KATABOJIN3M
AMUHOKUCTIOT




AMMUHOKUCIIOThI — NpeaLwecTBEHHUKN ANA CUHTEe3a, B NepBYyIO oYye-
peab, 6enka, a Takke Ans CUHTe3a ApPYrmx OMOaKTUBHbLIX COeaUHEHUN.

lNMpeBpaweHne ammHokucnot B metabonutbl UTK n nx okucneHue
aaet ao 10% aHeprum.

B opraHuame moxeTt o6pa3oBbIBaTLCA U3ObLITOK aMUHOKUCIIOT: CBEpPX

TOro KOsinyectBa, KOTOpoe ObINO BKIIHOYEHO B CUHTE3 OenkKa.
N30bITOYHbIE aMUHOKUCNOTbLI HE MOTFyT 3anacaTbcs (A4enoHNpPo-
BaTbCA), Kak XK unu rnokosa. B Hopme opraHn3m He TepseT n3obi-

TOYHbI€ AMUHOKUCNOTbI — He BblAenAeT ux.

N30bITOYHObLIE aMUHOKUCIIOTbI NOABEepPraroTcsA Katadbonuyeckomy
paclenneHuro:

1. AMMHoOrpynnbl otaenarTcs (aesammHupoBaHue). OHu TpaHcdhop-
MUPYIOTCA B TOKCUYHbIA ammuak (NH,). OH BbiBOAUTCA M3 opraHu3ma
B COCTaBe MOYE€BUHbLI.

2. YrnepogHble «cKesneTbl» [] NPOMEeXyTO4YHbIe NPpoAyKTbl MeTabo-
nusma: auetun-CoA, auetoauetun-CoA, nupyBsaT n ap. NPOMeXyTou-
Hble metadbonutbl LITK.



MyTn npeBpaweHnss aMUHOKUCIIOT B OpraHu3me

Cunres Genkos
CuHTes DHOreHHLIX aMHHOB,
Pacnan Genkos HEMPOMEANATOPOB, FOPMOHOB
\ ‘Cmm’es 3aMeHMMbIX ‘
aMUHOKMCIOT
CHHTE3 3aMEHUMbIX P [~ —— /
CHIHORACNOT nyn ammHokuenor | —— CHMHTES NYDUHOBbIXM
/' NUPUMUAMHOBYIX OCHOBAHMHA
MocTynnexve <‘: CHHTES MMIKO3bI
C NWLLei
CHHTES TPHALMNIMIULEpOnos,
XONECTEPHHA, KETOHOBLIX Ten
v CuHTe3 KpeaTuHa, KapHUTVHa 1 Ap.

KaraBonuam o CO2 m HpO
¢ 00pa3sosaxuem 3Hepvu



YyacTne aMMHOKUCNOT B OOMeHe

[NoMmnMo yyacTus B CUHTE3e nenTuaoB N 6enkoB, 00ONbLUMHCTBO
aMMHOKMUCIOT Yy4acTBYHOT BO MHOIMX APYrMx MeTabormnyeckux
npoueccax:

*18 amunHokucnot (U3 20) ABNAKOTCA rMUKOreHHbIMU (Kpome Jlen m
Jlnz)

* MeT, Cep — cuHTE3 (hocchonunmuaos

* [nu — cnHTe3 nopdupuHoB. nun ABNAeTCA HeMpomeanaTopom

e Acn, 'nn, N'MH, MeT — cMHTE3 a30TUCTbLIX OCHOBaHUU

* TUp —CUMHTE3 KaTexorlaMMHOB, TUPEOUAHbLIX FTOPOHOB 1 MeNaHMNHa

* [ny, Tpu — cMHTE3 HEMpPOMEONaTopoB

e 'ny, 'nn, Luc, Apr — cnHTe3 rmytatMoHa 1 KpeaTuHa



MeTabonunyeckas cyabb6a yrnepoaHbIX «CKerieToB» aMMHOKUCOT

Fnewmore -
'rumm
nupyut

lqoumCoA === Ausroayarun CoA

Qymapar Uwrpar

Cysimmun: > Oxeo
CeA royrapar




KaTtabonmam aMmmMHOKUCIIOT.
AmuHokucnota Tepsiet NH,-rpynny
ABYMSA NYTAMM:

1. JlesamuHupoBaHue 2. TpaHCcaMUHMpPOBaHUeE




[e3aMuHnpoBaHMe aMHUHOKUCIIOT

,U,e3aMVIHI/IpOBaHVIe — peaKkuusa oTuiensieHns u-NHz-rpynnbl OT aMUHOKUCIIOTDBI.

