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Bce npeBpalleHnst aMUHOKUCIOT MOXHO
CYMMMPOBAaThb B BUAE crneayowen Tabnuupl:

1. Peakunn nonnkoHgeHcaumu
(bnocunHTes benkos)

2. Peakuuun TpaHcaMUHUPOBaHUA
3. Peakunn gekapbokcmnmpoBaHus

4. Peakunn OKUCITUTENBbHOIO
0e3aMMHNPOBaHNSA



bocuHTEs

oenka




CTtaaumn cnHTesa bernka

. ObpasoBaHNE MHNLIMMNPYIOLLIETO
KOMMMJIEKCA,;

. AroHraums (yanmHeHue
nonMnNenTUOHoON Uenn);

. TepMmuHauusa (3aBepLleHne CUHTe3a),

4. INpoueccuHr (oKoH4YaTernbHoe

OOoCTpanBaHne Monekyrbl benka).



[ns cuHTesa benka HyxkHa u-PHK

KOAOH KOAOH KOAOH KOAOH KO,EI,OH

-A L1- F-A-y F-A-y LI, I'-A-Y-A Li- I' - u-PHK




[na cuHTesa benka HyXXHa pnbdbocoma

Manas cybbegmHuua
pnbocombl

bonbliasa cybbeanHmua
pubocombl

IMonunenTupy
(0enkoBast
MOJIeKYJia)




[1na cuHTesda benka HyXHbl T-PHK

aHTUKoaoH B T-PHK,

Y-A-l|] COOTBETCTBYET KOOOHY
AYT Ha N-PHK

L
AcaMUHOKUCIIOTAa



Bce aMMHOKUCNOTbLI KOANPYIOTCA B BUAE
TPOEK HYKNeoTUAoB (KOOOHOB MUK
TpunnetoB). OgHa aMMHOKUCNOTA MOXET
KoOUpoBaTbCA OOAHUM TPUMMETOM (Hanpumep,
aMWUHOKMCIOTa METUOHUH), OBYMS pa3HbIMU
Tpunnetamm (Hanpmmep, eHunanaHmH,
NnenuuH n gp.), a Takke 4YeTblpbMs
Tpunnetamm (CepuH, NPOnnH u ap.).

Tabnmua amMWMHOKMCNOTHOro Koda
npeacraBrieHa Ha cregylolemM PUCyHKe.



PHK - aMMHOKUCNOTHbLIN KOO

PeH Jlen Tvp Linc MeT
yyy YYA YAY yry AYT
Yyl yyr YAL yry
Une 'nc I'mH AcH Ilns
LYA LAY LLAA AAY AAA
LyL LAL| LAl AAL AAT
Cep Apr Acn Tpn Tepm
Aly AlA FrAY yIr YAA
Alry AlT rAud YAT
Cep MNMpo Apr Tpe Tepm
yuy yuud | udy uud | ury dra | Aly ALY YTA
YUA YUIr HUA LUr UrA urr AUA AUl
Ana my Ilen Ban Cron
ruy ruyg ry ry LYy LYA ryy ryu FrAA
N’iA rur A TTT Uyl uyr YA T'Yl FAr




AKTMBaLUMA aMUHOKUCIIOT

[Mpouecc coeanHeHns ammHokmncnoTt co ceoumu T-PHK, koTopble
cogepxaTr aHTUKOAOHbI, KOMMIIEMEHTaAPHbLIE KOOy KaXaou
aMWUHOKMCIIOTbI, UMEET CIOXHbIWN XapakTep.

BHadane amMmMHOKNCNOTa akTuBnpyeTcs ¢ nomoLbio ATO.
ObpasyeTcs komnrekc: amuHokncriota-AM®  nop HasBaHUEM
aMunHoaumnageHmnar.
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AMUHOaUunageHunaT B3anMoaencTByeT C OOHUM U3 OBYX aKTUBHbIX
ueHTpoB depmeHTa - ammHoauun-PHK cuHTeTasbl (APC-asbl). [Qpyromn
aKkTuBHbIN LUeHTp APC-a3bl BCTynaeT B KOHTAKT ¢ aHTukogoHom T-PHK.

B pesynbsraTte, aMMHOKMUCNOTaA OKa3sbiBaeTcs psagom ¢ tonm TPHK, K
KOTOPOW OHa AO0mKHa NpuUcoeauHATbLCA.

O

AMOD - @H -NH,
H

P depmeHT
E APC-a3a
I



Hanee, dpepmeHT APC-a3za coegmnHsIeT aMUHOKUCIOTY C
COOTBETCTBYKOLWEN e TpaHcnopTHon T-PHK.

