MeTabonuam 6enkoB Neo1
MeTabonnim aMMHOKUCHIOT

1.ICTOYHUKN N ncnosib3oBaHue
NPOTEUHOrEHHbIX aMUHOKUCIIOT B

opraHu3me.

2.TkaHeBOU npoTteonma. TkaHeBble
NpoTENHa3bI
3. Metabonuam ammHokucnot. Obwune
peakuunm npespaLleHnss aMUHOKUCTIOT.

4. [yt obesBpexmBaHNa ammmaka



Co.qep)KaHMe dMUHOKUCHOT B KPOBU U TKAHAX

CopepxaHne aMUHOKNCNOT B KPOBU OTHOCUTESIbHO
NOCTOSAHHO — 35-65 mr/an

Benkn n aMMHOKMCNOTbLI HEe UMeIoT Aeno (He
HaKannMBalTCSA); B YCINIOBUSAX rofiogaHus B NepBylo
ouyepeab pacxoAyloTca «pe3epBHbie OenKku»

B HopMe B KpoBM azota ammHokucnot 4,3 — 5,7
MMONb/n.

BxoaoaT Bo hpakumio KpoOBU «OCTAaTOYHbLIM a30T». B
HOpMe OCTaTO4YHbIU a30T KpoBu 14 - 21 mmonb/n

Ppakyusa «ocTaToYHbIN a30T» BKIIKOYaeT —a30T
HebGeNnKoBbIX a30TcoAepXalnx coeanHeHUN:
aMMHOKUCIOT, MOYE€BUHbI, aMMMaKa, KpeaTUHa,
MOY€BOW KUCHOThbI.

A30Temusi — noBbiLIeHne cogepxaHnA oCTaToO4YHOIo
d30Ta



UCTOYHUKN U NMYTN NCNOJIb30BaHUA aMUHOKUCTIOT

NH3\LM0quMHa

Benkun nuwm NpoTteonus CuHTe3 13 yrnesoaos
\ TKaHeBbIX OenKkoB
doHA CB.
aMMUHOKMUCIOT
acKkpeyust
CuHres benkos CuHTe3 L-keToKMCNOThI
TKaHeu azoTcopepxKalmx \
CO: nroko3a, 3ameHuwm.
H-0 KeTOHOBbIe aMUHOK-TbI
ATOD Tena
buoreHHble [OpPMOHBI,
rem, KpeaTuH
KapHUTUH U

coeaANHeHUM
aMUHDbI HyKneoTuabl,
AP.



Katabonnam TkaHeBbIX OefIKOB NPOTeonuns.
TKaHeBble NpoTenHasbl.

« B kneTkax nocTtossHHO MAYT NPoLECcChl CUHTE3a U pacnaga
6enkoB. Bpems «nonyXusHu» pasHbiX 6€nKoB pasfinyHoe - OT
MWH [0 4YacoB , 6enNKoB NeYEeHn - HECKOSTbKO AHEN, KonnareHa —
MECSLbI.

* [lpoTeonus npoTtekaert, rnaBHbIM 0b6pa3om, 8 Jluzocomax noa
OEeNCTBUEM KUCIIbIX rmaponas — aHgonenTtuaasbl (KaTencuHbl).

* BbISIBreHO HECKOMNbKO BUOOB KamericuHos - A,B,C u 0p. n OHK
obnapgatoT cybcTpaTHOM cneundunyHoCTbo. Hanpumep
cneundunyHocTb KatencuHoB A, B,C cxoaHa co
cneyndnyHOCTbIO NencuHa, TpUncnuHa n XMMoTPUNcuHa.

« KopoTkoueno4yHble nenTnabl MOryT paclennaTbCa B LUTO30/S1€
noa AencTBMeM 3K3onentunaas.

* Takke B KneTkax BHe JIM30COM UMEIOTCA HeUTpasibHbIie U
LLleNOoYHble NPoTeNHashbl.



TKaHeBbIN npoTeonu3 denka B NpoTeocomax

e [INnA HEeKOTOpPbIX 6ENKOB , y4acTBYHOLIMX BO
BHYTPUKIETOUYHbIX PErynsaTopHbIX npoueccax (Hanp.
LIUKITUHBbI), HEHYXXHbIX OeNKOB - COCTapUBLUUXCS,
BbIMNOJIHMBLUUX CBOU (DYHKLMN; aHOMANbHbIX 6enkoB
cywecTByeT BTOpPOM cnocob gerpagauum - B
HagaMONEeKynsapHOM KoMnnekce — NpoTeocome, B
cocTaBe KOTOpOMu nmeeTcs sHoornenmuoa3HbIl
KOMI1J1IeKC.