MeTabonunyeckasn cyabb6a npoayKToB Ae3aMUHUPOBaAHUSA:

AMUWUHOKUCIIOTA -> a-KETOKUCIIOTA + NH,
(6be3a3oTucTOE CoeanHeHue) aMMuak)
/ MOYEBUHA Conu
aMMOHMA
MIOKO3A
(rrokoHeoreHes) {
OKWUCNEHME BKCKpeLMS
KETOHOBBIE AO CO, +H,0
TENA BbiBepgeHue NH4:

MoueBuHa — yproTenuyeckme
(keToreHe3s) OBPA30OBAHUE OpraHN3MmBbl.
3AMEHUMbIX MoueBas KMcnora — ypuKoTe-
A.K. NMYecKkne opraHn3mbi.

(TpaHCcaMMHMpOBaHUe) NH, — ammoHoTenn4yeckre
OpraHn3Mbl.




YETbIPE TUNA OE3AMUWHUPOBAHUA.:

+ TMAPONMTHYECKOE — C 00Pa30BaHHeM kapOOHOBOI IMAPOKCHKMCAOTL:  « BHYTPUMONEKYNAPHOR — ¢ 00PA30BAHNEM HEHACBILUEHHOI KVMPHOI KMCNOTHI

R—CHz—(I:H—COO' T* R-Cﬂz-‘liH-COO' Re=CHy= CH=C00" T» R—CH=CH—C00"

NH3 NHs*
AWHHOKMCNOT [WapoOKCHIMCOTa NH3 HeHacoiLeHas
AmuHoKMCnoTa KenoTa

* OKUCNUTENBbHOE C 00PA30BAHNEM KETOKUCTOT:

+ BOCCTAHOBUTENbHOE ¢ 00PA30BAHUEM HACHILLEHHOM KMPHOM KUCNOTH:

R—CHZ—?H—COO' T’ R—CHz—ﬁ-COO’
NH3e A 0 Rem=CHy== CH=C00" To Re=CHy=CHy==C00"
3
AMUHOKMCROTa Ketokucnora Luso

NH3 HacsienHan
AmuHokucnora KAchoTa

Y yenoBeka — OCHOBHOW TV Ae3aMmuHupoBaHusa: OKUCITUTENbHbIWN.

UCKNIOYeHUA: HeOKUCNUTeNIbHOe Ae3aMUHUpoBaHUue (NeYeHb)
a). Cep u Tpe. CepuH-, mpeoHuHOeaudpama3ssbl. (KochbepMeHT - nupuaokK-
canbdocdar):

Cep [ Mupysat + NH,
Tpe [ a-keTobyTHpat + NH,
6). F'nc — BHyTpUMoOneKynsapHoe gesaMmmHupoBaHue (2ucmuodasa):

l'vc [J ypokaHuHoBasi k-Ta + NH,



OKUCIIUTENIbHOE OE3AMWHUPOBAHUE

’nymamam-LIr
<':00l~l ?OOH (':OOH
2 ; é - sl CH’ + m’
g-:-NH; Cnyramarperwaporesasa '=NH “’02 '=o
COOH COOH COOH
nyramar a-unnornyrapar a-Kerornyrapar

0-NH, u3 I'my npeBpauwiaetca B ammonun (NH,)

Peakuus obpatuma: npv noBbiweHun [NH,] nget B obpatHom Hanpaene-

HUU — BOCCTaHOBUTEeNbHOe aMmuHupoBaHue o-Kr.

mymamam-/[jI - obnagaeT BbICOKOU cneundpmnyHOCTbIO K rayTamMarty, BbICO-
aKTUBHOCTbIO, pacnonoxeHa B MX Bcex opraHOB, KpOMe MbILLL,.

ITO PerynaTopHbin hepMeHT 0OMeHa aMUHOKUCIIOT:
Annocrtepu4yeckune aktupatopbl: ATO, 'Td, HAA.
Annoctepuyeckue nHruoutopsi: AOP. NMpn HU3OM 3HeproobecnevYeHMn KNeTKu,
depMeHT akTUBUpPYETCA — CTUMYJIUPYeTCA KaTabonnam ammHokucnot, a-KIr
Bkntoyaetcs B LUTK n cuHte3s AT® ycunuBaeTtcsi.

