OcobeHHOCTN
obmMeHa
OTAENbHbIX
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PYHKUNU LUCTEUNHA - Y4acTne B PONAUHre
6enkoB 3a c4eT CNOCODHOCTM TUOrpynnbl
LucTenHa obpasoBbiBaTb ANCYbOUAHbIE
CBA3MN.

[1pn aTOM 2 OocTaTKa uuctemHa opmMmpyroT
MONeKyny LNCTUHA.

JTa OKUCNUTENbHAasA peakuus NpoTekaeT nmdo
HedpepMeHTaTUBHO, NMMOO C y4acTnem pepmMeHTa
LMCTENHpeayKTasbl, KOpepMeHTOM KOTOPOWU
asnaetcsa NAD”

CH,-SH CH,-SH NAD*  NADH+H" CH,-S -S-CH,

CHNH, + CHNH, o CH-NH, CHNH,
COOH~  COOH et COOH ™~ COOH

UHNCTEUH UWNCTEWH HNCTUH



HapyuweHnua oomena LINCTEUHA

OObpa3oBaHue roMOLMUCTUHA MPU
HapyLlEHNN UCNONb30BaHNSA FOMOLIMCTENHA

CHy-SH CH5-S:8-CH5
2. CH> CH; CH,
CH-NH) CHNH, CH-NH,
COOH COOH“ COOH
floMoLMUCTEUH [OMOLIMCTHUH

[OMOLMCTUH HakKanMBaeTCs B KPOBU U B TKaHSX,
BblOeNAeTCcA C MO4YOW, Bbl3blBasi FOMOLUCTUHYPMUIO.

[MPUYMHLI - TMNOBUTAMWUHO3 PONTIMEBOUN KUCNOTHI, a
TaKxe BuTammHoB B, u B...



OucynbduaHblie CBA3U CTAOUNU3NPYIOT
NPOCTPAHCTBEHHYIO CTPYKTYPY nonunenTnaHo
Llenn UM cBA3bIBalOT Mexay cobon 2 uenwu
(Hanpumep:A n B-uenu B Mosriekyne UHCynuHa).
O4yeHb MHOrne 6ernkn n PepMeHTbI coaepxaT B
aKTUBHOM LleHTpe SH-rpynnbl, y4acTBylOLLINE B
Katanuse. ['1lpn nx okncneHmn dpepmeHTaTmMBHas
aKTUBHOCTb Magaer.

BocctaHoBneHne SH-rpynn 4yacto NpomncxoguT C
MCMNONb30BaHMEM FRyTaTUOHA - TPUNENTMAA,
cogepkallero ramma-rinyTaMmmHOBYHO KUCTIOTY,
LMCTEUH U MUUKUH. [ NyTaTUOH UMeeT 2 POPMBbI.
BoccTaHoBNeHHYo (-SH) n okucnenHyto (M-S-S-N) m
ABNAETCH aKTUBHbIM aHTUOKCUOAHTOM.



YyacTue rmytaTuoHa B BOCCTaHOBNEeHUU
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LMCTENHA, KOTOPbIA OCYLLIECTBIIAETCA 3a CYET
aekapbokcunnupoBaHus nNPon3BoaHbIX LIUCTEUNHA -
LMCTENHOBOMN U LUNCTENHCYNbMOUHOBOWN KNCNOT:

NHa*
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| X
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OYHKLUWUN TAYPUHA-
» CUHTE3 XXEITYHbIX KUCIOT B NeYeHN
» aHTUOKCMOaHTHasA 3allnTa

OBLLASA CXEMA ®YHKLIUNA LINCTEUHA

benku

? [nyTaT1OH

TaypuH

LUCTEUH
HS-KoA

\
XI‘ImpyBaT — OlK — [ntoko3a

Cynbdatel — Moua



METUOHWH - HezameHnmaa AMK,
O[HaKO OHa MOXET pereHepunpoBaTbCH
M3 roMoLUnCTENHA.

CnepnoBaTenbHO, He3aMeHUM MMEHHO
OMOLIMCTEWUH, HO eANHCTBEHHbIM ero
MCTOYHNKOM B OpraHu3me sBnsieTcst METUOHUH.

