OBMEH N ®YHKLUN
AMUHOKUCIIOT
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icnonb3oBaHME OpraHU3mMom
aMWUHOKUCIIOT U, criegoBaTernbHO,
NOTPEOHOCTb B HUX Pa3nNMyatoTCcsl B

3[10POBOM OpPraHm3amMe u nNpu pasnmnyHbIX
NaTONTIOMMYECKNX COCTOAHUSAX.
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B 300poBOM opraHn3ame dorbliaga 4YacTb
LMPKYNUPYOLLMX aMUHOKUCTIOT
obpasyeTca 13 NULLEBbLIX DENKOB,
rmaponns Kkotopbix nponcxoant XXKT.
AMWUHOKNCINOTbI MOCTEMNEHHO
BbICBODOXXOAlOTCS B ODLLYIO LMPKYIALNIO,
N OOMOSHAT NyS1 aMUHOKUCNOT,
obOpa3syloLmMnca B peasynbraTte
NOCTOAHHOro obopoTta benkoB opraHn3ma.
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[1py naToONOrM4yecknx COCTOAHMSAX COCTaB
aMWUHOKMCIOT, 0DpasytoLlmxca rnpu
pacnage 6enkoB 1 BbICBODOXOAOLLMXCS B
LMPKYNSLUMIO U3 KALLEYHMKA, B KPOBU U
TKaHAX pasnMyaeTcs.
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Psg aMMHOKUCIOT, TaKUX Kak rinyTaMuH,
APrMHUH, LUCTEMH N TayPUH CTaHOBATCS
He3aMeHUMbIMW NPU NaTONOrM4YeCcKnX
COCTOSIHUAX, MOCKOSbKY U3 HUX
obpa3syloTcsa coegnHeHus, Heobxogmmble
KrneTkam nevyeHmn, MMMyHHOW CUCTEMBI, a
NOBPEXOEHHBIM TKaHSM.
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TOKCMYHOCTb cCaMnX aMUHOKUCTIOT
aBneHue pegkoe. [Npumepom KnnMHNYecKkoun
CUTyauUun NPoABIIEHNA TOKCUYECKOTO
OENCTBUA aMUHOKUCIOT ABMAIOTCS
Kenyao4HO-KULLEeYHble remopparuu,
CONyTCTBYHOLLIME NEYEHOYHOU
9HUedanonaTun Npu neYyeHo4YHoOu
HeJOCTaTOYHOCTMN.
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[[eMornobuH siBnsieTcs
HecbanaHCMpoBaHHbIM DENKOM - B HEM
OTCYTCTBYET HE3aMEHMMasa aMUHOKUCIOTa
N30MEenLnH, YTO HEraTMBHO BNUAET Ha

oBbMeH BCceEX aMUHOKUCTIOT N OUOreHHbIX
dMNHOB.
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A30TUCTbIN DanaHc = KOJIM4YeCcTBO a3oTa
NOCTyNatoLLEro B OpraHn3m — KOnm4ecTBOo
BblOENSIEMOro U3 opraHmama asoTa

- MONOXXNTErNbHbIU
- oTpuuaTenbHbIN
-  a30TUCTOE paBHOBECKE

[1lpn benkoBoM rofiogaHun M3 opraHnM3ma
BbIBOOAUTCS 4 I a30Ta B CYTKU (25 r benka)
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B cnHTe3e bernka npuHMmMaloT yyacTtue
20 aMMHOKUCIOT
HezameHnmMmble aMUHOKUCIOTHI:

doeHnnanaHnH, METUOHUH, TPEOHWH,
TpUnTodaH, BanuH, NM3nH, NenLUmH,
n3onenuyuH

OTHOCUTENBHO 3aMEHUMBIE: dPrMHUVH,
McTnanH

YCNOBHO 3aMEHUNMBIE: TNPO3NH, UNCTENH
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I'nmaKoresn-

H LI KertoreHHBLIS
KeToreHHbBIe

AMHHOKHC- | AaMHHOKHCJIO0OThHI
AMHHOKHCITOTER

I'immxko- !
|

JIOT I

ATaHHH THpO3HH Jledimmn
AcmaparmvH Hzomenuma JIH3HH
Acmaprar PennmaTaHMH '
I mvmmmn TpunTodgan

I nyvTamat

I nvTaMHuH
IMpomun
Cepun
Iimcrenn -
ApProyHuH

I HCTHOHH
BaauH
MeTHOHRHH
TpeonuH




@  ewoweon NN
« ®OHO cBODOOHBLIX aMUHOKUCIIOT B
opraHmame — 351 (35-65 mr%)

* Pe3epB aMMHOKMCNOT — (PyHKLUMOHAaNbHbLIE
B6enkn n CTPYKTYpHbIE DENKN TKaHeN
BHYTPEHHMX OPraHOB U CKENETHbLIX MbILLILL



Katabonuam

fenkos TkaHen
DoHA
Benku ceoDOAHBIX benku
MALLA AMWHOKWCNOT TKaHeW
CuMtes na | \\
yresoaos + NH; — Mouesuna
i
A3soTcoaepxaume JkcKkpeuuns
BenKOBLIE o=KeTokucnoTsl