Tenepb T-PHK, 3arpy>keHHag aMUHOKNCIIOTOU MOXET
HanpaenAaATbCA K pubocome, 4TOObI MPUHATL y4acTue B
brnocuHTe3e berka.
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ObpasoBaHue
MHULMNPYIOLLIETO
KOMMJeKca.



MHuummnpyowmm Komnrekc coctonT na pubdbocomsl, n-PHK n nepson
T-PHK. CBoum aHTukogoHom T1-PHK B3ammopencrtByeTt cC
KOMMNeMeHTapHbiM Ansa Hero kogoHom Ha n-PHK. Komnnekc
CIY>XUT CUrHarioMm ansa Hadana cuHtesa berka.

KOOOH /WOH KOJJ,OH

-A-IL-T'- ﬁ«-?l' IEI-A-Y-LI,-F-A-Y-A -Li- F - u-PHK

Y-A-l

T-PHK

L
AcaMUHOKUCIIOTA



Btopasa T-PHK 3aHnmaeT mecto B aMMHOALMNBbHOM LIEHTPE
(A) pnbocoMbl COrfacHo npaBusly KOMMIEMEHTaPHOCTH
aHTukogoHa T1-PHK u kogoHy Ha wn-PHK.




OkasaBwwucb pagom c nepson T-PHK, BTopasa T-PHK nepeHocuT K
cBoen aMUHOKMCIIoTe aMuHokucrnoty nepsoun T-PHK. Npn aTtom
depMeHT nentTugunTpaHcgepasa obpasyet NenTuaHy CBA3b

MexXxay ABYMSA aMUHOKUCIIOTaMu.




[Tocrne atoro pubocoma rnepensuraeTca Ha oAuH KOAOH B CTOPOHY. [pu
9TOM B aMUHOaUUNbLHOM LeHTpe (A) NosaBnsieTcs crieayroLwmmn, TpeTum
koaoH. [epBas T-PHK, okasaBwmnch 3a npegenamu pmbocombl,
yoandercs.

[Mepemeule-
Hue Ha 1
KOOOH




K ocBoboamBliemycd MecTy Ha aMUHOAUMITBHOM LIEHTpe pnboCcoMbl
yctpemnsiercs Tpetbda T-PHK. CornacHo KogoHy oHa 3aHMMaeT MeECcTo pPaaoM
co BTopou T-PHK. [lanee npoucxoant nepeHoc gmnentuga Ha TPeTbio
amuHokucnoty. Obpasyetcsa TpunenTtug. Linkn nosTtopsaeTca o KoHua
CUHTe3a Oenka.




CuHTe3 benka npogormKaeTca go Tex
nop, Noka B aMMHOAUUIbHbLIU LIEHTP He
3axoant ocobbin kogoH n-PHK,
CUrHanm3npyrLwunm o 3aBepLUeHNUN CUHTE3a.
Takmmun cTon-KogoHamMmm ABIATCS,
Hanpumep, YAA, YIA, YAI.

B aTom cny4yae ¢ KogoOHOM, BMECTO
T-PHK, B3anmogencreyetr 6enok — doaktop
TepMuHaumn. K Hemy npucoeguHAeTcs elle
OAVH OenokK, KOToOpbIM OTPbLIBAET LIEMNb Oenka
oT nocnegHeun T1-PHK.




OcTaHoBKa CcMHTEe3a benka dpakTopom TepMUHaLUK,
npu nonagaHum B A-UeHTP CTOM-KOO0Ha.

CTOM-KOOOH




bUOCUHTES
benka

(MYInbTUK)



Obpa3soBaHne MHULIMNPYIOLLIErO KOMIMEKca
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o aMWUHOKUcnoTa



Cbopka pundocombl




Cbopka pundocombl




Cbopka pundocombl




Cbopka pundocombl




Cbopka pundocombl

n-PHK




Hayano cuHTe3a benka




Hayano cuHTe3a benka

n-PHK




Hayano cuHTe3a benka

n-PHK




Hayano cuHTe3a benka

n-PHK




Hayano cuHTe3a benka

n-PHK




[lepeHoC nepBO aMUHOKUCINOTbI HA BTOPYHO

n-PHK




[lepeHoC nepBO aMUHOKUCINOTbI HA BTOPYHO

n-PHK




ObpasoBaHue gunentuaa

n-PHK




[TlepemelueHmne pndbocombl BOOMb
n-PHK Ha oguH Tpunnet (KogoH)

n-PHK




[TlepemelueHmne pndbocombl BOOMb
n-PHK Ha oguH Tpunnet (KogoH)

n-PHK




[TlepemelueHmne pndbocombl BOOMb
n-PHK Ha oguH Tpunnet (KogoH)