B nuwe romounuctemHa KpamHe mano, No3ToMy
NOTPEOHOCTN 4YerioBeka B TOMOLMCTEUHE W
METUOHUNHE obecneydmnBaroTCS TOSbKO
METUOHUHOM MULLN.



Ob6wan cxema metabonnama MeTMOHUHA coeo

METHOHHH — = SAM Cunres:
« AapeHanuHa

1 « XonuHa
* Kpeatuna

heTin- « KapHuTHa u ap.
Ha-donar B12 < | 3 \ E h
CH,

MeTunen- ¥ \
H4-donar B)2ig)
FOMOLIMCTEHWH 7 SAT OGe3BpexuBaHue:

» TOKCHYHbIX
H4-donat ueTabonuToB M

AneHo3uH * IEKApPCTBEHHbIX
2 Bewecrs

[ nuumH CepuH SR

OMOCEPHH
LUCTEWUH

1-peakunn TpaHCMETUNUPOBaHUA, 2-CUHTE3 LMCTEUHA, 3-pereHepaumnd
METUOHMHA.



MeTabonusm PEHUNAJTIAHUHA

2 OCHOBHbIX NYTU. BK/THOHEHUE 8 beriku

N npespauieHue 8 mupo3uH

Tnpo3unH - 3ameHnmasa AMK, n npeBpalleHne B Hee
deHnnananaHnHa NnyTem rmgpoKCcMnnpoBaHnS
HeobXoaMMO TOMNbKO And yaaneHunst n3bbiTka
doeHunanaHuHa.

Peakuna katanmanpyertca cneundgunyeckomn
MOHOOKCUIreHasoun - peHunnanaHMHrmngpoKkcmnasou
(kodpepmeHTbI - TeTparnapobuonTtepuH H, bl » Fe?*)



MeTabonus
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O6meH PEHUNATTAHUHA n TUPO3UHA

CBs13aH CO 3HAYUTENbHbIM KOSIMYECTBOM peaKkLium
rMAOPOKCUNUPOBAHUSA, KaTann3npyeMbiX OKCUreHa3amMy
(rmapokcunasamm), ucrnonbyowmmmn monekyny O, u
KodbepMeHTbI - AOHOP Bogopoda (Yawe P,BI1), Fe?*, Cu®,
rem, sutamuH C.

OkcureHasbl OenAT Ha 2 rpynnbl:

1. MoHookcureHasbl (MAO, 1 MAO;) - oanH atom O,
npucoeanHAETCS K NPOAYKTY peakuumn, opyrov ncnosnb3yeTcs
ans obpasosaHus H,O.

2. [ilnokcureHasbl - 0ba atoma O, Mcnonb3ytoTcs A
obpasoBaHus NpoaykTa peakumn. [JnokcureHassl
KaTarnmsaupyrT BCe MPOLECCHI pacLLenneHnsa apoMaTuyecKnx
Koneuy B BMonorn4yeckmux cuctemax.
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TUPO3MH ®
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[Mpun nobLIX HAPYLLUEHNAX

NH2 npeBpaLleHns ero B
Hzé—CHz—O TUPO3UH pa3BMBaeTCH
DeHunaTnammuH cheHUnkeToHypuUSA.

HALH
HAL

{_c.._@

DeHunnaxkrar
(MHHOANBHAA KMCNOTA)

Cxema npeBpaLlieHue heHunanaHuHa

npu dpeHNNKeToOHypumn



B natoreHese (peHUNKETOHYPUM NMEIOT 3HAYEHNE MHOIMe
obcToATENLCTBA, B YAaCTHOCTU:

1) 3HaA4YMTENBLHOE HaAKOMMIeHMe B TKaHAX U XKUAKOCTSAX OOnbHOro opraHuM3ma
doeHunanaHmHa n ero Npon3BogHbIX (PeHunnmMpoBuHOrpaaHasa, deHUIMonNoYHas
(MMHOanbHasa), dEHUNyKCycHasl, runnypoBad  KUCNOTbl, (PEHUNITUNAMUH,
doeHunaueTUnritoTaMmH) U Bbl3BaHHbIM MU aun[o3,

