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nekuma Ne 19
goueHT CeepryH B.T.



CopepxxaHue:

1.IMyT™n BCcTynneHua ammHokucnot B LITK

2.0co00eHHOCTU OOMeHa oTAaerbHbIX
aMUWUHOKMCIIOT-

OnocuHTtes, pacnapg, yyactme B 'HI, unn
KeToreHese, NpuUMeHeHue B MeauLlmnHe

3.IHTerpauua yrneBogHoOro,UNMAHOrO
N 6enkoBoro ooMmeHoB, MeXaHU3M
obpa3oBaHuMA oOLLMX MeTadboNnTOB.
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JBONMOLUMNOHHO 3aMeHUMbIe
aMUHOKUCIOTbI Ooriee BaXXKHbI AnNS

OﬁraHVI3MaI 4yeM He3aMEeHUMbIEe.

MMumH caman pacnpocTpaHeHHas B
opraHuame ammHokucriota. CocraBnsier
30-35% B CTpYKType KornnareHa.

KonnareH- coctaBnsaet okono 50%
ooLwen maccbl 6enkoB opraHM3mMa.






MyTn cnHTte3a CEP v I'NIA ucnonb3yrorca m
Ans obpasoBaHUA APYrMX aMUHOKUCTIOT

e B cuHTese CEP u I'TIN BaxkHylO pornb urparoT
NPOMEXYTOYHbIe NPOAYKTbI OOMeHa
rMOKO3bl, a NMMULUMH U CePUH UCMONb3YHTCA
B dbopMUpoBaHUU OPYrUX aMUHOKUCIIOT,
HyKneotugoB u chocchonunuaos.



CunHTte3 CEP u I'MIA c okncneHun 3-
dochornuueparta n oopasoBaHun 3-

dochormapokcunupysata u HAQH.
o 00|

Peakuunsa nepeaMMHUpoBaHus c
rmyTamaTom cpopmupyet 3
dococepuH, a yaaneHue cdocdara
npunBoauUT K obpaszoBaHuio CEP.



I'MIN obpa3syeTca ypaneHMem mMeTUNbLHOMU
rpynnbl cepuHa. QHeprua Ans 3Toro NnyTu He
TpebyeTca, hakTUyecKkn 3Heprusa

BbiCBOOOXaaeTcA B chopme
BoccTtaHoBneHHoro HAAH+H+.
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MMUMH-CUHTa3a- pepmMeHTHanA
cuctema, cogepxawada 4 oenka: Psenox,

BKIHOYaoLWnmn l!s’, HGenox( cogepxalumn

J1K), L6enok- nunoamua

Ar, Meenox- TT PK( TeTparnapodgonmeBan
KUCIOoTA).
Bunonornyeckmun cmbicn 3TON peakunm-
B oOpa3zoBaHuUn hopMbi-

N > N1° —CH,-TI®K



N 5, N1° —CH,_-Tr®K
[ NMN-<-eeemmmmcccoanaeas > CepuH + TITOK
JTa peakuua obpartuma

NH,-CH,-COOH+ O,+ HOH

....... - COH—COOH +NH, +H,0,

COH—COOH- rnmokcunoBasi KUCNoTa OKUCNSAeTCcA A0

HCOOH + CO,

HCOOH + TI®K----] N> N —CH,-TT®K - 3970

cbopmunbHoe npousso.que TIr oK, KOTopoe CITYXUT

AOHOPOM OKCMMeTVI.ﬂbHOM rpyrnbl B peakuyunAax
nnaenattiaduva Nn‘[ev nu Can



METHNEH

Hyponat Hyponar
x

0 1 ) coo
+ ™ e
T » *H;N—C—H

—C— |
H<I:0H \

CepH [ NALMH




MMUuMH yyacTByeT B CUHTEe3e KpeaTUHa.
MepBasa peakuusa npoTeKaeT B NOoYKax —

obpa3syeTcAa ryaHuguHaueTtaT (rMUKOLMNaHWUH)
Npv y4acTuUu rIuKkoLuuaHUHTpPaHcaMuguHasbil.

API+ I'TIN ----[1 NMukounaHuH+ OpH.