n-PHK




Ynanexnune 1-n TPHK

n-PHK




Ynanexnune 1-n TPHK

n-PHK




Ynanexnune 1-n TPHK

n-PHK




[loBTOpPEHME UMKNIa anoHrauun. NpncoeanHeHune
TpeTben T-PHK




[loBTOpPEHME UMKNIa anoHrauun. NpncoeanHeHune
TpeTben T-PHK




[loBTOpPEHME UMKNIa anoHrauun. NpncoeanHeHune
TpeTben T-PHK




[loBTOpPEHME UMKNIa anoHrauun. NpncoeanHeHune
TpeTben T-PHK

n-PHK




I'IepeHoc aunnentmnga Ha Tpetbio aMMHOKUCIIOTY

n-PHK




I'IepeHoc aunnentmnga Ha Tpetbio aMMHOKUCIIOTY

n-PHK




I'IepeHoc aunnentmnga Ha Tpetbio aMMHOKUCIIOTY

n-PHK




Obpas3oBaHune Tpunentuaa

n-PHK




[TlepemelieHne pndbocomsl BOOSb
n-PHK Ha oguH Tpunnet (KogoH)

n-PHK




[TlepemelieHne pndbocomsl BOOSb
n-PHK Ha oguH Tpunnet (KogoH)

n-PHK




[TlepemelueHmne pndbocombl BOOMb
n-PHK Ha oguH Tpunnet (KogoH)

n-PHK
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[loBTOpPEHME UMKNIa anoHrauun. NpncoeanHeHune
yeTBepTton T-PHK




[loBTOpPEHME UMKNIa anoHrauun. NpncoeanHeHune
yeTBepTton T-PHK

CAP




[loBTOpPEHME UMKNIa anoHrauun. NpncoeanHeHune
yeTBepTton T-PHK

CAP




[loBTOpPEHME UMKNIa anoHrauun. NpncoeanHeHune
yeTBepTton T-PHK

n-PHK

CAP




[loBTOpPEHME UMKNIa anoHrauun. NpncoeanHeHune
yeTBepTton T-PHK

n-PHK

CAP




[loBTOpPEHME UMKNIa anoHrauun. NpncoeanHeHune
yeTBepTton T-PHK




[lepeHoc TpunenTuaa Ha YeTBEPTYIO
aMWUHOKNCNOTY




[lepeHoc TpunenTuaa Ha YeTBEPTYIO
aMWUHOKNCNOTY




[lepeHoc TpunenTuaa Ha YeTBEPTYIO
aMWUHOKNCNOTY




[lepeHoc TpunenTuaa Ha YeTBEPTYIO
aMWUHOKNCNOTY




[TlepemelieHne pndbocomsl BOOSb
n-PHK Ha oguH Tpunnet (KogoH)




[TlepemelueHmne pndbocombl BOOMb
n-PHK Ha oguH Tpunnet (KogoH)




[loBTOpPEHME UMKNIa anoHrauun. NpncoeanHeHune
naton 17-PHK mn T A.




Ctaaus
TepMUHauunu



ObpazoBaBLUUNCS OENOK, NOTOKOM
XWOKOCTU B 3HO0MNMIa3MaTUYECKOM PETUKYITYME
(cocTosALLMM U3 TPYOOUEK), HarnpaBnaeTca B
Annapat lonbmaxu. B aTom mecTe benku
NpeBpaLLatTCAa B CIOXHbIE POPMbI DENKOB,
nyTeM NMPUCOEaNHEHUA K HUM HEDENKOBbIX
KOMMOHEHTOB - KOOEPMEHTOB, YrneBoAdoOB,
HyKneoTmnaos, doocdaToB U T.A4.

[Tocne aToro Oenku cTaHOBSATCH

qDyHKLI,I/IOHaJ'IbHO dKTUBHbIMW MOJ1EKYJ1aMW
KINETKN.



MHorune 6enkmn TpebytoT
nocTpanBaHus.

