ObMeH NpocCTbIX OENKOB.

Obwume nytn obmeHa
aMWHOKMNCOT.



OOmye nyTH OpeBpalCHUs
AMHUHOKHCIIOT BKJIFOUAKOT PEAKIUU
NE€3aMUHHUPOBAHUS, TPAHCAMHUHUPOBAHUS,
NCKapOOKCUIIMPOBAHMS, OMOCHHTE3Aa U
palieMHU3alluH.

| lepBbI€ YeTBIPE pEAKIIMU UMEIOT
3HAYECHUE JIJIA BCEX JKUBBIX OPTraHU3MOB.
Peakiinm paneMu3aiyi XapakTepHbI
TOJIBKO 1151 MUKPOOPTaHHU3MOB



JlezammHupoBaHne aMUHOKUCIIOT
CyuiecTByeT 4 Tuna
N€3aMUHUPOBAHUS AMUHOKHUCIIOT
(OTIIECIUICHUE aMUHOTPYIIIEL).
Bo Bcex cayyasx NH2-rpynna

AMUHOKHUCIIOTHI OCBOOOXKIACTCS B BUJIE
aMMHAaKA.



I Boccranosurcanhoe 2032 namidod dmee:

R—CH—COOH 4 7H
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I, Crapomereeecuce 2CIzmanaposatne:
R=CH-COOH + H,0 R~CH-COOH
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IV. Oxecarremens peoanuEsposaHne:

n_{.;n-coou +43 0y R—C—~COOH + NH,
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IIpogykramu 1e3aMUHUPOBAHMA
ABJISIFOTCA YXUPHBIE KUCIOTHI,
OKCUKHCJIOTBI U KETOKUCIIOTHI.

J1J14 )KUBOTHBIX TKAHEH, PACTCHUU H
OOJIBIIMHCTBA a3POOHBIX
MHKPOOPTaHU3MOB IIPeo0IagacT
OKUCJIUTEIIbHOE JIC3aMUHUPOBAHME
AMHUHOKHCJIOT.

M ckimroueHne ruCTUIMH - IOABEPTACTCS
BHYTPUMOJIEKYJIIPHOMY
NE€3aMUHUAPOBAHUIO.



OKMCIUTENBHOE 1€3aMUHUPOBAHUE
AMHUHOKHCIIOT, IPOTEKAET B ABE CTANH

R-CH-COOH . R-C-COOH " R-C-COOH

| — |l — | v NH

H-NH \H 0

[lepBas ctaana asndetca doepMeHTaTUBHON
N 3aBepLuaeTcd obpasoBaHMEM
HEeYyCTONYMBOIO NMPOMEXYTOYHOIro npoayKra
(MMWHOKKCIOTA), KOTOPbIN Ha BTOPOU CTaguu
CNOHTaHHO 6€e3 y4YacTua pepmMmeHTa, HO B
NPUCYTCTBUMN BOAbI pacnagaeTcd Ha aMmMuak
N O-KETOKUCIOTY.



Okcunaasbl amuHokucnoT (L- n D-nsomepos)
ABNSAKOTCA CMNOXHbIMU pnaBonpoTeNHaMW,
cogepxawumm B Kadectee kopepmeHTa PMH
mnn G®A/Ll, Kotopble BbINOMHAKT B 3TOW
peakuumn porb akLuenTopoB ABYX 3JIEKTPOHOB
N NPOTOHOB, OTLLENNAKLMNXCA OT
aMWHOKUCIOTHI.

Okcnagasbl L-aMUHOKMCNOT MOryT coaepXaTtb
kak ®PMH, Tak n ®All, a okcnaasbl D-
aMmunHokucnotT — Tonbko Al B Ka4yecTBe
NPOCTETUYECKOU rpynnbil.




Cxema peakumm OKUCINTENBHOIO
ne3aMnHNpoOBaHNA aMUHOKMCIIOT C
ydacTuemM KopepMeHTOB.
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BoccTtaHoOBNEHHbIE PNaBMHHYKNEOTUAbI
okcuaas L- n D-amnHokmMcnoT moryT
HenocpeaCTBEHHO OKUCNATLCA
MONEKYNAPHbIM Kucnopogom. [pun atom
obpasyeTcs nepekmncb Boaopoaa, Kotopas
NnoaBEpraeTcs pacLlensieHnto nog 4eNCTBUEM

KaTtalsiadbl Ha BOAY U KUCJI10POA.