KopTukoctepounabl yCcUnmMBarT cCUHTE3 asiymamam-/Ar.




KodepmeHT enymamam-4r - HAQ" nnn HAOQ®*

HukotnHamunp apeHuH guHykneotupa (cpocdar)
MpeawecTtBeHHUK — BoaopacTBOpUMbIN ButTammH PP (HUKOTMHOBasA KUCIOTA,

unu But. B,). NH,
N“ N
O W
C<
Nl SN N
X OH 2 %
I CH;~O-P-0-P-0~-CH;
_ [ [ )
N | >l OH OH 9
H OH OH HOH OH (-F;’—OH
ButamuH PP, (B,) ~— OH
HMKOTUMHOBANA KMCMoTa. " NAD® o
MCTOYHUKU: MACO, NEYEHbD. 2 o
Mwukpodrnopon KneyHKka CUH- NADP'
Te3npyeT BUTaMUH 13
TpunTtodaHa. H H
AsumamMuHo3: CUHAPOM «3[0»: & CONH:  4oH*+2e N CONH,
AepmartuT, guapes, AeMeHLuus L I - = - + H
-2H -2¢ N
| I
R R
HALO* HAOH

(okucneHHan bopma) (BoccranoBnenHas popma)



HENPAMOE OE3AMMHUOBAHUE
(TPAHCOESAMUWHUPOBAHMUE)

BOoNbLLWWHCTBO aMUHOKUCTIOT Ae3aMnHNpyeTCHd B ABe CTaAUN.

| ctrapusa: TpaHcaMnHUpoBaHue

aMmuHompaHcgepasa
(kochbepmeHT MND)
aMunHoKucnorta + Ketokucnota L[] a-KI + 'ny

Il cragusa: OkucnutenbHoe (npsimoe) Ae3aMMHUpoBaHue

anymamam-4Ir
(kodhbepmeHT HALLY)

Y 00 a-KI' + NH,

Ob6paTnmocTb 06eux peakuum — obecneymBaeT Kak katadonuam A.K.,
TakK n cuHTe3 nooboun A.K. N3 cooTBeTCTBYHOLLUEN 0-KETOKUCIOTbI




OKCUOA3bl L- v D-AMUHOKUCIIOT

Okcuaasbl NPUCYTCTBYIOT B MEYEHU U NOYKAX — Oe3aMUHUPYIOT HEKO-
TOpble aMUHOKNCIOTbI:

Okcuda3sa L-amuHokucsiom (aKTUBHOCTb HU3Kaf, KodbepmeHT ®DMH):

° Jg—aMMWHOKMUCINOTA [ | a-MMUHOKUCIOTA [ | o~-KeToKucnora + NH3

Okcuda3za D-amuHokucsriom (kochepmeHT DAL):
®A[ - PALH,
D-amuHoKkucnorta [ a-Ketokucnorta [ L-aMmuMHOKucnorta

JTa oKkcuagasa cnocoobcTByeT npespaweHuo D-ammHokucnot B L-amu-
HOKUCIIOTbI.

MpeawecteeHHukammn ®MH n PA[ siensietca But. B, (pnbodnasuH,
BUTaMMH pocTa)



®PMH - donaBuHMOHOHYKNeoTna n ®ALl - dpnaBnHageHMHANHYKNeoTUA

®MH — npoctetnyeckas rpynna HAZJH-[JI" pbixaTenbHOW Lenn MUTOXOHAPWUMN:
2e, 2H*

HAOH, + ®MH___ 71 HAL* + ®MH

nc BOCCTaH.

