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CopoepkaHue:
1.I'yTn BCcTYyNneHna ammHokucnot B LUTK

2.0cobeHHOCTU obMeHa oTaesNbHbIX
aMWUHOKUCIOT--OMOCHHTE3, pacnag,
yyacTtue B [ HI, nnun ketoreHese,
NpUMeHeHNe B MeaULIMHE

3.HTerpauna yrnesogHoOro,iMNUAHOIO U
OenkoBoro obMeHoB, MexaHu3m
obpas3oBaHUA O0OLLIMX METADONNTOB.
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IBOMOLUMNOHHO 3aMEeHUMbIe
aMUHOKMCIOTbI bonee BaXXHbl AN
opraHn3ma, YemMm He3aMeHUMbIE.

[ MMUMH camagqa pacnpocTpaHeHHaqa B
opraHmame ammHokucnorta. CoctaBnseT
30-35% oT obmeHa KornareHa.

( konnareH-okono 50% oblen maccol
b6enkoB opraHnsma).
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[TyTn cuHTEe3a cepuHa U rMUUMHA
MCNONb3YKTCA U AN obpa3soBaHUA
APYrMX aMUHOKUCTIOT

* B cMHTe3e cepuHa v MUUUHA BaXXHYIO
POfb UrPaKoT MPOMEXYTOYHbIE
NpoAyKTbl OOMeHa rnKo3bl, a rMUUuH
N CepuH UCNOSNb3YKHTCA B
cdhopmumpoBaHnu gpyrux aMmMHOKUCIIOT,
HykKneoTnaoB u poconmnuaos.



CuHTE3 cepuHa 1 rmuumHa Ha4ymHalTCA C
oKkucneHua 3-pocdornmuepara u
obpasoBaHua 3-docdorugpokcunmpysaTa
n HAOH. Peakuna nepeammHupoBaHusa c
rmytamaTtomMm popmmpyeTt 3 poCcdPOCEPUH,
a yoaneHue dpocdarta npuBoguT K
obpa3oBaHunio cepuHa.



[MnumMH obpasyetca yganeHuem
METUIMBHOM IPYnnbl cepuHa. QHeprua ans
3TOro NyTN He TpebyeTcHa, dakTU4YeCKH
9Heprns BbicBOOOXAAaeTca B doopme
BoccTaHoBrneHHoro HAOH+H+.
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MMuMH-CHHTa3a- hpepMeHTHasaA cucrTema,
cogepxawan 4 6enka: Peenok,
BKrtovatowmm (B ), Heenox copepxalynii
J1K), Leenok- nunoamua AT, Feenok- T PK(
TeTparungpodonueBas KUCIOTA).

Buonornyecknun cmbicn 3TON peakunm-
B obpa3oBaHuu hopmbl-

N 5, N'® —CH_-TT ®K



N3, N1 —CH,-TI®K

MN-<--emmmmeeeeeeeee > CepuvH + TTOK
JTa peakuusa obparuma

NH,-CH,-COOH+ O+ HOH--s-smsmememenenan- .
....... - COH—COOH +NH, +H,0,

COH—COOH- rnnokcunoBasi KUCrnota oKucnsieTcs oo
HCOOH + CO2
HCOOH + TI®K----[1 N5 N -CH,-Tr®K - 31o chopmunsHoe

npounssogHoe TIPK, KOTopoe cnyx(MT AOHOPOM
OKCUMEeTUJILHOMU rpynnbl B peakuusax npespaweHus nm mn Cep
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MUUMH yYyacTBYeT B CUHTE3e KpeaTuHa.
[lepBan peakuua npoTeKkaeT B NOYKaX -
obpa3oBaHue ryaHnanHaueTaTa
(rmuKouuaHuHa) npm yyactum
rMUKoUuMaHNHTPaHCaMuUanHasbl.

API+ TN ----[] NMukounaHnH+ OpH.