BTopas p-uma npoTtekaeT B nNe4YyeHU nNpu
ydyacTuu ryaHumauHaueTtaTTpaHcdepasbl.
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Myanupoauerar-
meTunTpaHcdepasa
S-AneHosun- ADP
rOMOUWCTenH
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NH2 ot o o
C=NH; i uoney - HaN=C] E
NH—CH, —CQO

| @
CH2 guanidoacetate

| lycine ithi
CHa gly arnithine
| S-adenosyl in li
(|:H2 = methionine TaEer
CH—NH3
o
Lo S-adenosyl-
arginine homocysteine
MNH-
2
HaN=C{ y
NH—CH;—COO
I_II //O nonenzymatic ATP (|3H3
C/N_C creatine
= | ADP
/N—CHz 0 creatine
B = i
3HC. . P, + H,0 o_;li')_o phosphokinase
creatinine _NH
HN:C\
N—CH,—CO0®
Ehs

creatine phosphate
copyright 1998 M W .King



KpeaTuHdocdaT- 6ydep

MaKpO3proB Mbilwu( rnaBHbIN

dHepreTU4YeCKMU pecypc MbiLlL).

eraTVI H o6napaeT cepatMBHbLIM

AeucTBueM, ABNSAeTCA 3SHAONeHHbIM

chakTOpOM HEeMporymopanbHOro KOHTPOnA.

[lpu penpeccumn ero KOHUEHTpaUus
BO3pacTaer.



B CNOKOMHOM COCTOSAHUM
]

KpeaTuHdocoaTt CUHTe3upyeTcs U3
KpeaTtuHa. lNpun atom choccaTHas
rpynna npucoeguHsieTcd no
ryaHnguHoBowu rpynne KpeatunHa (N-
ryaHnguHo-N-meTunrnmumHa).



KpeaTWH, kotopblin cuHTesnpyeTcs B
neyeHu, NoAXKeNyAo4YHOM Xere3e U Noykax, B

OCHOBHOM HaKadliinBaeTCsHd B MbILLIHaX.

Hanee KpeaTtuH mMepnsieHHO LUKNN3yeTCH 3a
cyeT HechepMeHTAaTUBHOU peaKkuum c
obpa3oBaHMeM KpeaTUHUHA, KOTOPbIN
nocTynaeT B NOYKU U yaanseTcsa u3
opraHusma.
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HapyLlWeHnsa KpeaTUuH-
KpeaTUHUHOBOrO

ogmel-la Hagmo.qaeTc;l npw

3aboneBaHUAX MbILLL,.
KpeaTnHypusa Habnropaercsa npwu
MUonaTusax, MblilleYHbIX
anctpodpusax, MuUacTeHUsX,
MUOrNOOUHYPUSX.




KpeaTuH nosiBnsercsa B mo4ye rnpu
HapyLweHUn cuHTe3a KpeatuHdocdara.

A TaKxe npu nopaxeHuun nevyeHu, C[,
rmnepTtupeosax, oonesHn AaoucoHa,

akpomeranuu, nideku. 3aboneBaHnNAX,
B TOM 4yucne u npu aeutammHosax Cwum E,
Korga ycunumBaeTcs pacnag 6enkos



e KpeatuH npu nomoLum
MukpocomMmanbHOro oKMcrieHms B

e NMeYeHu nepexoanT B 6€H30UHYIO
KUCIOTY, KOTOpasa pearvpys c

I'JT paeT OEH30MUHYIO KUCIIOTY.

e beH30MHaAa Kucnorta pearnpys c ['J1U,
obpa3syeTt mnnypaT( runnypoByro
kucnoty). Mo ee BenuynHe cygaT o
AETOKCUKALUUOHHOU (hYHKLMU NeYeHMN.
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['JIK yyacTByeT B CUHTEe3e
NYPUHOBLIX Korneu, y4acTByeT B
CUHTe3e [ nyTaTuoHa.

(Glu)- BOOOpPaAcTBOPUMDbIN
KINeTOYHbIU aHTUOKCUAAHT, a
TaKXxe TpaHCNoOpTHOe cpeacTBO
AN aMUHOKUCIIOT Npwn
nepece4eHmM KrneToYHbIX

MeMODaH.
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' onpepnenset O/B noteHuunan.

