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TpancamuHupoBaHue — peakuy MepeHoca o-
AMHHOI'PYIIIBI  AMHHOKHCJIOTHBI  HA  O-

KEeTOKUCJIOTY 0e3 IPOMEKYTOYHOIO
o0pa3oBaHusl aMMHAKA.
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O Peaknuu TpaHCAMUHHUPOBAHMS 00pAMUMDL,
MPOTEKAIOT B ATOIJIA3Me U MEUTOXOHAPHUSIX.

O B xaerkax 4yesjoBeka GyHkuuoHupyer 0ojiee 10
aMHUHOTpPaHcPepas, OTIANYAIOIIHUXCH 110
cyocTpaTHO# cienu(pUIHOCTH.

O B peaknuu TpaHCAMMHHMPOBAHMS MOI'YT BCTYIATh
00JILIIMHCTBO AMMHOKMUCJIOT 32 UCKJIIYEeHUueM
JIM3MHA, TPEOHHHA M MPOJIMHA.
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buosiornyeckast poJjb

TpchaMI/IHI/IpOBaHI/Iﬂ

QO Tak Kak 3TOT npouecc 00parumM, TO OH Y4aCTBYeT KaK B
npoiuecce KaTadoIM3Ma, TaK /| OMocHHTe3a
AMHUHOKMCJIOT.

Q TpancamuHuMpoBaHue — 3aKJIYUTEJIbHBIM  3TaN
CMHTe3a 3aMeHMMbIX AK H3 COOTBeTCTBYHIIHX
KeTOKHMCJOT.

O TpancamuHUpoOBaHUE — nepsasi CTaaAus

nezamMuHupoBanus OoabmuHCTBA AK, T.e. HAYAJUBHBIN
yranml  uMxX Kkaradoauzma. QOoOpasywoinuecss P 3TOM
KeTOKUCJI0ThI OKUCAAKTCA B IITK Miam ucnoab3yrrcs
ISl CHHTE3a IJII0OKO03bI MJIM KETOHOBBIX TeJI.

Q Ilpu TpancamunupoBanuum oodOmee kKoauvecrso AK B
KJIETKE He MEHACHCA.
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0 B KIMHHKEe INHPOKO MCIHOJb3YIOT OIpeae/eHue
akTUBHOCTH ACT u AJIT B ChIBOPOTKE KPOBM JIsI
TUATHOCTUKHU HEKOTOPBIX 3200J1eBAHUM.

QO AJIT — Hau0oJbIIAsA €e AKTUBHOCTH OOHAPYKEHA
B IeYeHH, a 3areM no YyObIBawIiued B
MOMKEJYIOYHOM  JKeJie3e, cepame, CKeJeTHBIX
MbIIIIIAX.

\




Q ACT — HanOouablIasi aKTUBHOCTL OOHApYyXKeHa B
MHOKap/ie, 3aTeM B MOPs/AKe YObIBAHUA B IEYEHH,
CKEJIETHBbIX MBbIIIIIAX, TOJJOBHOM MO3re, IMOYKaXx.
AxtuBHOCcTb ACT B MmMmokapae B 10 000 pa3
Bblllle, YeM B CbIBOPOTKE KPOBH.

O Koypdunuent ne Puruca — COOTHOIICHHE
aktuBHocten ACT/AJIT. B  Hopme 3T1OT
ko3¢ punuent paBen 1,33 + 0,40. IIpu undapkre
MHOKAap/Aa 3TOT KO3(puiumeHT pe3Kko BO3pacraer,
a IpHU renarurax camxkaercs a0 0,6.
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JlexapOokcuimpoBaHue aMUHOKMCJIOT —
oTHICIJICHUEe KAPOOKCUJIBbHOU Ipynnbl B
Bune CO.,.
O Peakuuu 1ekapOOKCHIMPOBAHUSA
ABJIAIOTCH HeoﬁpamuMbmu.

O OHM KaTaaM3MPYIOTCA JAekapdokcuiazaMu
AMUHOKHUCJIOT.

