[MyTn o6pa3oBaHus n nogaepxaHu nyna
aMUWHOKUCIOT B opraHusmMe. TpaHcnopT

EMME L RO SRIFTEEdSYRHM3Me BoNbLUMHCTBO
dOYHKUMN N C HAMWN CBA3aHbI NPaKTU4YeCKU BCe
NpoABNEHNSA XXN3HN. benkn oendaT Ha Takue rpynnbi:

1. Katanutuyeckue 6enku - 9To cneumanmn3oBaHHbIN
Krnacc 6erkoB — ePMEHTHI.

2. CokpatuTtenbHble 6enkn BbINONMHAT QYHKLNUIO
ABMXXEeHUA (aKTUH 1 MUO3UH).

3. 3alWnTHbIe benku (aHTuTENa, apyrne
aHTUMUKPOOHbIE (PaKTOPbI; 3aLUMTa OT KPOBOMNOTEPU
— onbpunHoreH, hakTopbl CBEPThIBAHUSA KPOBMW.)

4. PerynatopHble 6enku. CurHanbHble 6enkm n
onuronenTuabl, FOPMOHbI, PeLenTopbl.



[TyTn obpasoBaHmsa 1 nogaepxaHun nyna
aMMWHOKWUCIOT B opraHn3amMe. TpaHCnopT aMUHOKUCIIOT
B KINETKM.

5. TpaHCNoOpTHbIE BENKN (TPaHCMOopPT BELLECTB B
KpOBU, Yepe3 memMmbpaHbl). Cenyac N3BECTHO CBbILLE
6 TbICAY TPAHCMOPTHbLIX OENKOB.

6. CTPYKTYpHbIE Denkn — membpaHble,
coeMHUNTENbHOW TKAHWU (KonmareH, anacTtuH 1.4.),
BOJ10C (O—KepaTuH).

7. [lvieBble — cogepXaTtca B NpoayKTax NUTaHus.

8. 3anacHble.



buonornyeckne yHKLNN aMUHOKUCTIOT.

1. CprKTyprIe alleMeHTbl MNenTnaoB U Oenkos. B
cocTaB 6enkoB BXoAAT 20 NPOTEUHOrEHHbIX aMUHOKUCIIOT, KOTOpbIe
KOOUpPYIOTCA reHeTUYEcKMM KOOM U NMOCTOSAHHO 0OHapyXXMBaloTcs B
bernkax. HekoTopble 13 HUX NoaBepratoTcst NOCTTPAHCALMOHHOM
Moamndukaumm, T.e. MoryT ObITb PocdopUnNUpoBaHbl, aLMNMpoBaHbl UK
rMOpoKCUNUPOBaHbI.

2. CTPYKTYPHbIE aneMeHTbl ApyrnX NPUPOAHbLIX

COeANHeHNIN. AMUHOKMUCNOTbLI U UX NPOU3BOAHbLIE BXOAAT B cOCTaB
KOOEPMEHTOB, XXENMYHbIX KUCIOT, aHTUOMOTUKOB.

3. nepeHOCHI/IKI/I CUITHAaJ10B. Hekotopble n3 aMmHoKucroT

ABIAKOTCA HeﬂpomenmaTopaMM Unun npeaecrBeHHNKamMmm
HeVIpOMeﬂ,MaTOpOB, MeanaTtopoB Ui ropmMmoHOB.

4. MeTabonunTbl. AMuHoK1CHOTHI — BaXXHEWLLKWE, a HEKOTOPLIE N3

HUX XN3HEHHO Ba>XHbl€ KOMIMOHEHTbI MNTAaHNA. HeKOTOpre
aMUHOKUCI10Tbl NPUHUMAKOT yHaCTune B obmMeHe BELLECTB, HalpuMep,
CllyXaT AOHOpPaMM a30oTa. HeI'IpOTeVIHOI'eHHbIe aMUHOKUCIIOTbI 06pa3y+0Tc9|
B Ka4eCTBeE NMpoMeXyTOHHbIX NMPOAYKTOB MNMpu OnocnHTe3e n aerpagaunm
NPOTENHOINE€HHbIX aMUHOKUCIIOT UJTN B LLUKI1€ MOYEBUHBI.