B annapart
fonbaXxu




ObpasoBaHmne PyHKUMOHANbHO-aKTUBHbIX

MOJ1ekysn 6enkos

YaaneHuve “nuwHunx”
aMUHOKUCHOT UNK
y4yacTKoB Oernka

OGpa3oBaHue yeTBeEp-
TUYHOM CTPYKTYPbI

KopepMeHTOB

[MpucoegnHeHune t j ObbegnHeHne ¢

[lpucoeguHeHue
yrneBo4oB

MeTalllaMu

docopunu-
poBaHue




Perynaumns
oOMeHa

OenkoB




[ OpMOHanbHasa perynauma CKopocTun
CUHTE3a benka

1. ComartoTpornmuH, NonoBble rOPMOHbLI (MHOYKTOPbI
TpaHCKpunuun n buocuHTe3a bernka);

2. TnpokcuH (aktuBaTop TpaHCKpUnumum epMeHTOB,
OCYLLECTBNAOLLMX NTUMOMN3 U NPOTEONN3);

3. VIHcynnH (akTmBaTtop TpaHCcKpunuum oepMeHTOB,
y4yacTBYHOLNX B YrrieBoaHOM OOMeHe);

4. [ NIoKOKopTMKoUAk! (penpeccopbl TpaHCKpUnuum
reHOB, KOHTPONMPYIOLWMNX CUHTES DESKOB U NUNWUAO0B.
MHAOYKTOPbI TPaHCKpUNumMm n bnocuHTe3a epMEHTOB
[MOKOHeOoreHesa).



BrninaHne HeKOTOpbIX PakTOPOB Ha
KOHLIEHTpaLUWIO N cocTaB OenkoB opraHn3ma

1. [locTynHOCTL B OenkoBon gMETE;
2. Hannymne nonHoueHHbIX OENKOB B NpPOAYKTaXx;
3. 3aborieBaHnsi opraHoB NULLIEBAPEHUS;

5. 3aborneBaHns NOYEK, NevYeHn, NomKenya04HoOm
Xenesbl;

6. I'MnosutamnHos (B; donunesoun kucnotol, B, ,).

7. AnutenbHOe NpMMEHeHne aHTUOUOTUKOB.



BnnsaHne aHTMOMOTUKOB HA ODMOCUMHTE3 OefnKoB

NMypomMuumH CBA3biBaeTCcA C aMMHOALUNbHbLIM LLEHTPOM.

AxtnHomuuuH [1 | BHepgpsarTca mexay napamu ocHoBaHun JHK u
[okcopybuumH HapyLwarT pennmkaumio U TpaHCKPpUNUuIo

TeTpauuknuH CBA3blBaeTCHA C Mariou cyoegnHuuen
pubocomsbl n 6rioknpyet A-LeHTp

JleBOMMUETUH UHrMouTop nentTuaunntTpaHcdepasbl B 00nbLION
cyobeanHuue pubocombl

QpPUTPOMULIMH WHIrMOUTOP TpPaHCcroKaLuum

CTpenTOMULUMH | MHIMONTOP cTagaUN NHMULMALIUMK

NMeHnunnnuH HapyLwaeT obpa3oBaHue nonepevyHbIX CBA3eN B
Oenkax GakTepuu




TpaHcaMUHwU-

pOBaHMe
aMUHOKUCIIOT




[MocTynatowum ¢ nuwen Habop aMUHOKUCIIOT, PedKo COOTBETCTBYET WX
TpebyeMoMy COOTHOLLEHUIO ANs MCNOofb30BaHUA KneTkamn. YacTto ogHuX
aMWHOKUCIIOT DOSibLIE YEM HYXXHO, @ OPYrMX MeHbLUe HeobXoauMoro YpoBHS.
[na ncnpaeneHust 3Toro HenpaBWUITbHOIO COOTHOLLEHNSA aMUHOKUCIIOT B
KreTkax oyHKUMOHNPYET 0COBLIN MEXaHU3M, NO3BONSAKOLLNA NOALEPXKUBATb
Hanbornee nofHOEe COOTBETCTBME KONMMYECTBA aMUHOKUCIIOT C NOTPEOHOCTSAMMU
opraHusma.

Takum MexaHU3MOM SIBNSIETCA peakunsi TpaHcammHupoBaHusa. Ocoboe
3Ha4yeHue ITOT NPoLEeECC MMEET B MNepuog pocTa AeTen, a Takke nocre
ornepaTMBHbLIX BMELLATENLCTB MPU  3aXUBFIEHUN pPaH.

CMbICIT 3TUX BMOXUMWYECKUX peaKunMn COCTOUT B TOM, YTO U3
aMUHOKUMCIIOT, KOTOPbIX OOSibLLEe, CUHTE3UPYETCA TE, KOTOPbIX MEHbLLE.
Cnefnyet 3aMeTUTb, YTO peYb NMOET TOMbKO O CUHTE3E 3aMEHUMbIX aMUHOKUCIOT.

Hanpumep, n3 aMMHOKUCNOTbI anaHnH, C NMOMOLLbIO KETOrMyTapoBOU
KMCIOTbI, KOTOpas obpasyeTca 13 rmiokosbl B UMkrie Kpebca, moxeT
obpasoBblBaTbCA rMyTaMnMHOBas KucnoTa. [py 9ToM anaHuH npespaLlaeTcs B
NMPOBUHOIPagHYO0 KUCIOTY, KOTOpasi UCNOSb3yeTcs AN BblpabOTKN SHEPTUN.