BTopas p-umsa npoTeKkaeT B Ne4YeHu npu
ydyacTum
ryaHmamHaueTtaTtTpaHcdepasbl.
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CuHTE3 KpeaTmnHa un KpeaTUHMHA

NH2
| . . M NH2
?:EHQ in Kidney i HQN:C< s
N /_\ NH—CH,—COO0
(|:H2 guanidoacetate
CH glycine ornithine
| S-adenosyl 3
?HQ o methionine in liver
CH—NH3

o
coo S-adenosyl-
arginine homocysteine

MNH-
23
HaN=C{ .
NH—CH2—COO

}]{ //O nonenzymatic ATP (|3H3

N—C creatine
HN=C: | ADP

N—CHp 0 creatine

5 S o .
3HC. . P, + H,0 o_f‘%_o phosphokinase
creatinine JNH

HN:C\
N—CH,—CO0®
Ehs

creatine phosphate
copyright 1998 M W .King



KpeaTtuHdocdaT- 6ygep
MaKpO3proB MbilliL( rmaBHbIU
dHepreTM4eCKuUn pecypc MbiLlL).

eraTVIH obrnagaeTt cegaTUBHbLIM

AEeUCTBUEM, ABNAETCA 3HAONeHHbIM
dakTopom HenporymopanbHOro
KoHTponA. pu aenpeccuu ero
KOHUEeHTpauusa BoO3pacTaerT.



B cnoKoMHOM coCTOSAHUMU
KpeaTuHdocoaTt CUHTe3npyeTcH mU3
KpeaTtuHa. lpn aTtom chochaTHas
rpynna npucoeguHsieTcs no
ryaHWanHoOBOM rpyrnne KpeaTuHa
(N-ryaHuguHo-N-meTunrnuumHa).



KpeaTuH, kotopbiin cuHTe3aupyetcs B
ne4vyeHu, NooXenyao4Hou xenese u
no4ykKkax, B OCHOBHOM HaKannvmBaeTCA B
MbilWwUax. 34ecb KpeaTuH meaneHHo
LIUKININ3yeTcs 3a cYyeT
HedbepMeHTaTUBHOU peaKkumm C
obpasoBaHueM KpeaTUHUHA, KOTOPbLIW
NnocTynaeT B NMNOYKU U yaanseTca u3
opraHuama.



HapyLweHuns KpeaTuH-
KpeaTUHMHOBOIro obmMeHa
HabnopaeTcsa npu 3aboneBaHUAX
Mbiwl. KpeaTuHypus
HabnogaeTca Nnpu MmmonaTusx,
MbILWEeYHbIX ANCTPOdUAX,
MUACTEHUAX, MUOTTIOOUHYPUSAX.



KpeaTuH nosiBnsercsa B mo4ye npwu
HapyLleHUN CUHTe3a
KpeaTuHdocoaTta. A TakKe npu
nopaxeHunu ne4vyeHun, CM,
rmnepTunpeosax, 6one3Hu
ApaouncoHa, akpomeranuun, uHdeku.

3a0oneBaHUSX, a TaKxe nNpw
aButamuHo3ax C un E, koraa
ycunmBaeTcs pacnag 6enkos



 KpeaTuH npu noMmoLuu
MukpocomMmanbHOro oKMcrieHms B
ne4vyeHu nepexoanT B OEH30MHYIO
KUCNOTY, KoTopaa pearupys c [ /1 paet
OEeH30UHYIO KUCTIOTY.

 beH3oMHasA Kucnora pearunpys c [ J1U,
obpa3syeTt mnnypaT( runnypoByro
kucnoty). Mo ee BennynHe cygaT o
AETOKCUKALMUOHHOU (DYHKLUMUN NEeYeHN.



MU ucnonbayetcs B OMocuHTE3E
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I'TIN yyacTByeT B cMHTE3€e NYPUHOBLIX
Korneu, y4acTBYET B CUHTE3e
[ nyTaTnoHa

(Glu)- BOgoOpacTBOPUMBIN KNETOYHbIN
aHTUOKCUOAHT, a TaKkxke
TPaAHCMNOPTHOE CPEACTBO AfA
aMWUHOKUCIIOT Npu NepecevyeHmnm
KNEeTOYHbIX MeMbpaH.



CuHTes rmroTaTnoHa

Slutam ate

aTe Cysteine
aADPFP = P

r-Slutamylocysteine

ATPy Glycine
D = P

¥
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1 T =
('z—Nl-l—CH | B NH—CI:HZ =
(I':Hz CcCOoOOoO
(I:Hz > Slutathiones
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'TIN onpepenset O/B noTteHuunan
npu CL, ankoronbHOW
MHTOKCUKaLuuu ypoBeHb 1
napaerT.

['JIA npuHumaeT yyactue B
onocuHTese rema.(Hb kpoBwu)

['TIN obecneunBaeT
CUHaANTU4YeCKYI0 nepenavy Ha
YPOBHE CMUHHOIo Mo3ra
(QHTaroHNCT CTPUXHUH)



HapyweHusa odbmeHa N1

[1pu HeKoTOpPbLIX hopmax
HacneacTBeHHOU NAaTONOrMmn ypoBeHb
I'TIN B no4ykax noBbIlLaeTCH.