2) npsaAMoe TOKCU4YecKoe [AeUCTBMUE yKa3aHHbIX BELECTB Ha UeHTpanbHyto

HEepBHYO CUCTEMY, KoTopoe 3akntoyaeTcd
B TOPMOXEHUUN (PeHnnanaHMHOM akTUBHOCTU psaa pepMeHTOoB, B TOM
4yucre NnupyBaTKUHa3bl (okucneHwne [T0KO3bl), TUPO3UHa3bl (CUHTES

MENaHnHa), TMPO3NHIrMapoKcusnasbl (CUHTE3 KaTexorlaMMHOB) W HapylueHue
CUHTE3a MOHOAMMWHOBbLIX HEMPOMEANATOPOB — TUPAaMUHA, OKTONaMUHa,

3) HapyweHue CUHTe3a CepoTOHMHA, T.K. doeHunanaHuH-4-MOHOOKCUreHasa
OOHOBPEMEHHO  OCYLUECTBNAET MOPOKCUIMPOBaHME TpuntodpaHa OO 5-
rmgpokcutpuntodaHa, npegwecTBeHHUKA CEpPOTOHMHA,
KOHKYPEHTHOE CHUXEHUe PeHnanaHMHOM TpaHCNopTa B KNETKM apoMaTUYECKNX
aMUHOKUCIIOT — TpuntodaHa n TMpo3unHa,

4) HapyweHue CUHTe3a MPOCTbIX U CNOXHbIX OENKOB B TKAHSIX, YTO BbI3blBAET
TshKENble NOBPEXOEHUSI MO3ra U HapylleHue QYHKUMK nedYeHn y OOornbLUMHCTBA
OONbHbLIX.



ApruHuH - nctouHnK okcmaga asorta (NO, SPO) n
opHutuHa (AMK, He BxoasiLen B coctaB DerKoB).

CoctaB NO-cuHTa3bl - rem, ABa driaBUHOBbLIX
kodpepmenTa (FAD n FMN), H,BI1, Zn** n Ca**

3 nsocpopmbl NO-cuHTa3 - HeEMpoHarnbHasg,
AnnTerinalibHada U |/|Hu,yu,|/|6eana$-| (Mmokapa, neYyeHb, MblllLbI)

OKkcupg asoTa - curHasnibHaga MoJsiekyna, akTuBMpyoLwas
ryaHmnaTtymknasy (ctumynsauma cmHtesa ul Mo).
CHWXaeT cuny cepaeyHbiX CoKpalleHUn, perynmpyer
TOHYC COCYyO0B, TOPMO3UT arnonToa, npegorspallaeT
arperauuto TpombouunToB, obrnagaet
aHTUKaHLEPOreHHON aKTUBHOCTLIO.



- UrpaeT ponb B pPerynsumm cocyaucToro ToHyca n paccnabneHnm PRPEPS

rmagKon MyckynaTypbl COCYdO0B, : : : .
- npepoTtBpallaet N agresuio eo0o
HENTPOUIIOB K SHOOTENUIO, :'

- obnagaeTt UMTOTOKCUYECKON N MUKPOOULIMOHOW aKTUBHOCTLIO.

*HAaN—CH—CO00"~ *HAN—CH—CO0" *HaN—CH—CO00™
3 i NO-cunma3sa 3 | NO-cunmasa 3 |
Ha CH2 ’ CH2
O+ 1/2 A QD"
#Hz HAQ®H+H* ot {:Hz 1/2 HAQOH+HY 7§ - {:Hz
CHz CH» CHz
| & | » |
IH l»lm I;IH
=NH»* C=N-—-0OH =0
[z 02 H20 | 02 H20 ¥
NH2 NH2 NHz
ADrVMHUH I MapOKCHapriMHnK NO UwrpynnuH

- BbICTYNAET KakK BTOpI/IHHbIﬁ MecceHOXep U akKTuBmnpyeT

LMUTO30MNbHYIO :
- dBNAeTCcs HenpomeamaTopom,
N O - urpaert porb B perynsauum cocygmucToro ToHyca n paccrnabneHmm
rmagkou Myckynartypbl COCyaoB,
- npepgoTBpallaer n agresuto

HENTPOMUNOB K 3HOOTENMIO,
- obnagaeT UMTOTOKCUYECKON N MUKPOOULIMOHOW aKTUBHOCTLIO.