 Benkn, nognexaliime NPoOoTeO0COMHOMN Aerpagauum,
npeaBapuTenbHO CBA3bLIBAOTCA («MeTATCA») Yyepes
CBOIO0 OOKOBYIO aMUHOrpynny fM3nHa ¢ He6oNbLUUM

6enkom YOUKBUHMUHOM (Be3gecyLimi).
[MpuKkpensnieHHbIN YOUKBUHTUH ABNSETCS
cBoeoOpa3HbIM NPONYCKOM 6erika B MPOTeOCOMY, rae
pa3pyLliaeTca 40 aMUHOKUCIIOT.

« HobGeneBckas npemus 2004 (CLUA,A3paunsb)



Perynﬂu,vm dKTUBHOCTU TKaHEeBbIX NPOTEenHas3

[Tpn PU3MoNOrM4ecknx yCnoBmax akTUBHOCTb NMPOTENHA3
He3HauynTernbHa, T. K. UMEEeTCHA HECKOJIbKO PerynaTopHbIX

MEXaHM3MOB, 3alluLlaloWnX 6enkn ot nx BO3aencTBun
Hekomopsie:

- KOI-BO NMPOTENHAa3 3aBUCUT OT YPOBHSA SKCMPECCUM
KOAUPYHOLLMX NX TEHOB;

- NpoTenHasbl MPOCTPaHCTBEHHO U30NNPOBaHbI OT Benkos
(IM30coMbl, LinToNNnasMaTuyeckme rpaHysibl, NPOTEOCOMBbI);

- aKTUBHOCTb NOAABMSAETCA 3HAOrEHHbIMU OENKOBLIMY
nHrnomntopammn.OHN NPUCYTCTBYIOT B KNETKaXx,Nnria3me KpoBw,

critoHe. ObnapgatoT cneunuUYHOCTBLIO K NpoTENHAa3aM.
Hanpumep B KpOBU- UHIMBUTOPLI CEPUHOBBLIX MPOTENHA3:

a1- aHMUMpPUricuH, aHmunaa3mMuH, aHmumpomMOUH;
yHMBepcarsbHbin - 02 — MakKpornooynuH;
B cnoHe — yucmamuHsbi

Mpu eocnaneHuu —ebIce060XdeHUe MPomeas U3 JIU30COM,2PaHyn A . HEKPO3



OOwme npeBpaweHns cBoOOAHbIX aMUHOKUCTIOT

1. TpaHCaMUHUPOBaHUE - MEXXKMOJIEKYJISAPHbIU NMepeHoc
epynnbl NH2 om aMUuHOKUuc-mbI Ha KEmMOKUC-my:

gpepMeHmMbI — aMuHompaHcgepasbl; KoghepmMeHm —
gpochonupudokcasnb ( kKoghepmeHmHas ¢popma B6)

2. OkucnurtenbHoe ae3amMmHupoBaHue —oTwensneHue NH2
¢ghepmMeHmMbI — Krnacc okcudopedykmasbl
akKmueHbIU chepMeHmM — asiymamMamoeauodpo2eHa3sa

Ko;;bepmeHm - HAl (koghepmeHmHas ¢popma sumamMuHa
PP

3. OekapbokcunupoBaHue
gpepMeHmMbI — Ksiacc siuas3sbl;

nodknacc — dekapbokcuna3bi; KoghepMeHm —
gpochornupudokcasnb ( KogbepmeHmHasi popma B6 )

4. BocctaHoBUTEeNIbHOe aMUHUPOBaHUe
KeTOKUCIOT



TpaHcaMuHupoegaHue

R COOH R COOH

| | | |

CH- HN2 + (CH2)2 CO  + (CH2)

-

| | - | |

COOH Co COOH  CH- NH2
| |
COOH COOH

TpchaMMHMpOBaHM}O noaBepraroTcH OONbLUMHCTBO aMUHOKUCHOT. OAHaKO,
OCHOBHbIE€ AOHOPbLI aMuHorpynn — Ny, acn, ana,

OCHOBHbIe dKuenTopbl aMmuHorpymnn L-KeTOrnI-OTapOBaﬂ KUCJ10Ta
(npeBpawiaeTcs B rMOTaMUHOBYHO),

LaBesrieBOyKCcycHas (npeBpawjaeTcs B acnaparmHOBYHO),
nUpoBuHOrpagHaa ( npeBpallaeTcs B anaHuH).