COBLMHEHNUS J' \,
d/ \' CO; + H;O

rokoaa
KetoHoBbie Tena

BuoreHHble lopmoHb! + AT
aMWHbI HykneoTtupbi
Fem

KpeaTuH u gp.
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Ha3zsanne | Conepxanne Denka,

NpoayKTa Yo
Msaco 18-22
Priba 17-20
CrIp 20-36
Monoko 3.5
Puc 8.0
IN'opox 26
Cos 35
Kaprodens 1.5-2.0
Kanycra 1,1-1,6
MopKOBE 0,8—-1.0
Abdnoku _ 0,3-0.4
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[TuTaTenbHasa UeHHOCTb benka
onpepensgeTca coanaHcMpoBaHHbIM
COCTaBOM He3aMeHUMbIX aMUHOKUCIIOT.

PacTtutenbHble Oenkn cogepxxaTt Mano
He3aMeHUMbIX aMUHOKUCIIOT:

NnM3nHa, METUOHUHA U TpunTodoaHa.

benkoBag HeOOCTAaTOMHOCTb — KBALLMOPKOP
(aHeMus, rMNONPOTENHEMMUS, OTEKMN,
cTeartorenaro3s)
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benkn rugponuaytotca B XXKT nog
Ooenctemem npoteas (3HOo0- U
ak3onenTmnaasbl) 40 cBOOOAHbLIX
aMUHOKUCIOT: B XXenyake -nencuH,
PEHHWH, raCTPUKCUH; MaHKpeaTn4ecKmne
dEPMEHTbI — TPUMCUH, XUMOTPUINCUH,
anacTtasa, kapbokcunenTtmnagassl A 1 B; B
TOHKOM KULLIEYHUKE — aAnmnenTtuaasbl,
aMnHoneTnaasbl.
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1. [acTpWH CTUMYIMPYET CUHTE3 U
CEKpPEeLMo NerncuHorexHa

2. llog pencrtemem pH Hactynaetr
YaCTUYHbLIN NPOTEONNS

3. OtwenngtTca 42 AK-octaTka
Obpa3syeTcst akTUBHbIW NENCUH

5. AyTOKaTanuMTuU4eckn NerncuH akTuBUpPyeT
Opyrue Monekysbl NerncMHoreHa

>



B XKenyake

1. HapylleHune cuHTe3a CoNnaHOU KUCNOThI
2. HapylweHune cnHTe3a nencuHoreHa

3. lNonHoe oTcyTCcTBME CONSAHOM KUCNOThI U
NencuHoreHa

B HOpMe MOJ1o4Hasa KUCnoTa B XXenyake
OTCYTCTBVET
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B KneTkax 3K30KPMHHOW YacTu
noaXxenygovHou xenesbl
CUHTE3NpYyrTCA:

- TpuncuHoreH

- XUMOTPUNCUHOreH

- [lpoanacTtasa

- [lpokapbokcunentnaassl A n B
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- Ha TpuncuHoreH oencrteByeT aHTeponenTuaasa
ANMUTENNOLIUTOB KULLEYHUKA N NPOdPEPMEHT
npeBpallaeTcs B aKTUBHbIA TPUMNCKH

- TpuncuH B CBOIO o4epeab akTUBMPYET
XUMOTPUMNCUHOTEH U Apyrme depMeHTbl MyTeEM
4acTUYHOro NPoTeonn3a



@ {7 cneunpusnocrs nanpearwiecie I
epMeHTOB

TpuncuH rmgponusyeT cBA3N obpa3oBaHHbIe
KapOoKcunbHbiMu rpynnamu Apr m Jlus

XUMOTpPUNCUH — KapOoKCcUnbHbIMU rpynnamm ®eH, Tup,
TpH

Kapbokcunentngasnbl (Zn-cogepxawme hepMeHTbl) —
oTwennsaT C-KOHUeBble OCTaTKU aMUHOKUCIOT

AMUHONenTuaasbl U AMnenTuaasbl 3aKkaHYMBaKoOT
rmaponns nenTugoB



MakcumanbHasa KoHueHTpauusa AK B
KpoBu — yepe3s 30-50 muH nocne
npuema nuum

CyuwecTtByeT 5 cneundpmnyecKkMx cuctem
nepeHoca aMMHOKUCIIOT Yyepes
MeMOpaHy

AMUHOKNCTIOTbI KOHKYPUPYIOT MeXAay
coOou 3a cBA3bIBaHUe ¢ 0enKoMm-
NnepeHoOCYNKOM



LE&TouHas Kaiima
IMATENMA KMLLEYHUKS

Na' K- ATd-aza

Aﬂ-“t‘ Geoooa
Pt A Pi

- TpaHcnoxkasa K

AMMHUHO- EDF’UTHEH aeHa
KHMCnoTa
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TPAHCNOPT aMUHOKUCIIOT

Cneundunyeckasa TpaHcnopTHasa cuctema
NS HeUTpanbHbIX aMUHOKUCIIOT — B
KULLEYHUKe, NoYyKax, Moa3re.