B peakuuu y4acTByeT akTvBHas popmMa BuUTamuHa B -
dooconunpunaokcans. PepMeHT, KOTOPbIM KaTanuanpyeT rnpespaLleHme
anaHunHa B rMyTaMMHOBYIO KUCNOTY, Ha3blBaeTCHa anaHWH-aunHo-TpaHcdepasa
(ANTT nnn AnAT). ®epMeHT, KOTOpbIA MpeBpaLLaeT acnaparMHoBYH KACNOTY B
rmyTaMUHOBYIO, Ha3bIiBaeTCs acnaptatrammHoTpaHcdepasa (ACT wnm AcAT).



Yyactue poconupugokcans (B,)
B peakuun TpaHcaMUHUPOBaHUA

CH COOH CH COOH

cm o ®MN-anb =0 + °

COOH CH2 COOH CH,
CH, CH,

anaHnH okdOWrhpaT nupysaTt COOH”

KUCI10Ta



ButamuH B,
(HeakTMBHasa popma BUTAMUHA)

H O

HO CH,OH

H,C
nMpuaoKkcarnb



docgponmnpuaokcanb
(akTMBHaga popma BUTaAMUHA)

H O

HO ch,0-PO,H,

H.C



ButamMmuH Kak dKuernTop amMmmnHorpymnnol

C_I /w

| -P H
A
| H,C

COOH
nwpmnomanb docdar

CH, NH

CH2
(|3=O . CH,0-PO_H,
H,C

d)OOH
I'II/IpI/I,EI,OKcaMI/IH doocdat



ButamnH kak JOHOP aMUHOrpynmnbl

HO
in + CHZO-F’O3H2
H .
& 2 H3C | «
OOH
COOH
EH-NH, O
— i”z + MO H,0-PO.H,
' H2

¢ooH H,C



B knnHn4eckomn npaktuke aktuBHoCcTb ANAT mnnu AcAT
4aCTO M3MEPSIOT B CbIBOPOTKE KPOBU A5s1 ODHApPYXeHUS
LMTONMM3a KNEeToK Npu naTtosiorM4yecknx npoLeccax.

Hanpumep, npn BocnanunTenbHbIX ABMEHUSAX, B
pes3ynerare akTuBauum NepoKCUOHOINO OKUCNEHNA NMNNAOO0B
(MQOJ1), npoucxoaguT paspyLUEeHNE KNETOYHbLIX MEMOpaH B
oyare naTosnoruu.

[TockonbKy AaHHble doepMeHTbI COCPEeaOTOYEHbI B
LMTONNasmMe KIeTok, TO Mpu paspyLieHnn KIneTo4yHOU
000noYKkn, PepPMEHTbI BbIXOOAT U3 KITETOK B KPOBSIHOE
pycno.

KonnyecTtBo paspyLUeHHbLIX KNEeTOK, KoppenupyeT C
pasmepamMun MnoBpeXOeHHOU TKaHM U COOTBETCTBYET
Konn4yecTBy (0epMEHTOB nonagaroLmx npm 3ToM B KPOBb.

Takum obpa3om, MOXXHO KOSIMYECTBEHHO OLIEHUTb
WHTEHCUBHOCTb MOopaXXeHns NaTtonorm4eckum npoueccom B
Pas3fnYHbIX opraHax.



[InHaMmnka nosBbileHna akTUBHOCTU ACAT n
AnAT KpoBu Npu renatute

AKTUBHOCTb
doepMeHTOB

AnAT

AcAT

12 345 6 7 8 9 10 11 121314 1516 17 18
[1H1 ©ones3Hu




IlekapbokcunmnpoBaHue
aMWHOKUCIOT
(0bpa3oBaHue

Omnonorn4yecku-
aKTUBHbIX aMWHOB)




YHacTb aMUHOKMUCIIOT MUCNONb3yeTCcs OpraHN3mMom A
nony4yeHmns BMONOrMYEeCcKN akTUBHbIX MOJSIEKYI, KOTOPLIE
y4acCTBYIOT B perynaumm obMeHHbIX npoueccoB. [yTem
yaarneHmnsa kapbokcunbHom rpynnel (4ekapbokennmpoBaHus)
N3 aMUHOKNCIIOT 00pasyloTCs aMMHbl (MOCKOSbKY
aMUHOrpyrnmna npu 3TOM COXpaHSAeTcs).