Mpwn CO, anKororibHOM UHTOKCUKaLuW
ypoBeHb ['JIN napaer.

'TIA npuHumaeT yyactme B OMocuHTe3se
rema.(Hb kpoBwu)

I'TIN obecneuynBaeT CUHaANTU4YeCKYIO
nepepavyy Ha ypoBHe CNUHHOIO Mo3ra
(QHTaroHUCT CTPUXHUH)




HapyweHusa oomeHa INu

[Mpun HekoTOPbLIX hopMmax
HacneacTtBeHHounartonornm yposeHb N1 B

B no4ykax ectb (hepMeHT rmMUUMHOKCUAA3a,
KOoTOopasi obecnevymMBaeT OKUCNINTENbHOE
aAe3aMmuHupoBaHue. lNpu naTonoruu
aKTUBHOCTb (pepMeHTa BbICOKa



nmn + O2 - IFTnnokcaneBada Kucnora + O2 ------ (]
lwaBeneBsas kucnorta + Ca*™ ---1

oKcanaTt Kanbuus ( KaMHWN).

MnuuHypusi-cocTtosiHme,
XapakrTepusyrLieecs 0onbLWLNMN NOTEPAMU
My noykamu, npuv ero HOpMaribHOM YPOBHe
B KpoBU. CBA3aHO C HapyLleHnem
peabcopbuuu 'Mun B noneyvyHbIX KaHanNbLax.



« Myt cuntesa CEP u 11
MCNOSb3YHOTCA TaKXxe npw
obpa3oBaHUU Opyrux
AMWHOKUCIIOT.
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Glu- uctoyHuk rpynn-SH B kneTtkax.
fABnseTca aHTUOKCUOAHTOM —
noaaBnsieT ovyaru nepeKNCHbIX

npouecCcCoOB.
B

kneTtkax. [lpun naTonorn4yeckux
COCTOSIHUSAX, TaKUX KaK Anaoer,
ankoronbHass UHTOKCUKaLUA, ero
YPOBEeHb CHMXXaeTCH.

Glu-noanepxnBaeT aKTUBHbIE LLEHTpPbI
CO v nepokcunpaasbl B aKTUBHOM
COCTOSIHUMN.




mMnuuH TpedyeTca Ana odbpa3zoBaHuA
BTOPUYHbIX XXeJTYHbIX KUCMOT- IMIMKOXONaToB

CONW XENUHBLIX KMCNOT = KOHBOIatoel XenYHoix xmcnort
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MeTabonuim uucTenHa

LIUC npeBpawaetcsa B NBK aByma nytamu:
-[IpAMbIM OKMUCIeHnem
-Mpu noMmoLin nepeaMUHUpPOBaHUSA
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LluctenH- 3amMmeHnMMasa aMMHOKUCIIOTA

CVIHTe3VIE‘eTC$I N3 HesaMeHUMOMU-

I'Ip0M9>KyToq HOe coeauHEeHune —-unCTatTuoOHUH-

SIBNSIeTCA paauonpoTEeKTOPOM, T.K. Onokupyert
nepekucHoe oKucrieHue, cBasbiBan Fe™

LinctenH BxoguT B COCTaB MyTaTUoOHa.
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e LIUCTEUH, TaK XXe KaK u 2 gpyruve
-

3aMeHuUMble aMnHokucnotbl- I'J1A
n NNy exoguTt B cocTtaBs
nyTaTnoHa-( Glu)
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HapyuweHna metabonnama umcremHa-
OOLUMPHBLI

310 NomouuctTunypum - |, I, HILIY,
LUCTAaTUOHYPUSA, ULUCTUHO3 -
3aboneBaHusA, CBA3aHHble C HapylleHuem
AaKTUBHOCTU (hepMEHTOB, MPOMEXYTOYHbIX
cTagMun metabonuama cepocogepxalymx
AMMWHOKUCIIOT., a TaKXXe C HapyLeHnem
peadbcopbunmn B noYe4yHbIX KaHarnbLax.