[yt obpasoBaHus 1 noagep)kaHn nyna aMMHOKUCIIOT B
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TpaHCNOPT aMUHOKUCIIOT Yepes KINeToYHbIe

MeMOpaHbI

PasnnyHasa ckopoCTb NPOHUKHOBEHUSA aMUHOKUCIIOT Yepe3 MeMbpaHbl KIeTOK, YCTaHOBIIEHHAsA Npy NOMOLLM
MeTO[a MeYeHbIX aTOMOB, CBUAETENLCTBYET O CYLLLEeCTBOBAaHWUM B OpPraHU3Me akTMBHOW TPAHCMOPTHON CUCTEMBI,
obecneymBatoLLiert NepeHOC aMUHOKUCIIOT KakK Yepes BHELLHIOK niiasMaTu4eckyto MeMbpaHy, Tak u yepes
CUCTEMY BHYTPUKIIETOYHbIX MeMBpaH. HecMoTpsa Ha TwaTtenbHble uccneaoBaHus, NpoBefeHHbIe B Pa3HbIX
naboparopusix, TOHKME MexaHn3Mbl (PYHKLMOHMPOBAHNS aKTUBHOW CUCTEMbI TPAHCNOPTa aMUHOKUCIIOT Moka He
paclwmdpoBaHbl. O4eBMOHO, TaKMX CUCTEM CYLLECTBYET HECKOMbKO. B yactHocTu, A. Manctepom npegnoxeHa
OpUrMHanbHasi cxema TpaHcnopTa HenTpasibHbIX aMUHOKUCIIOT Yepes nnasmaTnyeckyto memopaHy, kotopas,

No-BMAMMOMY, aKTMBHA B NMOYEYHbIX KaHarbLaX, CM3MCTON 060noYke KULLEYHNKa U psae ApYruX TKaHeN.
CyLLHOCTb 3TOM rMnoTe3bl MOXHO NpeacTaBUTb B BUAE CXEMbI:
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NMPOMEXYTOYHbIN OBMEH AMUHOKUCNOT B
TKAHAX

[TpOMEXYTOUYHBIM METAabONN3M aMUHOKUCTIOT
6enKoBbIX MOMEKY, Kak U APYrnx nutaTenbHbIX
BELLECTB B XXUBbIX OpraHmn3amax, BKntovaeT
kaTabornnueckne (pacnag 4o KOHEYHbIX MPOAYKTOB
obmeHa), aHabonunyeckune (bocnHTes
aMMHOKWUCIIOT) NPOLIECCHI, a TakkKe paa Apyrux
cneumndunvecknx npespaLleHnn,
conpoBoOXXaarLmxcst obpazoBaHUeM DNOTOrMYECcKH
aKTUBHbIX COEAUHEHUN.

YCnoBHO NPOMEXYTOUYHbIN METAbONN3M
aMMWHOKUCIOT MOXKHO pa3aennTb Ha obume nyTu

obMeHa 1 HgmMBMayarnbHble NpeBpaLleHns
NDOTNANMKRHKIY AONMIAAOVYIACTOOT
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NMPOMEXYTOYHbIN OBMEH AMUHOKUCIOT B
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Obuwme nyTn obmeHa

ObLMe ™" nyTM npeBpalleHWss  aMWUHOKUCIOT
BKITIOYAIOT peakLmm

neaMUHUPOBaHWS,

TpaHCaMUHUPOBaHMS,
AeKkapobokcunmpoBaHus,

OnocuHTesa u

paLemMu3aLumm.

Peakumn pauemmnsaumm xapakTepHbl TONbKO A5
MUKPOOPraHM3MOB;

OTKPbITbl  PEPMEHTBLI, KaTanuampyrwuwme pauemMusauuo psga
amuHokmucnot (Ana, Iny, lpo, Met, Jlns, Cep) n anumepusauymio
OKCUMPOSMHa U Q,E-AnaMNHONMMENMHOBOU KNCNOTbIl. Pusnonornyeckas
ponb pauemas MUKPOOPraHM3amMoB CBOOUTCS, BEPOATHO, K CUHTE3Y D-
N30MEPOB aMMHOKUCIIOT A9 NOCTPOEHMS KIETOYHOM 0OOSTOUKM.



