — 3Heprua AT® —»
3Heprua rmaponusa AT MexaHu4eckasa paboTta

MuTtoxoHAapUu PaboTta MmbiLlLybl
! \ 4
INbixaTeneHas
uenb VY PepMeHTbIl Kak MexaHo-
2 = vV XUMUYECKaa MaLUUHa
Teopus
MuTt4yena
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AHabonu3M — 310 BMocnHTE3 HEKOB,
Benku Yrnesoge! Kumpei ] I'IOJ'IVlcaxapl/lﬂ,OB, nMHMD'OB’

l 1 /1 s HYKITEMHOBbIX KUCMNOT N APYrux
AMWUHOKUCNOTEI Fmokosa muuepuH HUpHble £ MaKpOMoneKy.n M3 Man le MOJ'IeKyJ'I-

ATw/lP/'/ npeaLecTBeHHNKoB. [MNpouecc
-l """ MpOTeKaeT C 3aTpaToi IHEepPrum -
HAOH
J-m | aHeprusi ATO.
HAGH Auetun-S-KoA HAOH ~
| KaTtabonuam - pacuienneHune u
OKUCIEHME CITOXHbIX OPraHNYeCcKuX
cos ~_ Monekyn o bonee npo-
N CTbIX KOHEYHbIX NpoayKkToB. OHO
HALOH, ®ALH2 HAL, ®AL
COMPOBOXAAETCS BbICBODOXAEHNEM

aHepruu

LLvkn
TpUKapboHoBbLIX
KMcnorT

OxucnurensHoe chocchopunuposaHme

' v -

H20 AT®

DTanbl OMOJIOrHYECKOT 0 OKHUCIIEHHU

laman

nepeBapvBaHnE NULLM MPOMCXOANT B KULLEYHUKE NN B IN30COMaXx Npw pacLlensieHum

YK€ HEHYXHbIX MOMEeKyn U 0CcBOBOXAaeTCs OKONo 1% 3aHepruu, B BuAe Tenna.

Il aman

BelectBa, 06pa3oBaHHbIe NPy BHYTPUKIETOYHOM MMAPONM3E UK NPOHUKAIOLLME B KMETKY U3 KpOBU, 0ObIYHO NpeBpaLLatoTcs B TMPOBUHONPaaHyH KUCHOTY,
aueTUNbHYHO rpynny (B ctaBe aueTun-SKoA), n B HEKOTOpbIe Apyrne Mernkme opraHnyYeckne MoreKyrnbl, TPOUCXOASAT B LUTO30MM 1 MUTOXOHAPUN.

YacTb 3Hepruu paccevBaeTcs B BUAe Tenna v npumepHo 13% sHeprum BelLecTBa yCBauBaETCS B BUAE Makpoaprnyeckmx cesasen ATO.

Il aman

Bce peakumm aToro atana nayt B MUTOXOHAPUsX. ALeTun-SKoA BkntoyaeTcs B peakummn Lukna TPMKap6oHOBbLIX KUCIOT U OKUCIISIETCA A0 YINeKMCnoro rasa.
HAL n ®A[l BoccTaHasnueatotes 4o HAOH n PA[JH2 nepeHocaTcs B AbIXxaTernbHYHO Lenb Ha BHYTPEHHEN MembpaHe mutoxoHapui. anee
okucnurtenbHoe choccopunmpoBaHue n obpasyercs soga u AT®.

YacTb BblAENEHHON 3HEPTMN pacCenMBaEeTCs B BUAE TEMNa 1 OKOSO 46% SHEPrM MCXOOHOTO BeLLeCTBa ycBauBaeTCs-3anacaetcs B cBaA3ax AT n [T, SHeprus,
BbICBOOOXAaemasi B peakumsix katabonmama, 3anacaeTcs B BUAe CBsi3el, HadblBaeMbIX MaKpo3pruiyeckummu. OCHOBHOWN U YHUBEPCANbHON MOMEKYIION,
3anacatoLLen aHepruto, sensetcst ATO.