o HunctnHypusa-aHomanuna obmeHa, npum
KOTOPOU npoucxoaut oobpasoBaHue KamHeu B
Nno4ykKax, MOYeBOM Ny3bipe, MOYEeTOYHUKAX.

e Kak cnepocrtBue OoTnoXxeHue KpuctannoB
LMUCTUHA, HA (POHe TNKO3ypuu,
docchaTypumn, obwen ammHoauupypuun(
notepu aMMHokKucnoT). Ff'omounucTuHypus no
KNMTMHUYEeCKOM YacToTe yCcTyrnaeT TONbKO
deHuUnkeToHypuu. Nonnmopddunsm
nposBNAeTCA B BUAge cneayrowmx dhopm:




1. nogBbIBUX XpycTanuka, YO,
TpomMmboambonum

HapyueHunemMm mcnosfib3oBaHnNA BUTaMUHaA B6

3.HapyweHunem meTabonuama ponmeBou m
TIOK, conpoBoXxagarowenca MbilLe4YHOW
aauHaMuemw.

[lpu oTCcyTCTBUM NOCNEegHUX, C BO3PacTOM
NPoOucCXoauT HaKornsfieHne roMmounMcTenHa, 4YTo
MOXHO pacLeHMBaTb KaK pUCK-thaKkTop B
pPa3BUTUN MHOIMX 3a0oneBaHUMN.



| myramun L [Iposnun H ApruHun i ['uctuun

\ ! ,//

[ myramar

l

oL -KETOrJTyTapar



g aMMHOMaACIIAHAA KUCIIOTA
<

obpa3yeTca nyTem
AekapbokcunupoBaHusa L-rnytamara.
JTa peakuma KatanusmpyeTtcs

nupuaokcanbgocogaT-3aBUCUMbIM

epmeHTOM L-rnytamar-
AeKkapOoKcunasomn.



PepMEeHT Nnokanu3oBaH rmaBHbIM
oOpa3oM B HEMpoOHax

LIHC, npenmyLwiecTBeHHO B CEpPOM
BelLlecTBe roJIOBHOro Mo3ra.



B ocob0eHHOCTU BaXXHOU ONS
HopMaribHOro yHKLMOHUPOBaAHUA

royIoBHOro MO3ra ABNsieTcH peakuus
AeKapboKkcunupoBaHus, B pe3ynbraTe
KOTOpOMU obpa3syeTcsa y-aMMHOMACAHasA
Kucnorta (y-ammHooyTtupar) (FAMK,
GABA) (npeawecTBeHHUK — rryTamar)
N OMOreHHble aMUHBI.



BVOCUHTE3 U Aaerpagauuvio
rmyramMmata MOXHO

paccMaTpuBaTb, KaK MOOOYHbLIW
nyTb yutpatHoro uukna (FrAMK-
LWYHT), KOTOPbIN B OTNIN4YKNE OT
OCHOBHOIO LiMKIia He NPUBOAUT K
CUHTe3y ryaHo3unH-5'-tpudocdara.
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‘MeTabonuam aMUHOKMCNOT B FONIOBHOM MO3re



TAMK- WyYHT XapakTepeH gns

knetok LUHC,
S

HO He Urpaet CyL,ecTBEHHOWN
PONU B APYrnX TKaHAX.



TAMK okasbiBaeT TopMo3awmmn acpdeKT
Ha gestenbHocTb LIHC.

Ee npenapaTtbl MCnonb3yHT NpU
rie4yeHuun 3adboneBaHuun ,
COMNpPOBOXAAlOLWUXCA BO3OYXaeHNEeM
KOpbl FOSIOBHOro MoO3ra



Fnymamam, ' AMK, BoinonHsiioT B
HenpoHax PyHKUNIO MeanaTopoB.

BbIOENSATCS NPU NOCTYMIeHUU
HepPBHOro UMnNyJibca.

[lepeHOCYUKMN MHOYLUUPYIOT UNNn
MHrIMOUPYIOT NoTeHUuMnan oencTBus,
KOHTPOMNMUpYA TeEM cCaMbIM
BO30OyXXOeHune coceaHNX HEUPOHOB.
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HapyweHunsa odbmeHa TpuntodaHa
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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

P-Rib-Glycinamide
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