B noykax ectb hepmMeHT
rmuunHoOKcuaasa, Kotopas
obecne4ynBaeT OKUCNUTESNbHOE
Aes3amMmumHupoBaHue. lNpu natonoruu
aKTUBHOCTb (hepMeHTa BbICOKa



My + O2 - IFMnokcaneBsada Kucnora + O2 ------ (]
lwaBeneBsas kucnorta + Ca*™ ---[

oKcanart Kanbuusa ( KaMHW).

MuUHYpUA-cOCTOSIHME, XapaKTepulyrLieecs
oonbwnmu notepamMu M noykamu, npwu ero
HOpMaribHOM ypoBHe B KpoBU. CBA3aHO C
HapyweHuem peabcopouumn NMun B noneyHbIX
KaHanbLax.



* [1lytn cnHtesa CEP u I'TIA ncnonbaytotca
n ans obpasoBaHnsa apyrmx aMMHOKUCNOT.
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Glu- uctouHuk rpynn-SH B KneTkax.
filBnseTca aHTUOKCUMAAHTOM —
nogaBnseT o4yarm nNepeKUCHbIX
npoLeccos.

Glu onpeaenset pea/okc noteHunan B
kneTtkax. [lpun naTonorn4yeckmnx
COCTOSAHUSAX, TAKUX KaK Anaber,
ankKkoronbHass MHTOKCUKaUuS, ero
YPOBEeHb CHUXaeTCH.

Glu-noagepxnBaeT aKTUBHbIE LLEHTPbI
COJ[ v nepokcupgasbl B aKTUBHOM
COCTOSIHUM.



MuumH TpedbyeTca AnAa obpa3oBaHUS
BTOPUYHbIX XeJTYHbIX KUCFOT-
rmmKoxorsriaToB

CONWN XENUHLIX KMCNOT = KOHBOIaTohl XenYHuix xMcnorT
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MUuKoXonesas xmcnorta




MeTabonmam umncrtemHa

[1lpeBpawlaeTca B BK aBymsa nytamu:
-[1pamMmbIM okncneHnem
-['pn nomoLm nepeaMnHUpPOBAHUA
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LinctenH- 3ameHnmag aMmmHoOKuUcnoTa
CUHTE3npyeTcqa U3 HesaMmeHUMOoun-
MeTeoOHMHA.

[lpoMeXyTouyHOe coeANHEHUE —
LMCTAaTUOHUH-ABIISIETCS
PaanoONpPoOTEKTOPOM,T.K. ONoKupyet
nepekucHoe oKucrieHue, cefsbiBas Fe™

LluctenH BxoauT B cOCTaB MyTaTUOHaA.



CUHTE3 UNCTENHA
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e LlncTteuH, TaK XXe Kak U 2 gpyrue
3aMeHUMble aMUHOKUCTIOTbI-
I'JIW v T'T1Y BXxoaUT B cocTaB
nyTaTnoHa-( Glu)
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HapyLwieHuns metabonniama
LMCTENHA- OOLLUMPHbI

9710 NoMmouuctTuHypum - |, I, lILIY,
LUCTAaTUOHYPUA, LUCTUHO3 -
3aboneBaHus, CBA3aHHbLIE C HAPYLLUEHUEM
aKTUBHOCTN (PEPMEHTOB, MPOMEXYTOYHbIX
cTagumn metabonmama cepocoaepKaLlmx
aMWHOKMCIIOT., a TaKKe C HapyLUEHNEM
peabcopObLnM B NOYEYHbIX KaHanbLax.



e LiInctuHypusa-aHomanma oomeHa, npwu
KOTOPOU npoucxoauTt oopasoBaHue
KaMHen B No4ykax, MoO4eBOM ny3blipe,
Mo4yeTo4YyHUKax. Kak cneacreme
OTNOXEeHUe KpUcTtannoB LUCTUHA, HA
dooHe rnrKosypuu, docdogartypum,
obLwen amuHoaumaypuun( notepu
aMUHOKUCNOT). Ff'omouncTUHYpusa no
KINTMHUYECKON YacToTe yCTynaeT TONbKO
deHunketToHypuu. NNonumopdunsm
nposiBnsieTcs B BUAe crieaAyroLwmx

dopm:



1. noaBbIBMUX XpycTanuka, YO, Tpom6oambonuun

2.reteporeHHas cbopma cBs3aHHasa C
HapyleHuem ucnonb3oBaHUA BuTamuHa B,

3.HapyweHnem meTabonuama honmeBou m
TIPK, conpoBoxparowencss MbILLEeYHOWU
auHaMuem.