Knaccudukauusi opraHnamMa no Tuny NUTaHus

Mo xapakTepy nuTaHus AenaTcs :aBToTpodbl M reTepoTpodbl.....No crnocoby HakonneHust aHeprumn: poToTpodbl M xemoTpodbl. Mo ynoTpebneHuto kucnopoaa
a3pobbl M aHaapobbl



Peakuum obMeHa
AT® + H,0 -~ Afl® + H,PO,

JK33proHM4yeckKkume — peakuum obmeHa,
nayuwme c BelpeneHmem sHeprum (AG<O0). AGe = -29,2 k[Dbx/Monb
BHABPFOH""IQCKHG — peakumnmn obmeHa, 3K39pr0HVIquKaﬂ peakuua

nayume c notpebineHmnem sHeprnm (AG=>0).
Conpsi>XeHue - Mnpouecc nepegavym sHeprumm C6H1205 + H3PO4 e
OT DK33ProHUYECKUX K DSHASProHUNYEeCKUMm
peakuunam, a ABe peakuumu, oAHa U3 KOTOpbIX © rmoKo3a-6-obocobaT + HZO
6e3z ppyrom wmaTM HEe MOXET, Ha3blBaloTCH

COMPSX>KEHHBLIMU. AG° = +13,1 kx/Monb

SHAeproHuYyeckasn peakuusa

3) buonoru4yeckoe okncneHne. Ponb 0TeYECTBEHHbIX M 3apyBeXHbIX YYEHbIX B Pa3BUTUM y4eHust 0 buookucnenunm (Jlasyasee, bax, MNMannaguH,
Mwutyenn, Ckynayes);

Buonornyeckoe okucneHue

Buonornyeckoe okucneHue — 370 COBOKYNMHOCTb OKUCITUTENBHO-BOCCTAHOBUTESBbHbBIX NPEBPALLEHNI Pa3NIUYHbIX BELLECTB B XMBbIX
opraHuamMax. OKUCIIUTENbHO-BOCCTAHOBUTENbHLIMU HA3bIBAKOT peakuun, NpoTeKaLme C UBMEHEHNEM CTEMNEHM OKUCTIEHNSI aTOMOB BCreacTBMe
nepepacnpeneneHns sreKkTPOHOB MeXAy HUMMU.

Tunbl NpoLeccoB GMONOrMYeCKOro OKUCIIEHUA:

1) aspobHoe (MumoxoHOpuUanbHOe) OKUC/IeHUE NpeaHa3HavYeHo AN U3BMEYEHNsT SHEPTUKN NUTATENbHBLIX BELLECTB C y4acTMeM KUCIopoaa u
HakonneHumn e€ B Buge ATP. AspobHoe OKUCIEHME Ha3bIBAETCH TaKKe MKaHe8bIM ObixaHUeM, NMOCKOIbKY NMPW ero NpoTEKaHUN TKaHW aKkTUBHO
noTpebnsaT KNCnopoa.

2) aHaspobHoe OKuCeHuUe — 3TO BCOMOraTenbHbI CNocob n3BnedeHns aHeprum BellecTs 6e3 ydyactus knucnopoga. AHasapobHoe okucneHme
nmeeT 6onbLIoe 3HaYEeHME NPU HEAOCTATKE KUCIOPOoAa, a Takke Npu BbINONTHEHUM MHTEHCUBHOW MbILLEYHOW paboThl.

3) MUKpOCcoOMasibHOE OKUCIeHUE NPpefHa3HavYeHo Ans 00e3BpeXnBaHns NeKkapcTB U 9408, a TaKKe AN CUHTE3a pasfMYHbIX BELLECTB:
afpeHanvHa, HopagpeHanvHa, MenaHvHa B KOXe, KonareHa, XXUPHbIX KUCIOT, XKENMYHbIX KMCIOT, CTEPOUAHBLIX FOPMOHOB.

4) ceob00HOpaduKaibHOE OKUCIeHUE HEOBX0aNMO AN perynsaunm 0OHOBNEHUS U NPOHMLIAEMOCTM KIIETOYHbIX MEMOpaH.



CyulecTBYIOT 2 TUNA AbIXaTeJIbHOWU LIeNnu .

1.anuHHaa AL HAL 3aBucumas( 50, 40, 110 k[x/Mmonbk) nocne
«B» ---C1 -?

2. kopoTkasa OU ®AL] saBucumag

Cxema AabixaTesibHOM uenu

H.0
—n 2 H" l

! 2ir 2¢ 2 Ze ‘ I
AH, HAQ DOMH.H,; 2Fe> 2Fe*"

)ﬁ\

N ZFQ s Oz
Xm Xm S - X X
A HA 1.H-> DOVIH A 2Fe* e

e 2ey ! o w‘d, f

AP + P
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PEZIOKC-TIOTEHLIMAN (P-N)

- 3T0 XMIMUYECKan XapaKTepucTuka
CMIOCOOHOCTY BELYECTBA NPUHIMATL I
VAEPKUBATb ANEKTPOHbI. Bbipaxaerca B
Bonbrax (B).