Obuwme nyTn obmeHa
aMWHOKUCTOT

|El,eaMI/IHI/IpOBaHI/Ie dMWHOKUCIIOT

[loka3aHo CyLLecTBOBaHuMe 4 TUNOB

neaMMHUpPOBaHNA aMUHOKUCIIOT (OoTLienrneHune
aMUHOrpynnmbl).

Bo Bcex cnyyasx NH_-rpynna amyWHOKUCNOThI
ocBODOOXOaeTca B BUOe aMmmMmumaka.



1. BoccTtaHoBUTENBHOE OeaMUHUPOBaHUE

2[H]
R—CH—COOH > R—CH,—COOH + NHz3
| Ay v yaa s s +
NH, (Al eaéeée NHy)
o—Al ei T eenei oa [ 3R0U & T 4y Gefidl o

2. lngponutnyeckoe AeaMUHMPOBAHUE

H,0

R—?H—COOH > R—§H—COOH+ NH;
NH, OH
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3. BHyTpMMOnekynapHoe AeaMuUHMpoBaHue

(anMMmnHMpoBaHue)
R—CHz—(le—COOH > R—CH=CH—COOH + NHsj
NH 2-4 -63041 {1 43y BeR&T &
oAl &f | 8eRéT & (o, B & ARG & { &

€adai i 1 aay eenéi oa)

4. OkncnuTenbHoe

neaMyHUpoBaHue
120,
R—CH—COOH > R—C—COOH + NHj
NH, 0
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OkucnuTenbHoe

neaMnHUpoBaHune  éAddaca
R—(IZH—COOH > R—C—COOH ——>
H—NH a \ NH
U o] V| OMI H \
a-Al elTéefeica o~ a-Eieiiéen
OAA OAAH,

—>  R—C—COOH + NHj

o

~eeA X\

o—E &8 éeneéi oa
[lepBasi cTagmna 3aBepluaeTca obpasoBaHMEM HEYCTONYMBOU
NPOMEXYTOYHOU MMUHOKUCNOTLI, KOTOpad Ha BTOpPOU cTaauu

CMOHTaHHO 0e3 yyactusa depmeHTa, HO B MPUCYTCTBUM BOAbI
pacrnagaeTcs Ha aMMUaK U O-KETOKUCTIOTY.



Momumo ammumaka, npoayKTammn Ae3aMUHUPOBaHUS SBMSIFOTCS XKMPHbIE KMCIOTbl, OKCUKUCIIOThI M KETOKUCNOTbI. s
XKMBOTHbIX TKAHEN, pacTeHui 1 6onbLUMHCTBA a3pO0BHbIX MMKPOOPraHM3MOB NpeobnaatoLmMmM TUMNOM peakuuii SBNsSeTcs
OKMCNMTENbHOE Ae3aMUHNPOBaHNE aMUHOKMCIIOT, 32 UCKITFYEHEeM rMCTUAMHA, NoaBepratoLLerocs
BHYTPUMOIEKYNSIPHOMY AeaMUHUPOBAHMIO.

PaccmoTtpum 6onee nogpobHO MexaHU3M OKUCIUTENBHOMO Ae3aMUHUPO-BaHUSA aMUHOKMCIIOT, NPOTEKaloLWero B e
cTaguu.

R-CH-COOH oy R-C-COOH .*” R-C-COOH

| - | — - | v NH

H-NH NH O

[lepBaa ctagua dBndeTcAa (pepMeHTaTUBHOW U 3aBepLUaeTcd
obpa3oBaHMEM HEYCTOMYMBOIrO MPOMEXYTOYHOrO MpoayKTa
(MMUHOKMCOTA), KOTOPbIN Ha BTOPOW CTaguK CrOHTaHHO 6e3
ydactua oepmMeHTa, HO B NPUCYTCTBMM BOAObI pacnagaeTcs Ha

dMMUaK N A-KETOKNCJIOTY.