Huxe npmBogaTcs NpuUMepbl Taknx peakuuin, B KOTOPbIX
Nony4yaroTCA XOPOLLUO U3BECTHbIE B (PM3NOSIOTMN HEPBHOM
OedaTenbHOCTU, bapMaKkosiormm u nNpm nedveHnm
9HOOKPUHHbLIX 3ab0reBaHnin BUONOrMYECKN aKTUBHbIE aMUHbI.

CpoK “XM3HWU" TakuUx MOJSIEKYST HEOOMNTNW, OHU OYEHb
ObICTPO paspyLuatoTca 0codbIMM depMeEHTaMU -
MOHOaMMHOOKCHMaa3aMu.

[ToaTOoMy, OMONOrM4YecKkn akTUBHbLIE aMUHbI OLICTPO
oOpa3sylTCcs, MHTEHCUBHO OEWUCTBYIOT HA pasfinyHble
Broxnmmyeckme nNpoLecchbl M o4eHb OLICTPO NpeKkpallaroT
CBOe OeuctBue, bnarogapa CBOEBPEMEHHOMY Pa3pyLUEHMUIO.



Cxema gekapbokcunmpoBaHus
aMUHOKUCTIOT

HN — ?RH -*?+

Buonornyeckm
aKTUBHbIE
aMUHBI




Obpas3oBaHue rmctamMmmHa.

yL-IaCTByeT B BOCMNaJIUTEJIbHbIX peaKLuUAX.

-CH,-CH-CQOH
N H2 fAekapbokc narﬁ

N

NH \



[ ngpokcunmupoBaHme u
nekapbokcunmpoBaHne TpuntodaHa

HO-

\ -CH,-CH-COOH 20 -cH-CH,
NH2 ﬁekap6 KCI/IJ'Iﬁa NH2

NH co NH
S-TMAPOKCUTPUNTAMUH

(cepOTOHUH)



[ekapbokcunnpoBaHue rmyTaMmmHOBOW

KNACI10Thbl.
(MpoaykT obnagaet ycnokamBaloLwWnM OEUCTBUEM).

(I3OOH
CH-NH, CH,NH,
gHZ nekapbokcunas . EHZ
Hz \ Hz
tooH CO, tooH
rmyTamMmmHoBas raMmMma-aMMHOMACHSH
Kucnora kucnorta (FAMK)




[nopokcunmpoBaHne 1 gekapbokcunmpoBaHue
deHnnanaHnHa, ¢ obpasoBaHMeEM HelrlpomMmeauaTopa.

‘/ /OH
—_—

CH, -CH-COOH

neKap60Kcmna3a
NH

CH,-CH,

I
NH,

(OodramMmH)



CunHTE3 HOopadpeHanuHa n3 gogammHa.

OH
rmagpokcunasa
OH HAO®H,; O,;
p450
CHZ-CII-IZ (I2H-(iH2
NH, OH NH,

HopaapeHanuH



CunHTE3 agpeHannHa wu3 HopagpeHanuHa.

OH
OH

meTun-cponueBas
kucnora; BUT. B,
MEeTUOHMH

(I:H-(in cI:H-CH2

OH NH, OH NH - CH,

HOpaAdpeHallnH aapeHalimH



5. JodamuH

/. AgpeHanuH

s LN~

bunonornyeckn akTMBHbIE aMUHBI, NCMNMOJIb3yEMbIE
KaK JieKapCTBeHHble CPEACTBA.

[McrtamuH

TpuntamuH

CepOoOTOHMH

[aMmma-ammHomMacnaHaga Kncnora
(TAMK)

HopagpeHanuH




Icnonb3oBaHMEe aMUHOKUCIIOT
B KQYeCTBe UCXOOHbIX
cybcTtpartoB Ansd BbipabOTKK

OHEPrnm C NOMOLLbIO
OKUCITUTENBbHOIO
e3aMUHNPOBaHUA.




Horoa B KneTtkax BO3HUKAET HeobxoaAuMocCTb B bornee
MHTEHCUBHOM 0DOpa30BaHMKN dHeprun. [Npun aTom, Kpome
yrneBsoaoB N NUNMOOB, B KAYECTBE UCXOQHOIo MCTOYHMKA
9HEPIrUmM MOTYT CIY>XUTb HEKOTOPbIE aMUHOKUCIIOTHI.

[Tpn 9TOM U3 HUX yOansgeTcs ammHorpynna (nytem
Oe3aMMHNPOBAaHNA) 1 OQHOBPEMEHHO MPOUCXOOAUT peakuus
aerngpupoBaHus (OTpbIBaKOTCA aToOMbl Bogopoaa Ans
NCMOSIb30BaHUA NX B AbIXaTenbHOM LUenn MUTOXOHPUN
(cMm. pasgen:. buonoruyeckoe okucrieHue).