* Camblit HU3kvi P-I1 IMEET HauanbHO 3BEHO
AbixarenbHou Lenu HAZVHADH, =- 0,32 B

 Cambiit Boicoku P-My H,0/0,= 082 B,
DACMONOKEHHONO B KOHLE LienK.

* [TepeHOC NPOTOHOB BOAOPOAA 1 ANEKTPOHOB

BOSMOXEH TOMbKO B O4HOM HanpaBneHuy - B
NOpAAKe BoapacTanus ux P-M1.






Makpoaprmnyeckme coeauHeHUs —

coeanHeHus, Npu rmaporin3e KoTopbIix
BbicBOOOXaaeTcsa 6onee 30 kx/Monb
3Hepruu.

1. ATO, I'TO, UTO nta., AP

2. KpeatuHdpocoar

3. 1,3-gucornnuepuHoBas Kucnorta

4. ®docgpoeHonnupysar

5. Kapbamoundocgar

6. CykumHun-KoA

7. AueTtnn-KoA



AT®D — aneHO3UH Tpudocdar

H,N
-AG= 35
kx/monb \N
N
0o o o 3/
O—P—O~AP—-0~P—0 NT N
| A | | AZleHVH
S |6 e %
OHOH
MaKpP Ospruyeckue cBs3un 1

PUOOHyKkneoTuy



MaKpo3apruyeckue coeguHeHU

O\\?/OH
ﬁ_ O~PO;H, _ja5
H,C kOx/mMonb
docddhoeHonnmMmmupyesar
O
e o
C—O—~—PO.H
I 3 7
H(Ij— OH
H2 C— OP03 H2 ~AG=50

1,3-Omncpocddornvuepar kOx/Monb



Makpospruyeckue coeguHeHUA

l:;lH
C—NH~PO3H->
N CHa

CH-2 -AG= 43 k[lx/monb
éOOH

KpeaTuvHdocddaT

CH,
C ‘:}o AG= 35
‘LS-KOA k[x/Monb

aueTun-KoA



Jtanbl YHUPULNPOBAHUA IHEPIrM NULLEBLIX BELLECTB
n obpa3oBaHUA CVOCTDATOR TKaHEeBOro NAbIiXxaHus

Karabonmam oCHOBHBbIX ShpEl YIeBoas! Benkn
NULLEBbIX BELLECTB o \ 13 l I
HupHble MmuuepuH Mroko3za AMVHOKUCIOTbI =
KMCNnoTbl 2 P .
) W0%E |
| — pacwenneHune B ’ .
NUWEBAPUTENIBHOM TPAKTE; MupysaT !
Al
Il — cneunduyHbIE NYTU
KaTabonusma (1-5); AueTus-KoA

7l\> HS-KoA

Il — obwuim nyTL
KaTabonuama:

6 — oKkucnauTenbHoe
AeKapbokcunmpoBaHue
nuMpyBaTa;

7 — UUTPATHbIN LUUKA;
8 — ppbiXxaTtenbHasa uenb

60% E | 1N




Oo6wue nyTn Katabonuama

1. OxkuciaurejbHOE
NeKAP0OKCUIMPOBAHUE
HUpOoBHHOrpaaHon KUcJa0Thl (IIBK)

2. Illuka Kpeoca (I1TK)



NnMiaPOBUHOI PAﬂHOM KUCJ0Tbi

MynabTU(PEepPMEeHTHbIN
NMUPyBaTaeruaporeHasHbii KOMNAEKC
JIoKanusauma: MaTPUKC MUTOXOHOPWUNA.
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OKkucnuTenbHoe aekap6oKcuIMpoBaHue nupyesara
NPoOxXoauT B NUpyBaTAernaporeHasHoM Kommnnekce

T b Peakuun cuHTesa auetui~KoA
Ep—TA® » i=0 —TO' Eq—T®—CH—0OH
Hay | Ha
Mupyear co2 MapakcuaTin
Eg H
Er—TAe—SCH—0H + Ez—nx::i —_—> Ey—TO4® +« Ez—n Ng—C=0
H3 il’l3
AueTHn
Ez SH HS—KOA
-
e:—ﬂf(<:“ —0 * HS—Ko A ———————m—n EI—HK\SH + :
- 3
Auerun-S-KoA
Eg )

SH
ErﬂK{su + E3—o0A ——> Ez-—ﬂ."({i + Es3—oALHZ

Ez—oAnH2 * HAQY > E3—@Af] + HAQH+H'



MexaHu3mbl cuHTe3a ATO

1. CybcTpaTtHoe hochopunupoBaHue

Cy6bctpat~®P Mpoaykr
ALD (A-D~) ——= > _A ATD (A-D~D~D )
JHeprma XMuMmM4yeCckom cBA3un