[lpu oTCcyTCTBUM NOCNEegHUX, C BO3PacTOM
NPoOucxXoauT HaKornsfeHme roMmoumMcTenHa, 4YTo
MOXHO pacLueHMBaTb KaK pUCK-thaKkTop B
pPa3BUTUN MHOIMX 3a0oneBaHUMN.
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J aMNHOMACJIAHAA KUCJI0Ta
obOpa3syeTcs nyTem
AeKkapookcunuposaHus L-
rmyramarta. 9ta peakuus
KaTanu3npyeTtcs
nupuaokcanbdocgaT-3aBUCUMbIM
depmeHTOM L-rnyTamar-

AeKapboKkcunasomn.



OHa noKanu3oBaHa rmaBHbIM
obpa3om B HEUPOHaX
LeHTparibHOU HEPBHOM
CUCTEeMbIl, NPEUMYLLEeCTBEHHO B

cCepomM BeujecTtBe royioBHoro
MO3rad.



B ocobeHHOCTU BaXXHOU OANsA
HOpManbHOro PyHKUMOHNPOBAHUA
rorfioBHOro Mo3ra ABfisieTcs
peakuusa gekapobokcunmpoBaHus, B
pe3ynbraTe KOTOpou obpasyeTcs Y-
aMMHOMacrsHada KucnoTta (Y-
amunHooyTupar) (FAMK, GABA)
(NnpepwecTBeHHUK — rnyrtamar) U
OnoreHHble aMUHBI.



buocuHTe3 n gerpagauvio
rmyrTamMmata MOXHO
paccMaTpuBaTb, Kak
NOOGOYHBLIU NYTb LUTPATHOIO
uukna (FAMK-WwyHT), KOTOpbIN
B OTJZIYME OT OCHOBHOIO LUMKNa

He NPUBOOUT K CUHTE3Yy
ryaHo3uH-5'-Tpudocdara.
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‘Mera6onuam aMMHOKMCNOT B rONIOBHOM MO3re



TAMK-WYHT XapakTepeH Ana
KNeToK UeHTparibHON HEPBHOWN

CUCTEMbI, HO He urpaet
CyLleCcTBEHHOU POosiu B ApYyrux
TKaHAX.



TAMK oka3biBaeT TOPMO3ALLUN
addekT Ha geatenbHocTb LIHC.

Ee npenapatbl MCNonb3yrT Npn
re4yeHuun 3adboneBaHuu ,
COMNpoBOXAarLMXCA
BO30yXXAEeHUeM KOpbl FOfIOBHOro
Mo3ra



F'nymamam, I AMK, Boinonusitor
B HepoHax pyHKUUIO
MmeguatopoB. OHU XpaHATCA B
CUHarncax v BblOensaroTca npu
NOCTYNJSIEHUN HEPBHOIO UMNYyIbCa.

[lepeHOCYUKN MHOYUUNPYIOT NN
MHIIMOUPYIOT NOoTeHUMan AencTBuUA,
KOHTPONNPYSA TeM CaMbIM
BO30OyXaeHue coceaHUX HENPOHOB.
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HapyLleHna obmeHa TpuntodaHa

1. MepBUYHBbIE HapyLLeHNA 0bMeHa cBs3aHbI C
reHeTu4ecknmMm dpaktopamu:
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6-Methylpterin  p-Aminobenzoic acid Glutamate
(Mammals cannot synthesise)

FOLIC ACID

Folic acid is not itself biochemically active and must first be reduced at the 5-6 and 7-8 double bonds by
dihydrofolate reductase (1.5.1.3) to form TETRAHYDROFOLIC ACID ( Hafolate). This is the origin of

a variety of derivatives which are involved in the transfer of one-carbon (C1) units, other than CO,, and
which may be described as the C1-FOLIC ACID POOL They exist at different levels of oxidation equivalent
to methyl (-CHs), methylene (-CHa-), formyl (-CH=0), formimino (-CH=NH), and methenyl (-CH=) and
their reactions and interrelationships are illustrated below.




FOLIC ACID REACTIONS

In the Metabolic Pathways Chart a number of reactions which involve the utilisation
of C1 units can be seen to emanate from the "FOLIC ACID POOL" icon. The
nature of these reactions and the identity of the folic acid co-enzymes utilised are
clarified in the illustration below, in which the reactions are arranged in the same

clockwise sequence as they appear on the chart
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P-Rib-Formylamidoimidazole-
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