[ToaTOMYy 9TK OBe peakumn 0003Ha4YaloTCA Taknm
NOHATUEM KaK: OKUCITUTENbHOE Ae3aMUHUPOBaHNE
aMUHOKUCIIOT.



Peakumnsa OKUCIIUTENbHOrIO
Ae3aMnHNpoBaHNA FﬂyTaMMHOBOM KNCIOTbI

GOOH COOH COOH
CH HA,U, CH .|ﬂ2(>) in
L ©
HA” é NH =0
éOOH ¢ooH ¢00oH

@D 3 ATD




B pesynsraTte OKUCIUTENBHOIO Ae3aMUHUPOBaHUS
MyTaMMHOBOMN, WM acnaparMHoOBOM KUCIOT obpasyeTcs
onHa monekyna HAJH, , koTopas ncnonb3yetcs
MUTOXOHOPUAMU ANd cuHTEe3a 3-X mosnekyn ATO.

OpHako, cyas npuBegeHHON Bbllle peakuumn, HabnogaeTcs
obpa3oBaHMe ammMmuaka (NH3), obnagaroLulero sipko
Bblpa>XE€HHbIM TOKCUYHBIM BIIUSSHNEM Ha OpraHnU3M 4YerioBekKa.

B KneTkax npomcxooart Takke pag apyrux peakumm
Oe3aMMHNPOBAHUSA, B KOTOPbIX 0OpasyeTcs aMMumak,
HanpumMmep, Ae3aMUHUPOBaHUE HYKITeoTUOOB,
aMWUHOMPOU3BOHbIX caxapoB 1 Ap.

[To3TOMY O4YeHb BaXXHbIMU peakuMAaAMM B KIeTKax
SBMAKOTCA Te, KOTOpble 0becneymBaloT obe3BpexnBaHmne
aMMmaka c NOMOLLbIO rNpeBpaLleHns ero B MOYEBUHY UK
NpucoeanHeEHNs aMmMmaka K rmyTaMmmHOBOW KUCNOTeE.



MeTabonmyeckme NCTOYHMKN aMMMnaKka B OopraHnM3mMe

Ae3aMnHNnpoBa- OKuUclneHune
HNEe aMUHOKUCIIOT aMMNHOB

Ae3aMnHnpoBa- Oe3aMmMHMpoBaHME
HUE HYKINEOTNOOB amMMHOCaxapoB



CUHTES3

MOYEBWHDI




MecTtom 00e3BpeXxnBaHns ammmaka B opraHmsme
( 20 r B CYTKM) aBNSETCA NeYeHb




B nepBon peakunn ammmak ¢ NOMOLLBLH YronbHOW
KMcnoTbl 1 aHeprun AT® npeobpasyerca B

kapbamounndocdar.
rmyTamMmuHoBasi
KUCHOTa Kap6amoun
-cpocchar O OH
CUHTeTa3a " /
3+ CO,+ 2 AT® x——* NH,-C-O~P=0
2A0® H,PO, OH
a-KeTtorsnyTta- KaPGaMOVU'I-

poBasi K-Ta ¢docdar



Kapbamoun-gpocdart koHgecupyeTca ¢ aMUHOKUCITIOTOM
OPHUTUH C 0Bbpa3oBaHMEM aMUHOKUCIIOTbI LUTPYIIINH,
B cneayowen peakumm K LUTPYIIIMHY NPUCOEaNHAETCA
aMUHorpyrnna oT acnaparMHOBOW aMWHOKUCNOTHI.

OH
\

O~P=0
/

OoH T

Kapb6amowurn-

¢docdar

2
CH,
I
CH,

CHNH,
¢OOH

I\IIH

OPHWUTUH

TpaHcdepasa

NH

| 2
Cm%
NH

CH

Acnaparu
HoBas
Kucnora

CHNH,
¢OOH

LNTPYJUTINH



MTorom aTux npoLieccoB aABnseTcs obpasoBaHne
aMWUHOKUCIIOTbI aprMHUH.

NH,
I
dPrMHUHCYKUMNHAT C=NH
CUHTEeTa3a r\llH
+ ATO
— B o >
AM® H,P.O éHZ
277 Ay doymapoBag K-Ta
2
¢HNH,
¢OOH

aprMHWH



N3 npuBeAeHHON HUXKE CXeMbl BUOHO, YTO OT apriuHMHA NyTemM ruaponunsa
OTLLENNSAETCA MOYEBUHA U ocTaeTcs doparMeHT MONEKY bl — OPHUTUH.