Katabonuim AMK ¢ 434
DA3BETBNEHHOW LIENbIO

(Ban, llen, Unewn) - He B ne4veHu, kak y apyrnx AMK, a B
MblILLILAX, X)XUPOBOU TKaAHWU, NOYKaxX U B roOfTIOBHOM MO3re.

KaTtabonnam npoxoaut B 2 aTana:

1. TpaHCaMUHUPOBaHUeE C O-KeTornytaparom noa
OENCTBMEM aMUHOTPpaHcdepasbl aMMHOKUCIIOT C
Pa3BETBNEHHON LEMNbIO - 06pa3syoTCs A-KETOKUCNOTHI

2. OKeunutenbHoe AeKkapoboKkcunupoBaHue a-
KETOKUCNOT AerngporeHasHbiM KOMMNIEKCOM O-

KETOKUCNOT C pa3BeTBNEHHOU Lenbio ¢ 0bpasoBaHNEM
aumn-KoA-npons3BogHbIX



Katabonuim AMK ¢

PA3BETBNEHHOWN LIENbIO

JTerLUmH
WsonenuuH
BanuH

AnnmoTpancdepaza

AMK ¢ paseetnen-
HOH LILTIhI0

a-KeTOM30KanpoaT

a-Ke70-ﬁ-memnBanepuaT>/
o-KeTOM30BANEpUaT

COy

JlerumporeHasHbIi
KOMILTEKC (-KeTo-
KHCJIOT ¢ PasBere-

JIEHHOH LIEIbI0

Auun-KoA-
MPOU3BOAHBIE
XUPHBIX KUCNOT
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ObmeH TpuntodaHa -HesameHumasa AMK.

B dwm3monornyeckux ycnosuax Oonee 95%
TpunToPaHa OKUCNAETCA NO KUHYPEHMHOBOMY
Nyt n He bornee 1% - N0 cCepOTOHNHOBOMY.

TpuntodaH nog  OenuCTBUEM remcoaepkallero
depMeHTa TpuntTodaH-2,3-4NoKCureHasnol B
NPUCYTCTBUMU MONEKYNSPHOro Knucrnopona
npeBpallaeTca B POPMUIT-KUHYPEHMWH.

DOpMUN-KUHYPEHUH  ABNAETCA  npealecTBEHHUKOM
PUOOHYKeoTuga HUKOTUHOBOW KUCMOTbI, y4acTBYET B
cnHtese HAL, ymeHbluasas noTpebHOCTbL opraHM3ma B
BUuTamuHe PP.



ObmeH aukap6oHoBbix AMK 1

[
(rmyTamMnHOBOM N acnaparnHoBOW) oo

N X ammnaoBs (rnytamuHa n acrnaparmHa)

AcnaparmHoBasg KMcrioTa - y4acTBYET B
OPHUTUHOBOM LIMKI1e MOYeBMHOODOpa3oBaHus, B
peakunn TpaHCaMUHUPOBAHUA U BUOCHHTE3E
YINeBOAOB, KAPHO3MHA U aHCEepMHa, MYPUHOBLIX U
MMPUMUONHOBbLIX HYKIEOTMOOB.

[nyTamMmHoBag KMCNOTa - CIYXUT (MOMUMO
[MHOKO3bl) QHEPreTUYECKMM MaTepuanom angd
MO3ra, y4acTBYEeT B CUHTE3e rmyTamMmHa u
rmyTaTuUoHa.




[nyTamMmmnH 1 AcnaparuH -
noaBepraroTcd coyeTaHHOMY

TPpaHCAMUHUPOBAHUIO W
Ae3aMuanpoBaHUIO Nnoa
OeNCTBUEM cneumndpunieckmnx
TpaHcaMmMHa3 aMmnaoB
(rmyTamMunHTpaHcaMmmnaasbl u
acnaparMHTpaHcamugasbl) U
Hecneungpuniyeckon w-ammaassbil.