2. OkucnurtenbHoe hocdopunmpoBaHue
Cy6cTtpart-H, x HAL"
MpoaykT HAOH, + 720, HAL* + H,0

AOOD + ®H | — ATO®

JHeprua aNeKTPpoXuMmuyecKkoro noreHuumana




NMuposuHorpaaHas Kucnota

CH,—CO—COOH

T~

co,

HAAH « H'

Mupysargernaporedasa

CH3%~«;mm

o) KoOHABHCHMPpY HOULHHA
hepmenT

llaseneroykcycHasn
KHCADTa COOH
1

fA6nounan HOOC—?HOH Aernnporenasa
HOOC—CH,

Knucnorta

bymapoean

H, C COOH JNumokHHan

HAAH - HT CIO OC SOOLH Kucnora
(i:Hz""—’H I H-0

ADNOYHOH KWUCADTHI

| ®ymapasza |

kucnogrta HOOC— CH

DAAH

DAL

HO

HOOC— CH

DernaporeHasa
AHTAPHOW KKUCADTHI

OC_?H 2

HOOC—CH,

filuTapHana Kucaota

[Td + KoAS H CH2

Cyxununn-KoA-
CMHTETa3a

| Akonntasza | HC—COOH

C—CO OH Uwuc-axoHuToB2RA
| Kucnota
H,C—COOH
+H,O

HO?—CO OH
HC—COOH W3onumoHKanA

COOH ox - KerornyrapaT- COOH

LBTHUAPOreHasa

HS KoA

HAOH-H™Y

| KucAaoTa
Adernwaporenasa 17.9: 0 -
M30NMMDHHO#A
KWUCAOTHI
HAA®H - HY

OC—COOH

|
HC—COOH llasenescAHtapHan
Kucnota

i
co H,C—COOH
qHs
CH,

v COs
COOH
X -KeToranyrapoeas
KMCnoTa
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Ponb yukna Kpebca

* O6wmu nytb katabonusma Y, b, XK ("o6wmnn merabonmnueckmnm
koten")

MNocTtaBwuk NPOTOHOB BOAOPOAA U I/1EKTPOHOB AN
AbIXaTesIbHOW Lenwu

NCTOYHUK 3HEeprum
3HAOH2 X 3 AT® =9 ATO®
1®A0H2 X 2 AT = 2 ATO
11T = 1ATO®O

Utoro: 12 AT® (ob6bpa3yercs npu OKMC/IEHUU 1 MONeKynbl
ayeTun-KoA)

* OcywecrsneHne B3anMmocssizm obmeHoB Y, b, XX uepes
cybcrpartbl umkna Kpebca:

- TpaHCAaMMHUpPOBaHNE AaMUHOKHUCIIOT
- A€3aMUHMUPOBAaHNE AMUHOKUCAOT
- rNHOKOHeoreHes



Annocrtepuyeckue perynauum umkna Kpebca

 AQ®/ATOD (yBenuyeHue ctTumynupyer
LUTK, ymeHbLLIeHe TOPMO3NT)

- HAQ"/ HAOH+H" (yBenuyeHune ctumynupyer
LITK, ymeHblLLEHNE TOPMO3NT)

* YBenunyeHune koHueHTpauun LLIYK, auetnn KoA,
MHCYNWH cTumynupyroT LI TK.



denepanbHoe rocyaapcTBeHHOE OOgKeTHOe obpa3oBaTenbHOe
yupexaeHue Bbiclwero oopasoBaHus «ballKUPCKMN rocyaapCcTBEeHHbIN
MeaULUHCKUN YHuBepcutet» MnHucrepcrTsea 3gpaBooxpaHeHus
Poccuuckon ®epepaunn

Nexkuusa Nei14:

Bbuonornyeckoe oKkucrneHue, TKaHeBoe
OblIXaHWe U OKUCNuUTenbHoe
docdhopunupoBaHue.



KntouyeByto pornb B SHEPreTUYECKOM OOMEHE KNETKN UrpatoT
MUTOXOHZ P

HapyxHasa mMemMOpaHa (cogepxur
6ernok NopuH — nopbl 2-3HM, BbICOKas
NpoHNLUaeMocTb Monekyn Ao Sk/la.
TakKke ecTb NEPEHOCHUKN ANS KPYMHbIX
MOMeKyn)