Takum obpasom, ModeBMHa obpasyeTcs He cpasy, a NyTeM nocriegoBaTenbHOro
y4yacTusi aMMHOKNCIOT B 3TOM MpOLIECCE.

O0pa3oBaBLUMIACA OPHUTUH BHOBb B3aMMOOENCTBYET CO CrEeayLUM
kapbamounn-gpocdaTtoM 1 LMK CMHTE3a MOYEBUHbBI MOBTOPSIETCS.

i,

C=NH

NH NH,
¢H, H |

aprimaza G2 NH

- éHz p_» éHZ + C/=O 2
¢H2 éHZ \NH

2

CHNH, CHNH,
¢OOH ¢00H

dPrMHUH OPHUTUH

MO4YEeBUHA



OPHUTUHOBbLIN LUK

O OH

| / Kapb6amowun

NH, + CO,+ 2 AT® 5> NHZ-C-O~P\=O chocchar

v OH

OPHUTHNH
dymapo-
Ban ";a\ MoO4YeBUHa
dprmHnNH
LUTPYNNNH dacrnaparnHo-

Basd KUCIOTa



CopepxaHune
MOYEBUHbLI B KPOBWU

2,5 — 8,3 vmonb/n

CbIBOPOTKMN



[lnarHoctnyeckas 3Ha4MMOCTb onpenerieHnd
KOHUEHTPpaunn movYeBmHbI B KPOBW.

[ToHMXeHue HmKe HoOpMbl HAabngaeTcs npw:

- TShKerioM 3aboneBaHnn NeYeHu;
- ANINTENbHOM ronoaaHuum;
- bepeMeHHOoCTW.

[ToBbIWeHUe YPOBHS MOYEBMHLI B KPOBU
HabrogaeTca npu:

- 3aboneBaHuAX NOYeEK;
- N30ObLITOYHON DENKOBOW MULLN;

-- OXKOrax mn TpaBMax.



BcrnomoratenbHbIN,
ObICTPbIN MEXaHUN3M

CBA3bIBaAHUA
aMMUaKka BHYTPU
KNEeTOK




OTOT NpUMEP yaaneHnss aMmmMuaka B KneTtkax
NpouUCXoONT B TEX OpraHax, rae ModYeBMHa He
MOXET CUHTEe3npoBaTbCA. Hanpumep, B MbllLaX
NN HEPBHbIX KIMETKaX LUK CUHTE3a MOYEBUHDI
He NPONCXOAMUT.

B aToM crnyyae, MHakTMBaumsa aMmmuaka
NpPoOUCXOOAUT C MOMOLLULIO IMYyTaMUHOBOW KUCIOThI.
depMeHT rmytamMaTcuHTETa3a BCTpanBaeT

aMUHOrpynny B KapOOKCUNbHLIN doparMeHT
rmyTaMnHOBOM KUCIOThI. [1pn 3TOM obpasyeTtcs
amua rnyTaMmmHOBOW KUCNOTbI - FMyTaMuH. JTa
aMWHOKMCIIOTa YXXe He obnagaeT TOKCUYHOCTLIO.



ObpasoBaHue rinytammHa

COOH CoNH2
| I
C— |
2
NH,, + i, &, 4o
AT® +  GHAH ®  CHNH,
éOOH * ¢0oOH
FJ'IyTaMI/IHOBaFI FJ'IyTaMI/IH

KNCJ10Ta



C TOKOM KpOBW rMyTaMmH NMOCTYMNaeT B
neyeHb UK B NMOYKU. B neyeHu
npoucxoguT rmgponusa rmytTamMuHa,
obpasyeTca aMmmmnak u rmytaMmmHoBas
Kucnota. AMMMak B ne4eHn npespallaeTtcd
B MOYEBUHY.

B noykax rmytamuH nocne rmgponusa
nepexoauT B rMyTaMUHOBYIO KUCNOTY U
BO3BpalLlaeTcsd B TKaHW 3a criegytoLlen
nopunen ammmaka. AMMMaK B NoYKax
BblOENAETCHA C MOYOU B BUOE CONen
aMMOHMUS.



PecnHTe3 rmyTamMmMHOBON KUCIOThI

B NoyKax
< BO3BpalLLe-
HUE B KPOBb
CoNH2 COOH
I {  rmyTamuHasa Cf
B MOYKM (!; 2 + HO 2
_2 2 I -
EH-NH é--NH PNH,

2

tooH booH V

Mo4a
rnyTamMmuH rmyTamMuHO-

BaA KUCJ10TaA



OpraHbl

rmyTamuH

\ KPOBb
NH,

&aMMHOBaH

KUCJ10Ta

Moua NH4CI