CnenyeTr ykasaTb, 4YTO OKCuAaasbl aMUHOKUCNOT (L- n D-M30MepoB) ABMAOTCA
CNOXHbIMW prnaBonpoTenHamMmu, cogepXxawumm B Kadyectse kodpepmeHta ®MH mnnn
®AL, KoTopble BLIMOMNHAKT B 9TON peakuMn ponb akUenToOpOoB ABYX ONIEKTPOHOB U
NPOTOHOB, OTLIENNSAWMXCA OT aMUHOKMCNOTbl. Okcmgasbl L-aMUHOKUCIIOT MOryT
cogepxatb kak ®MH, tak 1 ®AL, a okcmagasbl D-aMMHOKUCIIOT — Tornbko DAL B
KayeCcTBe NPOCTETUYECKOW rpynnbl.



BoccTaHoBreHHbIE (brlaBMHOBLIE MOHOHYKNEOTUAbLI MOTYT ObITh
OKUCIieHbl Kucrnopogom (0,).
éao aéaca
H, O, —> H,0 + 120,

OxkucnutenbHoe AeaMnHnNpoBaHuMe

rnytamara
<
- ] H-0 NH ]
GO0 [ AAO) [ AK(O)H+H! C0O 2 ’ GO0
(|3H—N+H3 NS o C=NH N T > C|)=O
(|3H2 604 a0 (|3H2 {86801 & O a0 é4( i C|)H2
CH,—COO dedeadr aai aca CH,—-COO CH,—COO

Agddal ao Ei e Ta800a a0 o-E &3 36003830



CxemaTn4eckn peakLmm OKUCIIUTENbHOIO
JeaMUHNPOBaHNSA aMUHOKUCIOT C y4acTUeMm
kobepMeHTOB MOryT ObITb NpeacTaBneHbl B
cneayowem Buae:

.
Oxcupaasl L-w l

R D-aMUHOXKUCNOT

CH— N
COOH o PAAH. cOOH COOH



BoccTtaHoBNeHHbIE pnaBUH-HYKNeoTUabl OKcuaas
L- n D-aMMHOKUCMOT MOryT HenocpeacTBEHHO
OKUCMATbCA MOMEKYNnApHbIM Kucrnopogom. [lpwu
9TOM 0OpasyeTcsa nepekncb BOOOPOAA, KOTopas
noaBepraeTca pacllensnieHnio nog AOeUCcTBUEM
KaTtanasbl Ha Bo4y 1 Kncnopog.

E-©ALH, + O, —> E-OAL + HO, HO HO + 1/20



Bnepsble B nabopatopum [1. pruHa 13 TKaHM NeYeHn 1 NoYeK KpbiC Bbina BbiaeneHa okcmaasa, katanusnpyoLlas
AeaMUHUpoBaHue 12 NpupoaHbIX (L-u3omepoB) aMnHokmcnot. Okazanocb, 0gHAKO, YTO 3TOT (PEPMEHT UMEET ONTUMYM
AencTeuns B WenoyHom cpege (pH 10,0) n npu omnsnonorndeckmnx saHadeHnsx pH ero akTMBHOCTb Ha NOPSIA0K HUXKE, YeEM Npu
pH 10,0. B TKaHAX )KMBOTHbIX 1 YernoBeka OTCYTCTBYET nogobHasa cpeaa, N03TOMY OKCuaase L-aMu-HOKUCAOT NPUHAANEXUT,
BEpPOATHEE BCEro, orpaHn4eHHasi posib B NpoLEecce OKUCINTENBHOrO Ae3aMUHNUPOBAHUA MPUPOAHBIX aMUHOKUCIOT. B
XMBOTHbIX TKAHAX OKCUAA3HbIM NyTEM CO 3HaYUTENbHO BOrbLUEN CKOPOCTHLIO Ae3aMU-HUPYOTCA D-M30Mepbl aMUHOKUCTIOT.
OTW faHHble NOATBEPAMMNCH NOCIIE TOro, Kak U3 XXMBOTHbIX TKaHeW Obin BblgeneH cneundunyeckun oepMeHT okcnaasa D-
aMUHOKUCIIOT, KOTOPbIX B OTNNYME OT OKCUAa3bl L-aMUHOKMCIOT OKa3ancs BbICOKOAKTUBHbBIM NPy (OU3MONOrnyecknx
3HaveHunax pH cpeabl. He 0o koHLUA ACHBIM OCTaeTCHa BOMNPOC O TOM, KAKOBO 3Ha4YeHMe CTOSMb akTUBHOW OKcuaasbl D-
aMUHOKUCIOT B TKaHsIX, ECIM NOCTynatoLme ¢ nuiien 6enkm n 6enkmn Tena >XMBOTHbIX U YeNOoBEKa COCTOAT UCKIIOYUTENBHO U3
NPUPOLHbIX (L-n30MepoB) aMUHOKUCIIOT.