KoHeunbin akuentop — L-KeTornyrtapoBas chn0Ta(KonneKTopHa;|

byHKUMSA), KOTOpaA npeBpawaeTca B rMOTaMUHOBYIO.
moTamuHOBas KUcnorta — Agariee noapepraeTcAa npAMomMmy

oKnciumTenbHomy ae3aMMHNpPoOBaAHUNIO



3Ha4YeHue TpaHCaMUHUPOBaHMUSA

* [lepepacnpedesieHUe aMuHO20 a3o0Mma 8
MKaHSAX C Uesibio:

e ObecneynTb ONTUMANbHbIU NYJ
(copepkaHue) 3aMeHUMbIX aMUHOKUCIIOT U
KeToKkucnort ( yyacmue 8 aHaborusme);

e CocpenoTounTb aMUHOrpynny B KOHEYHOM
UTore B coctaBe ABYX aMUHOKUCIIOT —
2J/lymamMuHoe8ol- HenocpeacTBEeHHbIN
MCTOYHUK CBOOOOHOro ammmaka u
acrnapa2uHoeou — NCTOYHUK BTOPOW
aMMWHOrpynnbl B CUHTE3€ MOYE€BUHbI —
npoaykre obe3BpexmnBaHna ammumaka(ydacrtume
B 00e3BpeXnBaHNM ammmaka).



AMUHOMpaHcgepasbl

« O6naparoT cybcTpaTHOM cneundpPnYHOCTbLIO

« HaszBaHue amuHoTpaccepas BKNoYaeT Ha3BaHUe
cybcTparTa.

* OCHOBHbIle - arlaHMHaMUHOTpaHcdepas3a - ANT -

COAEPXKUTCA B UUMO30J1e KI1emokK rne4yeHu B (0onbLuen
CTerneHn) u MMoKapAaa;

acnapratammHoTpaHccepasa- ACT- coaepKuTcs
B 4UMO30J1e U MUMOXOHOPUU KJIemOK MUoKapoa
(bonbLwen cTteneHn) N NeYeHmn.

. AKTUBHOCTb B KPOBM onpenensatoT B KNMMHUKe ANA
ANarHoCTUKM 3aboneBaHUU Ne4YeHU U cepaua —
op2aHocrneyugu4yHblie.

B Hopme 8 Kpoeu : He3HaYyumersibHO — 5-40 ed/n. lpu
decmpykuyuu mkaHeu ¢ghepmMeHmMbI 8bIX005IM 8 KPO8hb.

. CoomHoweHue akmusHocmu ACT/AJIT —
«koagphgpuyueHm de Pumuca». B Hopme okoso 1,33.



OkucnumenbHoe de3aMuUHUpo8aHue
lMpsimoe okucsumesibHoe de3aMuHUpoeaHue

COOH COOH COOH
I | |
(CHz2 A (CH2)2  + H20 ~ (CH2)2
I EEE— I > I
HC- NH2 HAD C= NH c=0 + NHs3
| ) - H20 ) |
COOH COOH COOH

I'A- anymamamoeauodpozeHa3a, kodpepmeHT HA[L] (sut. PP)

AbconTHO cneundudHbIn hepMeHT. [lesaMUHNPOBaAHUIO
nogBepraeTcsd eAUMHCTBEHHas KUCroTa —rniTaMMHOBas.
PepMeHTbI, cneundpmnyHbie K APYrmmMm aMmmMH-Tam npu
dousunonor. 3BHadYeHnax pH npakTuyeckm He aKTUBHbI

Bce ocTanbHble KUCNOTLI TEPAIOT aMMUaK B npoLlecce
HernpsiMo20 OKucJ/IumesibHO20 de3aMuHuUpoesaHus (4Yepe3s
peakuuio TpaHcaMMHUpoBaHuA, T.e 1 aTan — peakuum
TpaHCaMMHUPOBaHUA A0 obpa3oBaHuUA rny, 2 atan
Ae3aMUHUpoOBaHue rny)



MpeBpalleHue yrnepogHoro ckenera aMMHOKUCIOT

* B npouecce katabonuama yrnepogHbin ckernet (6e3 NH2)
aMWHOKUCIIOT NpeBpaLlaeTca nim B NMUPOBUHOIPagHyro
KMCNOTY (anaHuH, UNCTEUH,CEPUH) UNK B 5 MeTabonunTos,
KOTOpble HenocpeactBeHHO BcTtynaT B LUUTK — Auetun
KoA, anbda-keTornytapoByro KUCIOTY, CYKUUHUI-KOA,

dymapar, LYK (okcanoaueTtar). Cwm. cxemy e yuebHuke
CeeepuHa c161

B 3aBMCMMOCTM OT CUTyauUNM OHM pacnagaroTcs 40 KOHEYHbIX
NPOAYKTOB C BbICBODOXAEHNUEM SHEPTNU UINU UCTIOSb3YIOTCS
B IMIOKOHEOreHes3e nnn B CUHTE3€e KETOHOBbIX TeN (NTM3KH,
NenunH,n30nenumH).