A KodpepMmeHnToM aeKkapOOKCcHIA3 SIBJIAETCSH
nUpHUAOKCcAIb(ochaT, IPOU3IBOIHOE
BUTaMuHa B;.
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Pa3aunuyaror 4 Tuna
NeKAPpOOKCHUINPOBAHUSI.

1. @ — nexapOoxcuinpoBanue (XapakTepHO IJs KMBOTHBIX

TKaHeM).
n* I
CH-NH:z n Soxciinase ?Hz
dOOH Nno NH;
AMUHOKMCHIOTA BUOreHHbLIN aMuH

BuoreHHble aMHHBI  MOIYT  BBINOJHATH  (QYHKIIHIO
HeiipomeauaTopoB  (ceporonun, popamun, ['AMK),
rOPMOHOB  (aJpeHaJIMH, HOpPAJAPEHAJIMH), PEeryJsaTopoB
MECTHOTIO AeiicTBHA (rMCTAMUH, KADHO3MH, CIIEPMUH H JP.)
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2. @-nexap0okcuanposanue (CBOMCTBEHHO
MHUKPOOPraHu3Mam).

COOH—CHZ—CIZH—COOH — CHS—CIZH—COOH + CO,
NH, NH,

Acnaprar AJIaHWH




3. lexapOokcuMpoBaHue, CBSI3aHHOE C
peakuued TPAHCAMUHUPOBAHUS.



4. lekapOOKCHJIUPOBaHKeE, CBSI3AHHOE C peaKkuuen
KOHJACHCAIMM IBYX MOJICKY.I

Tu T‘Q F‘?l
CH-NHz + CO-S-HoA——=CH-NHy + SH-HoA + CO2

' |
COOH CO-R»

JTAa peaKkuyd NPOUCXOAUT NPU CHHTE3E
AMMHOJIEBYJIMHOBOM KUCJIOTHI M3 INIMIHUHA U
CYKUMHMI-KO0A, pu cMHTEe3€e C(PMHIOJIUITHI0B.
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Peakuuun oOpazoBaHus OMOreHHbIX
AMHHOB

Tpuntrodan — S-okcurpuntropan — CeporoHun
Tpuntrodpan — Tpunramun

Tupozun — JODPA — nopamMuH — HOpPAAPEHAIHUH —

— AJIpeHaIuH
I'nyramar — 'AMK

I'mcruanmn — I'ucramun
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OOpa3zoBaHue OMOreHHbIX AMMHOB
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CH—NH, CHa—NHj
(!: OOH Y-aMuHOMaCHSHAS

PayTaMAT EucanorTa (I'AMK)
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KaTra0ogmu3M OMOreHHbIX AMMHOB

MoHOoaMHHOOKCHIA3a
(MAO)
FAD
I{_(_‘/‘H2_1QI-I2 / / \ \ - R—CH =O
O, H,0 H,0, NH,

Q Monoamunooxcunaza (MAQO) — ®AJl-coaep:xamuii

(bepMeHT, JIOKAJIHU3YeTCHA MNPEUMYIIECTBEHHO B
MHUTOXOHAPHSIX.

O Hrpaer o4YeHb Ba)XKHYK0 PpoOJb B OpPraHu3Me,
peryJupys CKOpoCTh pacnaaa OMoreHHbIX AMHUHOB.

QO HUuaruduropsl MAQO ABIAIOTCA JIeKAPCTBEHHBIMU
npenaparamMu:

AHTHaenpeccaHThl: Huamamu
Iupaszugoa u ap.



B
UCcTOUYHHMKHE aMMHAKAa B KJIeTKaX

1. Jle3saMUHHUPOBaAHHE AMHHOKHCJIOT.
2. Jle3aMuMHMpOBaHHE OMOI€eHHbIX AMHHOB.

3. I[e3aMI/IHI/IpOBaHI/Ie HYRKJICOTHIO0B.




OcHOBHBIC MCTOYHUKH aMMHAKa

Hcemounuk Ilpouecc Depmenmol Jlokanuzayusn
npouecca
AMMHOKHCJIOTBI HenpsiMmoe nezaMuHupoOBaHHe AmuHoTpancpepasol, [1D Bce Tkanu
(ocHOBHOII YTh 1e3aMUHUPOBAHUS Tnyramaraerngporenasa, HA I+
AMHHOKMCJIOT)
OxkucauresbHoOE 1e3AMUHUPOBAHHE I'myramarneruaporenasza, HAJI+ Bce Tkann
nIyramara
HeokuciaureabHoe 1e3aMUHUPOBAHUE I'ucrupasa, IIpeumyiecTBeHHO
I'uc, Cep, Tpe ne4eHb