B XMBOTHbIX TKaHsAX . 1MNepom OTKPbIT BbICOKOAKTUBHBIN NMPU PU3NONOrMYeCckmnx 3HadeHusax pH cneunduyecknin pepmMmeHT
(ryTamatgerngporeHasa), Katanmanpyrowmnin OKUCNNTENbHOE Ae3aMUHUPOBaHNE L-rnyTaMMHOBOW KMCIOTbI. OH aBnsieTca
aHa3pOBHbLIM PEPMEHTOM M YPE3BbLIYANHO LLMPOKO PacnpoCTpaHEH BO BCEX XMBbIX 0ObekTax. B kadecTBe kodepmeHTa
rnyTamart-gerngporenasa cogepxmt HAL (nnn HAL®). Peakums BkntovaeT aHaspobHyto dhasy agermapupoBaHns
rNMyTaMMHOBOW KUCIOTbI C 06pa3oBaHMEM NPOMEXYTOYHOIO NPOAYKTa — UMUHOIIYTapOBOW KUCHOTbI U CNOHTAHHbLIN rMAPOnm3
nocnegHen Ha ammMmmnak 1 a-KeTorfyTapoByo KACIIOTY B COOTBETCTBUM CO CrieytoLen CXeMon:

Fnytamartgeruaporedasa
|
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\! W
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a-Kertornyrapar |
Cnonranso



Fnyramartgeruaporeqasa

NHQ :
|
Mnyramar ! e S
'I\I'H 2
HOOC— CH,—CHQ—C —C0O0~ Hﬁgmw) H+H'
Umumornyrapar -

O
Il NH
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_— — - — -
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HeokncnutenbHoe geaMmmHupoBaHne CepuHa, TpeoHnHa 1
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HekapbokcunmupoBaHue

dAMMNMHOKUAUCTIOT
a-[ekapbokcunupoBaHue
aMUHOKUCNOT
R—CH—COOH > R—(lin + COy
IlIHz NH,
a—Al & T éenéi ta Aet@iiaéa ei

w-LekapbokcunmpoBaHue

aMUHOKNCIOT
?OO ?OOH
(|3H—N+H3 > (|3H—NH2
CH,~CO0’ CH;

Afi 33080 Ae€al el



[ekapbokcnnmupoBaHne aMMHOKUCIIOT COMNPsSiKEHHOEe
C TpaHCaMUHUPOBAHMEM.

COO COO

| |
¢ v

COO

|
=0 4+ CO, + CH—NH,
1 &2

O—O—I

o-Ai éiTeefcical o-Fadeercioa  Aéladda o—Al &i 1 éenéi ta |l
[ekapbokcunmpoBaHne aMUHOKUCIIOT COMPsiXKeHHOoe
C KOHOEeHcaunen OByx Mosiekyrn.

(|300' CO—SCoA (|30—CH2—CH2—COO'
CHo—NH, -+ (l_)Hz — » CH>—NH> + HSCoA
S A ) ner o aga
oAl 8T CHp-COO0™ i &7 68408817 & é + C02
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