O, ) B0 10,004 1



B XXMBOTHbIX TKaHAX [. Qnnepom OTKPbIT
BbICOKOAKTUBHbLIN crieyndpuyecknm oepmMeHT
(rmyTamartgerngporeHasa), kKatanmsmpyroLwimnmn
oKuUcnuTenbHoe ge3amMmnHupoBaHue L-
rmytTaMmmHoBoun Kncnotbl. OH sBNSAETCS
aHa3POOHbIM PEPMEHTOM U LLUNPOKO
pacrnpocTpaHeH BO BCEX XUBbIX 0bbekTax. B
KadecTBe KodbepMeHTa
rmytamargerngporeHasa cogepxut HAL (mnu
HAL®). Peakumns BkntovYaeT aHadpobHyto dasy
OerngpupoBaHnsa rmyTaMmMHOBOU KUCTOThI C
obpa3zoBaHNEM NMWUHOIIYTAapOBOW KUCIOThbI U
CMOHTaHHbIN TMAPONN3 NocnegHen Ha aMmmMumnak
N O-KETOrnyTapoBYyH KUCIOTY:
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[lepBas ctagmnsi OKUCNEHUS FyTaMUHOBOW
KWCMOTbl aHanorM4Ha peakuun
OKUCINTENBHOIo Ae3aMUHNPOBaHMUSI.
BoccTtaHoBneHHbin HAIH nanee okucnseTtcs
npu y4actnm oriaBUHOBbLIX PEPMEHTOB K
LMTOXPOMHOW CUCTEMBI C 0bpa3oBaHMNEM
KOHeYHOoro npoaykrta soabl. ObpasoBaBLUNNCA
aMMuak bnarogapst oo6paTMMoOCTy
doepmMeHTaTUBHON peaKkLunn, Ho obasaTenbHO
B MPUCYTCTBUM BOoccTaHoBneHHoro HAJOH
MOXET y4yacTBOBaTb B CMHTE3€ rnytamara u3
O-KETOrnyTapoBOU KNCNOTHI.



Pa3nn4yaloT Tpu pasHbIX TUNa
rmytamargerngporeHas: oauH 13 HUX
MCMOSb3yEeT B KA4YeCcTBe KopepMeHTa Kak
HAL, tak n HAL® (KneTtkn XXMBOTHLIX); OBa
apyrmx ncnonb3ytot unn HAL, nnn HAQ®
(MUKPOOPraHmM3Mmbl, KNETKWU pacTeHUn 1
rpnboB), COOTBETCTBEHHO KaTannsnpyst
OesamMnuHupoBaHue unm bMoCMHTE3 rnytamara.



TpaHcamMuHupoBaHne aMUHOKUCIIOT
TpaHncaMUHUPOBAHUE - PEAKIIUU
MEXMOJIEKYJISIPHOIO IEPEHOCA AMUHOTPYIIIIbI
(-NH2) oT aMUHOKHMCIIOTBI Ha O-KETOKHUCIIOTY 0€3
IIPOMEKYTOYHOTO 0Opa30BaHU AMMMAKA.

A.E. bpaynmrenn u M.1. Kpuiuiman usyyanu
N€3aMUHHUPOBAHUE TTIYTAMHUHOBON KHCJIOTHI B
MBIIICYHON TKaHU. IIpn 1oOaBIIEHMH K TOMOTEHATY
MBI [TTYTAMHUHOBOU U IUPOBUHOIPAAHON KHUCIIOT
00Pa3yTCs 0-KETOIIIyTapOBasi KUCJIOTA U aJlTaHUH
0€3 MPOMEKYTOUYHOI'O CBOOOJHOIO aMMHAaKa; IIpu
N00aBJICHUE aJJaHWHA U O-K€TOLIYTapOBOM KUCIIOTHI
00Pa3yrTCsI COOTBETCTBEHHO MUPOBHHOIPAIHAS
IJIyTAMHUHOBAS KMCJIOTBHI.
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Peaknuu TpaHCaMHUHUPOBAHUA
SABJISIFOTCA OOpaTHMBIMM U
YHUBEPCAJIILHBIMHU JIJISI BCEX KMBBIX
OPTaHU3MOB.