®A]] — npocTeTnyeckas rpynna B coctase MHorux A, Hanpumep cykyuHam-Ar:
2e, 2H*
cykuuHat + @A [ dpymapar + PALH,

0O 0O

N H NH
H3C 3 J\) H3C N NHa
LHz lHZ
i N/I
(HCOH)3 (HCOH)3 O ﬂ \, Jj
CH -0= lHrO-! -0-CH3
- & ko
OMH
HOH AMO
DOnasMHMOHOHYKNeoTUa OnasvHageHHAMHYKNeoTua

OKMCNEHHbIN (PMH) okucnexHsin (PAL)



BocctaHoBneHne ®MH n ©AQ
NMPOUCXOAUT MO U30aNINTIOKCAa3NHOBOMY KOSbLY

H,C
‘ +2¢’, +2H"
*' D +
-20

FAD (Fm)
oxMCnNeHHan Qopma




TPAHCAMUHUPOBAHUE AMUWHOKUCIIOT

Peakuuns nepeHoca —NH, oT 0-aMMHOKMCIOThI Ha 0-KETOKUCHIOTY.
UTor: obpa3zoBaHMe HOBOW KETOKUCSIOTbI U HOBOU aMUHOKUCIOTbI.

Peakuunsa obpatuma.

ClIOOH
HyN- (|:H +
Ry
AMHHOKWCNOTA

Y yenoBeka B
peakuum y4yacTtBy-
IOT BCE€ aMMHO-
KUCNOTbI, KpOMe:
Jlnz, Tpe u Ban.
Yawe Bcero B pe-

aKLMAX YYaCTBYHOT:

'my, Anawn Acn —

UX KOHLUEeHTpauus

B KneTkax Hamoo-
nee BbICOKa.

amuHompaHcgepa3sbl
lCO(')H (l:OOH COOH
[
O0=C — = 0= cl: + H,N - (l:H
R. Ry Rz
a-KeToxucnora a-Ketoxucnora AMAHOKHCNOTS;
NBK, AmuHompaHcgepasbl (y yenoseka ux ok. 10)
a-KF, NOKaNMmM3yrTcsd B uutonnasme " BHyTpn MUTO-
LYK XOHZAPUMA.

MaBHbI goHop -NH,: 'y, ocHoBHOM akuenTop: o-KI.
Hanbonee aktuBHbl: As1AT: Ana + a-KI" (10 NMBK + INny.
(Fny-MNBK-T) n AcAT: Acn + a-KI' 00 WWYK + Mny.
(Fny-LUYK-T).

AnAT (umtosonb); AcAT (UMTO30Mb U MUTOXOHAPUMN).

Camas bonbluas yaenbHasa akTUBHOCTb 3TUX TPaHC-
amMmuHa3 — B ne4yeHu (As1AT) n mnokapae (AcAT).




MEXAHU3M PEAKUMA TPAHCAMWHWUPOBAHSA

Y Bcex amMmuHompaHcghepas npoCTETUYECKOU FPynnov B aKTUBHOM
LeHTpe ansaeTca nupuaokcanbgocdat — nponssogHoe
nMpuaoKcuHa — Bur. BG:

O H
N p
CH,OH ? C c”) CH,
HOH,C—7 —OH -0—P—OH,C— OH -0—POH,C—* OH
N CH, -0 N7 CH, -0 N CH,
H H H
MupuaoKCHUH NMupupokcanscpocoar NMupuaokcamundocoar
(suTamuH Bg) (NNo) (MMo)

B xoge katannampyemMmom peakuum npomcxoaut obpatumas peakums —
npeBpaLieHue nupnaokcanbgocdara (MP) 0 nupuaokcammHdgpoc-
doaT (MAD).




NMupupokcanbgoccar obpasyeT ¢ cydocTpaToM NPOMEXKYTOYHbLIU
NpPoAVYKT — Wwindg¢oBo ocHoOBaHUE (COA4epPXKUT arbAUMUHOBYHO CBA3b):

AMMHO-

. , KMCNOTHbLIN L:ESEE?“T - CH,),—NH;
{Amep?eHT j cy6crTpar H
H I
<$H2;4 R-C::-Coo_ R.—clz—coo-
? ﬂti’ N
| |
ﬁ ?——H < ﬁ G—
—0—||=—0H2c o |—OH ‘O—T—OHZC 7 OH
-0 \+/L—CH3 -0 X CH;
N N
H H
Wunccdoso ocHoBaHme, lWinccposo ocHoBaHMKe,
o6pa3oBaHHO® obGpa3oBsaHHO® nupupaokcanscoccarom
nupupaokcansdocdarom M aMMHOKMUCNOTOM
¥ (bepMeHTOM
AnbperngHas rp. [® cBa3aHa AmunHokucnora (cyoctpart) obpa3syet apy-
C ge-aMmuMHorpynnoun octartka Jins roe wu OBO OCHOBaHue: a-aMUHOrpyn-
B aKTUBHOM LeHTpe (wunddoBo na A.K. 3amewiaeT c-amuHorpynny Jius.