MexmemMbpaHHoe npocTpaHceTBo (10-
20HM, cocTaB NoXoX Ha uuTonnasmy)
BHyTpeHHAA MeMbpaHa (umeeT BHYTPEHHAR BHe
CKITaZ KM, COAEPXKUT 6enku 70% Kp‘ucra' MaTpukc Memﬁpaua Mew
(dbepmeHThl LIOD, TpaHCnopTHLIE),
dochonunug kapanonunuH ¢ 4 XKK,
HenpoHuuaemMa 4118 NPOTOHOB)
Matpuke (4o 50% 6enkoB: hepMeHTb!
LITK, B-okucnenunsa XXK, AT n ap.,
MTOHK, MTPHK, puocomsl)

h | '"l' \‘ ‘:
o y
% a%lﬁgw 75‘5{;%}




IVIVITOAU RO P VIV

MuTOXOHAPUN MIeKONUTaOLLMX 00ObIYHO coaep»KaT OT ABYX A0
OECATU UAEHTUYHbIX KON KonbueBbix monekyn AHK

Y YyenoBeka B MUTOXOHAPUAX 16565 nap HYKNeoTuaoB U COAEPXKUT 37 reHoB:
« 13 KoaupyroT BuocuHTes Benkos, 616580

« 22 aBnsatoTcsa matpuuein ansa TPHK, jiicd

« 2 asnawTtca matpuuen ana pPHK

| T14709C |

) _[T1a577¢|

CR256T
NADH-aerugporeHasa e
(komnnekc 1) Ak
KocdbepmeHT Q Tooec | ——

mitochondrial

LINTOXPOM C i
peayktasa/LinToxpom b
(komnniekc 1) s
|Compéx | INADH
LUWTOXPOM C OKCUAa3a Complax 1t {UbIGUINOECY? ¢ OxKdomduclase)
(komnnekc V) [Cotmpiax IV (Gt ¢ Gxicasa) |
ATD-cuHTa3a (KoMnneke — |Compsviaesynihese ]
V) we;ass'
pPHK e

[Mutations assoclated with diabotes)
TPHK | ‘ |



icTopua pa3BUuTuUa y4yeHuda o

OMONMOrMYeCKOM OKUCIIEHUM
l. AHTyaH JlopaH Jlapyasbe (1743 — 1794) — dopaHLy3ckmnm

XUMUK — B 1777T. BepBble npaBuiibHO UCTONKOBars ABMeHne
ropeHusi kak npouecc coegmHeHus sewects ¢ O,. Tk.

ropeHune u abixaHne conpooxaarotcs notpebnennem O, un
BoigeneHne CO,, oH Npeanonoxun 4to, B X OCHOBE JIEXUT
OAWH NpoLecc.
Ho y abixaHna 6b1nm cyLecTBEeHHbIE OTIIMYMNSA OT rOPEHUs, NOET:
v’ MPU HU3KON TeMMnepaType;

v’ ©e3 nnameHu;
v’ B MPUCYTCTBUU BOAbI.




B koHue XIX Beka pycckue uccnegosarenn A.H. bax n B.U.

[TannaavH, paboTtas He3aBUCUMO APYr OT Apyra, NPeanoXxXunn

OCHOBHbIE TEOPUN ANS ODBACHEHUS NPOLIECCOB, NMPOTEKaLWMX B »
BMONOrM4ecKoro OKUCNEHUs.

Il.  Anekcen Hukonaesuy bax (1857 — 19
B 1897r cdopmynuposan «NEPEKNCHYIO TEOPUIO
MELOJIEHHOIO OKUCJIEHWUA», cornacHo KoTop:
monekyna O, cHayana akTuBMpyeTCA B peayrbTa

paspbiBa ogHon ero ceasu (-O-0O-) n npucoegnHeH
OopraHn4Yeckum BeLlecTBamMm — OKkcuaasam.

AkTuupoBanHbit O, npu B3aumogencTaum ¢

OKUCNAEMbIM BELLECTBOM 006pa3yeT Nepekucs.

O O

| + oxcnmaza —| >0chmaga + S — > oxcHaaza +

O




1. B.W. NannagunH (1859-1922) — pycckuit yueHblit GoTaHNK 1

onoxumuk — cosgan teoputo «KAKTUBALIN BOLOPOA», npeanonoxus,
oKucneHune cydbcTtpaTtoB MOXET NPOUCXOAUTb B 2 CTaANU:

v' AHaspobHas asa: ocobble BellecTBa xpomoreHsl (R)

oTwennsatoT H ot cybecTpartor 1 BoccTaHasnmearotes (R

A3spobHasa dasa: BoccTtaHoBneHHbIe XpomoreHbl RH,
nepepatot H Ha O,

aHa3p06Haﬂ O 331306%’1 O

R daza RH2 daza

e




1V. L AGJIDFRCVYILLITCK oNnmaTviiCJIDHDIVI DN A D vivuwiicogavoan
BO BHecnu psag n Apyrnx yYéHbIX.