B cBA3M C 3TMUM aMUHOKUCIOTbI KrnaccuduumpyroTt Ha
2ITUKO2eHHbIe U KemOo2eHHbIe.



HekapbokcunuposaHue

R R

| | + CO2
CH-NH:2 HC-NH:2

| >

COOH

PepmMeHTbI - cneundunyHblie gekapbokcunasbl , KobepmMeHT
dochonmnpuaokcans ( KothepmeHTHaa doopma Be)

[MpoAayKT peakumm — 6MoreHHble aMuUHbI (2UuCmaMuH,
CepOMOHUH, 2aMMa-aMUHOMacJIsiHasi Kucsioma, doghaMUuHUH
ap.)

bosnibwuHcmeo u3 Hux HelupoMeouamopabil.

O6iadarom cunbHbIM 6uosiocudyecKkumMm delicmeauem ; rnepuod
UX JXXU3HU Hebosnbwou — 6bicmpo yoasssiromcsi U3 op2aHu3ma.
Pacwennsromcs npu yyacmuu moHoamuHookcuda3 (MAO) u
duamuHookcuoda3 (QAO) c obpa3oeaHuem asibOe2udos,
aMMuaKka u eo0bl



MpoayKkT kaTabonuama aMMHOKUCIIOT - aMMMUaK

e B HOpme B KpoBU He3HaAUYNTESNIbHO — 29-60 MKMonb/n

* [loBbllWeHUe coaepxaHuda (rmnepaMmmMoHMeMusi) — oTpakaeTt
MHTEHCUBHbLIN KaTabonu3am 6enkoB (ebicokobesikoeasi nuuja,
2o0Js100aHue, ycusieHHble busudecKue Ha2py3Ku,eo3pacm),
HapyuweHue obe3epexusaHusi ( HapyuweHue byHKUUU rnevyeHu )u
ap.

e ToKcuM4yHOe BelecTBO- OCOOEHHO ANsi HEPBHOW TKaHW,
noBbIeHUe NPUBOAMUT K:

Ankano3sy; yBenMuumBaeTCA CpOACTBO remornobuHa Kk 02, 4yto
NPUBOAUT K TMMNOKCUU TKaHEWU; CHMXeHUto ckopoctu LUTK;

CTUMYNMPOBAHUNIO CUHTE3a aMmuaa rnrTaMMHOBOW KUCIOTLI B
HepBHOW TKaHW, HAKOMJIeHUe ero NPUBOAUT K HEUPOINNN U KakK
crneacTBMe K NOBbILWEHUID OCMOTUYECKOro AaBreHns1 U OTEeKY
MO3ra Heupornuu;

CHMXEeHUIO coaiepKaHus rITaMUHOBOU KUCIOTbl B HEPBHOM
TKaHU U KakK crneactBue CHUXXeHUI0 obpa3oBaHUA ramma-
aMMUHOMACIISIHOU KUCIOTbI ( Cyaoporun); HapyLeHuro ooMeHa
aMWHOKUCIIOT



[Tyt o6e3BpexmnBaHuUa ammumaka

1.CMHTEe3 MOYEBUHLI B Ne4YeHn u3 cBoO6oOaHOro
ammumaka n CO2. OpHNTUHOBDLIN LUK
MO4YeBMHOOOpa3oBaHuUA.

2. ObpasoBaHMe ammnga rnrOTaMUHOBOM
KUCIOThbI

Bo Bcex TKkaHax. Oco00 3HauYuntTenbHO — B
HEepPBHOM

3. Obpa3oBaHue conem aMMOHMA B NOYKaX

4. BocctaHoOBUTEeNnbHoOe ammHupoBaHue L-
KeTornytapoBOU KUCHOThLI



MyTn obe3BpexmBaHMA aMmMuaka

e CUHTEe3 MOYEeBUHbI B NeYeHU n3 cBoO6oaAHOro ammmaka u
CO2. OPHUTUHOBbLIN LUKIT MOYEeBUHOOOpa3oBaHUA
(opHuTMHOBLIN UUKN Kpebca) -ocHoBHOM nyTb (A0 90 %
as3oTa BbIBOOUTCSH B ee coCTaBe).