OTH PEAKIIUH IIPOTEKAIOT IIPH YYACTHUH
crienu(puuecKkux (PEpMEHTOB Ha3BAHHBIX
aMuHO(epa3zaMu (110 COBPEMEHHOM
KJIaCCHU(PUKALIMK, aMMHOTpaHC(epasbl,
WJIM TPAHCAMUHA3HI).



Crnenu(puyHOCTh TPaHCAMHHA3 00CCIICYNBACTCS
O€JIKOBBIM KOMHOHEHTOM. DEPMEHTHI
TPAaHCAMHUHUPOBAHUS KaTaJIM3UPYIOT repeHoc NH2-
I'PYINIIbl HE HA (-KETOKUCIOTY, a CHaYajia Ha KOPEepMEHT
nupuokcaib@ocdar. OOpazoBaBIICECS MPOMEKYTOUHOE
coenuHeHue (ImudEGOBO OCHOBAHKWE) ITOJBEPTaCTCs
BHYTPHUMOJICKYJISIPHBIM MPEBpaIlCHUSIM (JITAOKUIM3AIIHS Ol
BOJOPOJHOTO aTOMa, epepacipeIcICHUE SHEPTUU
CBSI3M ), MIPUBOASIINM K OCBOOOKICHUIO 0-KETOKHUCIIOTBI
¥ upuaoKcaMmuH@ocdara; moCciaeIHU Ha BTOPOU
CTaguM peaKlUU pearupyeT ¢ JI00M ApyToiu o-
KETOKHUCIIOTOM, UTO Yepe3 TE JKe CTaAuu 00pa30BaHUs
IIPOMEKYTOUYHBIX COCAUHECHUM (MAYIUX B OOpaTHOM
HaIPaBJICHWM ) MPUBOANUT K CUHTE3Y HOBOM
AMUHOKHUCJIOTHI 1 OCBOOOKIICHUIO
nmvnunorxcantchocdhara



Onyckast IpOMEXYTOYHbBIE CTAIUU
o0pa3zoBaHus MU(P(OBEIX OCHOBAHUM, 00€
CTaJUY PCaKIIMHU TPaHCAMUHUPOBAHUS
MOKHO IIPEJICTaBUTh B BUJIE OOIIECH CXEMBL

R|-CH(NH2)-COOHX‘O=OH-HGJ Ry~CH(NHy)-COOH

R-CO-COOH HoN =CHy=[1®/ ARy-CO-COOH



KiMHH4YecKkoe 3HAaYCHUE OIIpeaeIeHUs
AKTUBHOCTH TPAHCAMHHA3

[IIupokoe pacnpocTpaHeHHEe M AKTUBHOCTH
TPAHCAMHUHA3 B OPraHax M TKaHAX 4YeJI0BeKa, a
TaKKe HU3KHE BeJIMYUHbI AKTUBHOCTH ITHUX
(pepMEHTOB B KPOBM MOCJYKHUJIH OCHOBAHHEM
IJIS1 oIpeaeieHUsI YPOBHS PSAAa TPaHCAMMHA3
B CHIBOPOTKE KPOBH Ye/I0BEKA NMPH
OpPraHu4vYeCKuX U PyHKIHOHAJIbHBIX
MOPAKEHUAX Pa3HbIX OPranos. /s
KJIAMHUYECKHUX IeJield HAan0oIblee
3HAYCHUE UMEIOT JIBE TPaHCAMHUHA3bI — acliapTar-
amuHoTpaHcdepasza (AcAT) n anaHuH-
amuHOoTpaHcPepasza (AAT), KaTaTu3upyroIue




AcnapTtaT + a-KeTornyrapar =
= Okcanoaduertart + [ nyramar

AnaHuH + a-Ketornytapar =
= l[lupyBart + [ nyTamar



NekapbokcunmpoBaHme aMMHOKUCIIOT

OTO NpoLecc OoTWeENnMeHns KapboKCUnbHOM
rpynnbl ammHokmcnot B suae CO2 .
HecMoTpst Ha orpaHUYEHHbIN KPyT
aMWUHOKUCIIOT U UX NMPOU3BOOHbIX,
nogBepraroLLmnxca AekapdboKCMNmMpoBaHUIO B
XMBOTHbIX TKaHAX, 0Opa3syloLmecd npoayKThbl
peakunm — OMoreHHble aMnHbl — OKa3bIBalOT
CUrbHoe hapmMakonorn4yeckoe OencTeme Ha
MHO>XXeCTBO (P1U3NONTIOrNYEeCKNX PYHKLNN
yenoBeka M XXUBOTHbIX.