BoT HekoTOpble U3 HUX:
v KennuH [lensuna (1881-1963) oTKpbIn LUTOXPOMBI.

YcTtaHoBun, YTO OHM CNOCOOHBLI NepenasaTh H " ne c
okmcnaemoro S Ha O,

v’ LLleHBaWnH nokasan, uyto BO — kaTtanuTU4eckuit NpoLiece, B
KOTOPOM MCMONb3YETCH aKTUBHbIA KUCIOPOA,

v Ommo [eHpux Bapbype otkpbin

depmeHT(E) — uutoxpomokcuaasy;,
paboTaroLLyro Ha 3akntounTensHom atane bO.
[Mpouecc BO npencraBnsaeT He TOSbKO
NpoLecChbl AernapupoBaHns, HO U

aktusmposarus O, xenesocogepxaymu E.



v’ [eHpux OTT0 BUnaHg yCTaHOBWUII, YTC

MPOLIECC OKUCITEHUSA MOXET peanu3oBar
B aHa3pPOOHbIX YCNOBUAX C UCMOSb30BaH

AreMeHTOB BO4bl.




BrosHepreTuka-Hayka o 3HepreTU4eckmx npespaLleHnsx B opraHname. C TOUKU 3peHUsi TePMOAMHAMUKN OpraHn3M
OTKpbITas cuctema. SHeprusi BbICBOOOXAAETCSA NPY OKUCINEHUN BENKOB, XKUPOB U YINEBOAOB B KNeTKax,
aKKyMynUpYeT B BUAE MaKPO3HEPreTUYeCKNX CoeanHEHUN
Mo xapakTepy NUTaHUS OenATcs :aBToTPOMbl U reTepoTPodbI. ....No cNocoby HakonneHMs aHeprumn: poToTpodbl 1
xemoTpodbl. Mo ynoTpebneHuto kncnopoaa aspobbl U aHa3po6bI

fﬂ IMurTanue CaKTepuii ]%

ABT T l Tereporpodnl ‘
CuHTE3UpPY FOT ITuTaroTcsi TOTOBBIMH
opraHHUYEeCcCKHEe BelllecTBa ’ OpraHHUYEeCKIMH
13 HEOPIraHUYECKHUX. BEIIIECTBaAME.
HMCcriones3yFOT COJITHEYIHY FO Tlapazurbl J

SHEPIHIO.
Canporpod sl J

uMmaHobGaxkTepum
ITunTaroTcsi MEPTBBIM

OpPpraHHU4YECCKHMM BCIIIECTBOM

. CumMGHOHTEI J

B3anmMOBBITOIHOE CO>KHUTEJIIBCTBO C
OAPYTHUMH OPraHHU3MaMI.
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OpraHuam YyernoBeka retTepoxeMoTpoOdHbIN haKynsTaTUBHLIM a3PO0HbBIN OpraHn3m

CnocoOp1 mHTAHHS
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[Mpn oKMCNeHnn pasnnyHbix B-B 0.K.y. BbICBODOXOAETCA SHEPrus , KOTOpasi BblAeSsIeTCS B
BUAE MaKpO3HEPreTUYEeCKNUX COeaANHEHUN( COOEPXKNT CBA3N BoraTtomn aHeprmen

MakKpo3pruyeckue coeguHeHus

m Fcin IHECPI'A, OCB06OH{,I[aIO]J_[aﬁCﬂ IPH
HIPOJIH3E BelecTB, mpeBbinraeT 30
K ox/moub (7,3 KKAJI/MOJIB), TO
I'HapoJaH3YEMasl CBA3b —
BBICOKOIHEPreTHYECKASI,

(MakpoIprudeckas, ~ ).

Magpo3pruyecKue CoOeIHHCHUA — BelleCTBA,
colepsKaIlue B CBOEM COCTaBe
BBICOKOIHEPreTHUECKHE (MaKpO3prUIecKie )
CBSI3H, IPH THAPOJIH3E KOTOPHIX
BBICBOOOKIaeTCA 0oJiee 30 K/ snepruu Ha 1
MOJIb CBA3EIL.