OcHoBaHa Ha McnoJyib30BaHUN B Ka4yecTBe
akuenTtopa aMMHOKUCAOT TpunenTtuga
rnyTaTUoHa



KneTo4uHan
memBbpaHa

(AK)

Amuﬂcnnm
Limcrentvn-
FAVUWH

ATD



AMHHTJmIncnﬂTH (AK)

Cnyrammn

/ (60% pa3seTBNAHHLIX AMHUHOKIMCROT)

i B i

—— ARAHMUH ———



* Y B3pOCHbIX N AeTen BO3MOXXHO BCcackiBaHME
KOPOTKOLENOYEYHbIX NENTUOO0B

(MMMYHHaa peakunsi Ha nNpuem bernka —
HenepeHoCUMOCTb BenkoB NULLN)

Y HOBOPOXOEHHbLIX U3 KNLLIEYHNKA B KPOBb
NOCTynaKT aHTUTENa MOJ1I03MBa (B MOJ1031BE
COAEPKNTCA NMHIMBUTOP TPUMNCUHA, YTO
NO3BOSISIET UM NPOABUraTbCs Aarblue rno
KNLLEYHUKY).



o 2aee 1N
Katabonuim aMMHOKUCIIOT

 TpaHCaMMHMpOBaHUe - peakLna nepeHoca
aMWUHOrpymnrbl C aMMHOKNCIOThI Ha
KETOKMCIOTY, C 0bpasoBaHMEM HOBOW
KETOKNUCNOTbl U HOBON aMUHOKUCIIOTHI
(aMunHoTpaHcdepasa, KopepMeHT 1D -
npon3BoaHoe BUTammnHa B6).



@ Karasonmam awmowrcror [N

 TpaHCaMMHMUpOBaHUe - peakLna nepeHoca
aMWUHOrpynnbel C aMMHOKNCIOTLI Ha
KETOKMCIOTY, C 0bpasoBaHMeEM HOBOW
KETOKNUCNOTbl U HOBON aMUHOKUCIIOTHI
(aMunHoTpaHcdepasa, KobepMeHT 1D -
npon3BoagHoe BuTammHa B6).
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?UUH COOH COOH COOH
HEN-?H t 0=C =———— 0=¢C +  HN-CH
Ri Ry R Ry

AMMHOKMCNOTa;  o-KeToKucnoTa a-KeTokucnora AMUHOKNCNOTA;



aMUHOTpaHcdepasbl

° (DepMeHTbI JNTOKaJin3oBaHbl B UATOMITa3Me
N MUTOXOHOPUAX NMeYeHn, MMOKapAda U
CKEJIETHbIX MbILLL.

* B KpoBU nNx KOHUEHTPALNA O4YEHb HN3Kas
(5-50 E/n), uyTo nmeet anarHoctnyeckoe
3HA4YEeHME: renaTuT, NopaxeHme
MUOKapOa U CKerleTHbIX MbILUL,

* CooTHowweHne AcT/AnT — KOO PULINEHT
ne Putuca (N=1,3-1,5)



AnaHuH

COOH

GH‘—NHE + EH2
COOH
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“ amuHoTpaHcdepasbl (An

ANT, N®

T, Ne

C=0
COOH

[Tupyeat



@ Bronomecioe snavenve I

TPaAHCAMWHNPOBaAHUA

e 3aKouYnTENbHbIN 3Tan CUHTE3a
3aMeHUMbIX aMUHOKUCTIOT

 [lepBag cTagms gesaMnMHUPOBAHUS
OONbLUMHCTBA aMUHOKUCIOT



OTLwenneHne ammHorpynnsl 1 obpasoBaHue
COOTBETCTBYIOLLEN KETOKUCNOTHI.

 OKucnutenbHoe

 Henpsamoe (TpaHcaoe3aMUHUpOBaHue)
 HeokucnurenbHoe
 BHyTpuUMoOnekynsipHoe



@ Cynetanponykros [

ne3aMmmnHupoBaHums
I-hN-GII-i-DDDH
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AMmuak 0 =‘? COOH a-KeTokucnota

X \ e

MouesuHa AMMOHUiIHBIE no COx w H,0
conu
\ / n

oKO3a KeToHoBble CHHTE3 3aMEHUMBIX
Tena AMWHOKMCNOT

IKCKpeLns
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 QepMeHT — rnytamataerngporeHasa

 KodpepmeHT — HALL+

« [nyTamaTtgerngporeHasa - perynatopHbIn
doepMeHT odbMeHa aMUHOKMNCIIOT

- Annoctepuyeckme nHrnbmntopbl — ATO, I'TO,
HALH), aktneatopbl — ALD.

- MoxeT nHayumpoBaTbCs CTEPOUAHBIMU
ropmMoHamMmu

« Peakunsa obpatmma — BOCCTaHOBUTENbHOE
aMWHMpPOBaHME KeTornytapara



o NAD'  NADH+H' (|:H_q H,0 éH: |
CH; - \J ~ CH, __r_k ~ CH, *+ NHs
CH—NH, [nyramatperupporeHasa  C=NH 40 C=0
COOH COOH COOH

[ nyramar a-AMuHornyTapat a-Ketornyrapar