B )XMBOTHbLIX TKAHAX YCTAHOBIEHO
nekapbokcnnmpoBaHue crieayroLmnx
aMUWHOKMCIOT N UX NPOU3BOOHbLIX. TUPO3UNHA,
TpUnTodaHa, S-okcutTpuntodaHa, BanunHa,
CepuHa, rmcTtnanHa, rmy-raMmMHOBON U Y-
OKCUIMYyTaMUHOBOW KMNCNOT, 3,4-
ONOKCUEHUNanaHnHa, UMCTeENHa, aprmHUHA,
OPHUTUHA, S-aJeHO3UNTMETUNOHNHA U O-
aMWHOMAanoHoBOW kncnotbl. ['lomrumo aToro, y
MWUKPOOPraHM3mMoB U paCTEHUN OTKPbLITO
nekapbokcunupoBaHue psiga apyrmx
aMWHOKUCIOT.



B XXuUBbIX opraHu3mMax OoTKpbITbl 4 TUNAa
AeKapookcnnmpoBaHUA aMUHOKUCTIIOT:

1. a-[ekapbokcunmpoBaHue, XxapakTepHoe
ONA TKaAHEW XXUBOTHbIX, NPU KOTOPOM OT
aMWHOKUCIOT OTLLennsieTca KapbokcmnnbHas
rpynna, ctosduiasa no coceacTBy C O-
yrnepoaHbIM atoMoM. [lpoaykTamMmun peakuun
asnatoTca CO2 n bnoreHHble aMUHBI:

R=CH(NHg)=COOH = R=CHa=NHy * 00



2. w-[ekapbokcunmpoBaHmne, CBOUCTBEHHOE
MUKpoopraHnamam. Hanpumep, 13
acnaparMHOBOW KUCMOTbl 3TUM MYyTEM
obpa3yeTcsa a-anaHuH:

HOOG-CHy=CHiNHp}=COOH=OHy~CH(NHy = COOK + '



3. lekapbokcunmupoBaHune, cBsI3aHHOE C
peakunen TpaHcaMUHUPOBAHUA:

R] R? K| R?
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a8 o
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B aton peakunmn obpasyrotca anbgerna v
HOBas aMWHOKWUCIOTa, COOTBETCTBYHOLLASA
MCXOOHOWN KETOKUCIIOTE.



4. [lekapbokcunmpoBaHue, CBA3aHHOE C
peakunen koHgeHcauum aByx MoneKkyn.
Q[ \! F‘|
| | ,
UH=NHy + -5-HoA=—>CH=NH, + SH-HoA 4

JTa peakumnsa B TKAHAX XXUBOTHbIX
OCYLLECTBMNAETCA NpU CUHTE3E O-aMUNHO-
NeBYIMHOBOW KUCNOTbl U3 MULUMHA N CYKLUUHWIT-
KOA 1 npn cMHTe3e COPUHIonmnnaoB, a Takke y
pacTEHUN NPUN CUHTE3E DMOTUHA.



Peakumnn nekapbokcunmpoBaHud B OTIIM4ME OT
OpYyrmx npoLeccoB NpoMeXyTo4HOro oomeHa
aMWUHOKUCIOT ABNATCS HeobpaTUMbIMU. OHU
KaTtanmsnpyrTcsa crneympuyiecknmmn
doepmeHTamMun — aekapbokcmnasamm
aMWUHOKUCIOT, OTNNYaoLWNUMUCS OT
nekapbokcmnas a-KETOKUCIOT KaK OenkoBbIM
KOMMNOHEHTOM, TaK U nNpupoaon KodbepmMeHTa.
[Nekapbokcunasbl aMUHOKUCNOT COCTOAT U3
benkoBou YacTun, obecnevymsatoLen
cneyndpmnyHOCTb AEUCTBUSA, U MPOCTETUYECKON
rpynnbl, NpeacTaBneHHOW
nupugokcanbdocdartom ([1P), kak n y
TpaHCaMWNHa3.