Bo
B OpraHM3Me YernoBeka 1 XXNB-X MMEETCH HECKOSbKO KITacCOB MaKpPO3HEPreTUYEeCKUX CoeanHEHNN
1. AT®
-AG =35 n>x/mornb

— yYyHUMMBepcaJiIbHBbINN MCTOWHUMK
SHepIrrmm B KrierTke

— NH
_ | -AG =35 i g
N\ — =
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; OH OoOH
MakposaprmmydyecKuvie cssAa3um -AG =35



MaKposaprnyeckme coegmHeHuUA

NH
I

C—NH~PO3H2
!
hl‘ R CH3

-AG =34
?Hz K[>/ Monb
COOH
KpeaTtuHdocdoar
O OH
N S
]
C—O~PO,H,
1 AG =52
H,C kIX/MOnb

¢docchoeHoNnnupyBar

O
N\ o
C—O~PO,H,
HC—OH AG 250
K[>X/Mornb
H,C—OPO,H,
1,3-0undcoccdhornnuepar
CH,
c=°
US-KOA  c-3s
K>K/MOnb

auetTun-KoA



CNocobbl CUHTE3a MaKPOIHEPTETUYECKUX COEANHEHWI
6e3 kucrnopoaa. 3a CHET SHepPrum Makpo3HepreTUYecknx cesasen cybcrpara

Cyb6ecmpamuoe rochopunupoeasnue AH® woer 3a cuer aHeprim

MaKPO3Prm4eCcKkmnx Cessen coeamHermn (1, 3-oncgrocornmuepara m
6e3 kucnopoga. 3a CHET IHEPTUMN MAKPOIHEPTrETUYECKNX

cBa3eun cybcTpata

Oxkucnumenssoe hochopunupoeanue AP - npespaweHme AN® e ATP

C ydyaCTnem Kucropoaa. nponcxogunuT B MUTOXOHAPUA C
ydyacTtnem AblxaTernobHou uenu . T.e uenu nepeHocCa

NPOTOHOB



1. CybcTpatHoe
dochopunuposanHumne*

CHavana obpasyeTca opraHU4YecKaa MONEKYNa,
cogepawan pochartHylo rpynny, KOTOpPYO
MOXHO Nnerko nepeHectu Ha AP ¢
obpasosaHuem ATO (pochopunmnposaHume)

Takoe npomekyToyHoe coeguHeHne
Ha3bIBAETCA MaKpoO3pruyeckoe, nam
coegMHEeHUe C BbICOKMM NOTEHLNaN0oM
nepeHoca dochaTHOM rpynnbl

Maxpoaprmqecme Bewecrea:

— Bce Hykneotuarpudocoatol (HTO un gHTD)

— 1,3-bucdocdornuuepar (1,3-6r)

—  ¢ocdoeHonnupysart (PEN)

— KpeatuHdocdaT (bocdokpeaTuH)

—  CYKUMHuAN-KoA

— auetun-KoA
BCTpeqaeTcn B HECKOZIbKUX meTabonmsyeckux
npoueccax: B mukonuse, UTK, rnnkoreHonuse

He Tpebyer O,, 6bicTpbINA NpoLece, AaeT mano
3Heprum

CywiecrByeTt Bcero 2 cnocoba cuHtesa ATP (1.e. pochopunmposanua AAP)

2. OkucautenbHoe
dochopunmuposaHme*

MNpucoegmnHeHne HeOPraHMYecKoro
docdara K AJ® c o6paszoBaHuem ATO

Bcerga nponcxoamnt B MUTOXOHAPUAX —
TONbKO oauH pepmeHT (ATDcuHTasza)
cnocobeH KatanmsmposaTb OKUCAUTENBHOE
dochopunmposaHue

TpebyeT O,, meaneHHbIN Npouecc, gaet
MHOro 3Heprum (0cHOBHOM cnocob
NONYYEHUA SHEPIrUM KNETKaMM)

* ecnm coBCceM TOYHO, TO «cybcTpaTtHoe pochopunmnposaHme
AL ®» n «okucnnTensHoe pochopunuposadmne AQP» HO
«Ald» Bcerga NPONyCcKaloT, Kak camo coboi pasymetrouseecs,
TaK Kak 8 99% cnyyaes peyb uaer umeHHo o6 AQD



CNocobbl CUHTE3a MaKPOIHEPTETUYECKUX COEANHEHWI
6e3 kucrnopoaa. 3a CHET SHepPrum Makpo3HepreTUYecknx cesasen cybcrpara

Cyb6ecmpamuoe rochopunupoeasnue AH® woer 3a cuer aHeprim

MaKPO3Prm4eCcKkmnx Cessen coeamHermn (1, 3-oncgrocornmuepara m
6e3 kucnopoga. 3a CHET IHEPTUMN MAKPOIHEPTrETUYECKNX

cBa3eun cybcTpata

Oxkucnumenssoe hochopunupoeanue AP - npespaweHme AN® e ATP

C ydyaCTnem Kucropoaa. nponcxogunuT B MUTOXOHAPUA C
ydyacTtnem AblxaTernobHou uenu . T.e uenu nepeHocCa