OCHOBaHue).



B xoae kaTtanusa B WunhpoBOM OCHOBaHUU U3MEHAETCH NOoJioXe-
HUe ABonHoun cBA3un. Obpa3syeTca KeTMMUH, KOTOPbIU Aanee npespa-
LAeTCA B 0-KETOKUCIIOTY:

o -Oxcokucnora-2

3aBepuweHue | chasbl npouecca ammHokucnorta-1 [ KeTokucnoTa-2): R
l
FI? R (”Z—COO‘
H—('i——COO‘ O
N NH,
I I
H— H,
H+
R’ | b e AR S R’ | “N—OH
=—CH —CH
l*\“/ 3 ltl/ 3
H H
AnbgMMuH KeTumuH NMupupoxkcamuucocodar

Ha Il chase npouecca nupugokcamuHdocdar oraaet — NH, BTopomMy cybeTpaty (keTokucnore-1)

Mupupokcanbgocdar cnyxuT nepeHocynkoMm —NH,: TP 11 MNAD.



B pe3ynbTaTe pabdboTbl amMmuHompaHcgepas a3oT aMUHOIrpPynn MHOMMX
A.K. nepexoauT B coctaB ammHorpynnbl [Ny. 3TU peakuuu npoxoasT B
uuTonnasme. [Ny cneunanbHbIM NEPEHOCYUKOM AOCTABNAETCA B MaT-
PUKC MutoxoHapun. BHyTpun mutoxoHapum ny c yqyactuem cneu. AcAT
npeBpawaetca B a-KI. 3gecb e [Ny noagBepraeTcs OKUCIIUTENTbHOMY
AekapookcunupoBaHuto (esrymamam-Ar).

OOpaTUMOCTL peakuun, KatTanmanpyemMbiX aMuHompaHcgepasamu,
NO3BOJIAOT UM Y4YacCTBOBaTb B KaTaboNMUYeCKUX U aHabonn4yeckmnx
peakunsa obmeHa.

TpaHcaMUuHMpPOBaHMUe:

* 3aKNYNUTESIbHbIN 3Tan CUHTe3a 3ameHuMbIX A.K. 3 cooTrBeTcTBy-
HOLWUX 0-KETOKNCNOT.

° NepBas cTtagua npouecca gesaMmuHmpoBaHua bonbwmnHcTea A.K,, T.e.
HavyanbHbIX 3Tan Katabonuama A.K. O6pa3syrowmecs B pesynbraTe
o-KeToKucnotbl okucnsarTca B LUTK, ncnonb3yrotca ana cmHTesa rrnio-

KO3bl (FMOKOHeoreHes, rrokoreHHble A.K.) unm ketoHoBbIX Ten (KeTo-
reHes, KetoreHHble A.K.).

CymmapHbin nyn A.K. B opraHn3ame octaeTcst HeU3MEHHbIM.



OEKAPBOKCUIIUPOBAHUE AMWHOKUCIIOT

Peakuus oTwenneHusa KapOboKCUnbLHOM rpynnbl c o6pa3oBaHeM amMu-

HOB.
R nupuaokcanbdocoar

I
H,NCH » R—CHNH, + CO
aexapbokcHaasa 2
COX )'i AMHHOKMHCIAOT aMMu

L-aMMHoKHcaOTa

Peakuum gekapbokcunuposaHusa A.K., B oTnnyme ot gpyrux npouec-
COB NpPoMeXxyToyHoro oomeHa A.K. - HeobpaTUMbI.

UTor: obpasoBaHne cCOOTBETCTBYHOLMUX aMUHOB (OMOreHHbIX aMUHOB),
KOTOpble 0651afaroT BbICOKOM OMONIOrM4eckom akTUBHOCTbIO — OKa3bl-
BalOT Pa3HOCTOPOHHEe BNUsAHME Ha MHorne oyHKUMM opraHusma:

'vc ] ructamuH

Tpu U TpuntamMuH

I'my O y-ammHomacnsiHaa kucnota (FTAMK)
Tup O TMpamMuH



brnazoodapro 3a eHuMaHue !