* Mpoaykt - NH2-CO-NH2 — moyeBMHa - HETOKCUYHOE cCoeaUHEeHne
BbIBOOAUTCH C MOYOMU

CopepxaHue B KpOBU B HOpMe - 2,5 — 8,3 MMoOrnb/r. dKCcKpeuuns ¢
MOYON NPUOBNU3NTESNIBLHO 25 I B CYTKM.

OcobeHHOCTH:

a)1 -as peakuus — o6pasosaHue kap6omoundocdar ns ceo60gHoro
ammmnaka n CO2 3a cuet AT®D. B mutoxoHapmax renatoumnToB.

depmeHT KapbomoundoccgarcuHTasa 1, kogpepmeHm eumamuH H
(6UOMUH),NOHbI MarHus.

[Janee peakuuu npoTeKarT B LLUTO3OsIE NeYeHU:
0) ncrouHnkom BTopou rpynnbl NH2 - acnaparmHoBas kucrnota !!
B) dymapoBas kucnota B UTK —-LLUYK —»TpaHcamunHunpoaHmne —ACI1

') obpa3oBaHMe apruHUHa —NMPOMEeXYTOUYHbIU MeTadbonuT ( Nnpumep
peakuuu odbpaszoBaHMA 3aMEHUMON KUCNOTbI)



BTtopon nytb o6e3BpexXuBaHue ammuaka
O6pa3oBaHue aMmuaa rmroTaMMHOBOWN KUCIOTbI-

MIoOTAMWHA
COOH CONH:?2
| |
(CH)2 - NH: aTo (CH)2
| > |
ICH-N H2 TnoTtamuHcuHTasza CH-NH2
COOH I

COOH

YHuBepcanbHbIN NyTb. Hanbonee akTUBHbLIN B MO3re U MbllLax

npOTEKaeT B MUTOXOHAOPUAX.

O6Ge3BpeXxnBaHMe co4yeTaeTcsl C yTunusaumen amuga (Mcnonb3oBaHUEM) B
CUHTEe3a HYKNneoTnaoB, aMMHOIMINKAHOB.

fBnsieTca TpaHCNopTHOU (popMOM amMMuaKka B NOYKu, rae noa
aencrteuemM cneuncpunyeckoro pepmeHTa rnyraMmmHasbl
otwennsaerca NH3 —-p NH4 —pp» aMMOHMMHBbIE conu ( TpeTUn NyTb
obe3BpeXxXuBaHUA)



4 nyTb 06e3BpeXMBaHUA aMMMUaKa —
BOCCTaHOBUTESIbHOE aMUHUPOBaHME

KeTornyrapoBas Kuc-ta + ammmak—rnioTaMmmHoBas
PepMeHT — rnyTamatgermgporeHasa
NpeunMyLlecTBEHHO B MO3re

He3HauuTenbHO



[ NMoKo30anaHMHOBbLIU LUK

* [lyTb BbiBeAeHUs N30bITOYHOIrO a3oTa U3 TKaHewn, rmaBHbIM
obpa3om u3 mbiwy (roe akmueHo udem asiukosiumudYeckul
aman-9doHop nuposuHozpadHou kucnomal 1K)

e Cmaduu yukna:

e 1.B mMbiwuyax:

K + ammHokucnora — AnaHuH + KeTOKUcroTa

-
AJ1aHUH U3 MbiWY _p 6 KPOBOMOK _ 6 [N1e4Y€eHb

. 2.B neyeHu ( HenpsiMmoe de3aMUHUpoOBaHue):

ana + Ketornyrapatr ——» rnrTaMMHOBas + MK
-
de3aMuHupog8aHue o
rmroTammHoBas p AMMUAK _ B OPHUTUHOBbLIV LMK,
MK Ha CUHTE3 IMIKOo3bl (rroKoHeorees)

—l



CamocmosmeribHO:

- HacnenctBeHHblE HapyLleHns metabonuama
aMUHOKUCNOT B TKaHAX(deHnnanaHuHa,
TUPO3NHA). QH3NMOEPEKTHI

- 3Ha4YeHne aMUHOKUCHOT:

AprmHnHa — obpasoBaHue N 3Ha4YeHNe okcmaa
asota (NO);

MeTnoHuHa. Twunpo3sunHa
( 3a ocHoBY y4ebHuk CeBepuHa ¢ 161-180

-lHneHune 6enkoB B XXKT. MexaHn3mbl
obe3BpexnBaHUA NPOAYKTOB rTHUEHUS.