NPOTOHOB



Katabonmn3am oCHOBHbIX
NULLEBbIX BEL,eCTB

| — pacwenneHue B
NULLLEBAPUTENIbHOM TPAKTE;

Il — cneymnduyHbie nyTn
KaTabonusma (1-5);

Il — obwuit nyTb
KaTabonmsma:

6 — oKkucauTenbHoe
AeKapboKkcunumpoBaHue
nMpyBaTa;

7 — UUTPATHbIW UUKA;
8 — AbIXxaTenbHaa uenb

Knpbl

Yrnesogs!

\ l“

HupHble MmuuepuH MoKo3a

KMCNOThb!

bBenkn

AMWHOKUCNO



Oxkucn. pekap6b MNBK Heob-nnpouecc, KOTopbIN NPOTEKAET B MUTOXOHOPUMUC y4acTUEM MyIbTU pepMeHT
KOMMneKca cocTaB KoMnarekca BXoadaT 3 pepMeHTa n 5 kopepmeHTa

niPOBUHOI PA,ﬂHOM KNC/OTbI

MynbTU(PEPMEHTHDbIN
NnUPyBaTaeruaporeHasHbii KOMNAEKC
Jlokanu3auma: MaTPUKC MUTOXOHOPUNA.




- ,qEKAPBOKCMn APOBA,

MUPOBUHOMPAOHOU KUCHOTbI




CyMmmapHoe ypaBHeHue

OkucCaUuTEeIbHOE JSKAPOOKCUITUPOBAHUE
HHpOBI/IHOFpaLLHOﬁ KHUCIIOTHI

CH.,.-CO-SCoA
Anermii-CoA

CH,-CO-COOH ~-CO-
IIunyBar
NAD™" NADH—!—H+ l

HS-CoA

Ik
I[blxaTeJI bHAas KpeOca
nenb



KPEBC
Xanc AA(MMI)
1900-1981

Linkn TpMKap66HOBblx KUCNOT

(LlTK UUKIT er6ca uumpame/u UUKIT, UUKIT
JTUMOHHOU Kuciomsl) —

LeHTpanbHasa YacTb 00LLero nytTn katabonmama,
LMKITNYECKNIA BUOXMMUYECKUI NPOLECC, B XO4€E
KOTOPOrO aLeTUbHble! OCTaTKu OKUCOATCA A0 AU
okcuaa yrnepopaa (CO,). oguH umkn LITK
obpasyetcs 2 monekynbl CO, 3 HALH, 1 ®ALH.
11T (unn ATO)

ANEeKTPOHbI, Haxoasawmneca Ha HAOH v CDA,EI,HZ, B
AanbHenLweM NePeHOCATCA Ha OblXaTENbHYIO LIENb’
rae B Xo4e peakuui OKUCIUTENBHOIO
docdhopunmpoBaHus obpasyerca ATO.
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Hs Lliommparmcusrvnaza cCOOo Axonionaza
<2 20 HO gHéoo- 110
"SKoA Y
F\" C::H:
ArreTioi-Ko A HS-KoA COO
Ilzrpar
AT EAIIACKICE cCOO };1)'3; z;zu?_a' p(jvmaezuépoeeHma cCOO
: QB ORCLLTIP VIO AR )
~H-O ¢H2 N ¢H3
H-C-COOo 2= H-C-COO — =
CH-OH . <=0
COoo HATT HAIH-+H COO
Hzormrrpar OxcanToCVKLIIEHAT

HAT ~H-O+2.SATD

(':OO- . CcCOO CAR e EL TP ORK LEHAZ
CH-> - ORKCOSTNVINAD BN OCSLOPOSEHAZA i gyl
EHS CHo Mg~ .
- CO, =0 Oy Sy ﬁgf‘b Y Faa
COO -CO, HAT HATH+H O "SKoA HS-KoA TIO® 1&g LA D

2 -oxcorivTapar Cyxipraour-KofA P

HA T +H-O+2,5S ATD

iy xreozio-
SubocdHari-
Kumaza

IO+~ ATD

_ Caxyzerari- D
CcCOO - COO MaApasa
(::H2 Dezsidposeaza H (.l.: ~H-O i O—g?Ho- _;\[a.varnfeu@pvoee;iaea
CH> CH EH,
CoOO q:A/?o:I)A TH - COO oo HQ/)\":[—HA TTHH
CyrxrgpiHaT Drymapart MaraT

HAI +H,O+2,

rEi
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OxcanoarreTar
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