CepuH-, TpeoHMHAeruaparaspl, [1O

OxkucauTeIbHOE 1e3aMUHHPOBAHHE
AMHHOKHCJIOT (MAJI03HAYUTEIbHbIN
NyTh 1e3aMUHUPOBAHUS
AMHUHOKMCJIOT)

Oxcuaasa L-amunokuciaor, FMN

IledyeHb M MOYKH

BHOTeHHBIC AMHHBI | OKuCIUTEIbHOE 1e3aMUHUPOBAHHIE AmMunookcuaasbl, FAD Bce Tkann
(MyTh MHAKTUBAIUM OMOTeHHBIX
AMMHOB)

AMD I'mapoinTHyeckoe ne3aMUHUPOBAHUE AM®-ne3amunasa HNHTEHCHBHO

paﬁoTammne MBI bI
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0 KoHueHTpanusi aMMuaka B KPOBH B HOpPMe He
npesbimaet 50 MmkMoJib/J1.

O AMMHAaK — TOKCHUYecKoe coequHenue. Haxomienue
aMMHAKA BbI3LIBACT:

THHOOHEPICTHYCCKOC COCTOMHUC

YyrHeTeHUEe peaKluid TpaHcaMuHUpoBaHus AK

AJIKaJI03

CyJI0pPOru
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O0e3Bpe:kMBaHME AMMHAKA

1. OcHOBHOM peakuuen CBA3bIBAHAS AMMHAKA,
MPOTEKAIOIIECH BO BCEX TKAHAX, ABJIICTCS
oOpa3oBaHue rJIyTaMUHA

myTamMmumnH-
CUHTETa3a

L'ayramar + NH; + AT® — rayramun + AJI® + OH

2. IToxo:kasi peakuusi BO3MOKHA M ¢ ACIIAPATrUHOBOM

Acnaprar +AT® +NH, (rayramun) 057
Acnaparus + AM® + ®®n + (riayramar)



" S
O0e3Bpe:kMBaHME AMMHAKA

3. BoccTanoBUTE/IbLHOE aMUHHPOBaHHE
O-KeTorJyrapara (roJJOBHO MO3I U Jp. TKaHH).

rar
o-KI'K + NH, 7.{ L'yramar

HAOH, HAO"

JTOT MyTh MPOTEKAET CJ1ado0.
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O0e3BpekMBaAaHME AMMHUAKA

a U3 MbBIIII U KHINICYHUKA N30bITOK aMMHaKa
BbBIBOAUTCHA B BU/IC a/JIaHUHA.

O MbIubl BIAEJASIIOT 0COOEHHO MHOI'0 AJJAHHHA B
CHJIY MX 00JIbIIEe MacChl M HHTEHCHUBHOIO
MeTadoM3Ma NpU pU3nYeCcKon padore.

0 O0pa3zoBaBUIMICH AJAHUH NMOCTYNACT B MEYEHb, I/1e
ne3aMUHMpYyeTcs. BolaeeBIINACH aMMHUAK
00e3BpeKUBACTCS, a MUPYBAT BKJIKOYAETCHA B
IJIIOKOHEOreHe3 ¢ 00pa3soBaHUEM IJIIOKO3bI
(rJII0K030-aJJAHUHOBBIA IUKJI).



"
O OCHOBHBIMH TKAHAMM, OCTABIIUKAMHU IJIYTAMMHA,
SIBJISIIOTCH MbIIIIbI, TOJIOBHOW MO3I', IEYEHb.
Q I'oyramun UCIOJIb3YeTCs BO MHOT'HX
AaHA00JIMYECKUX MpoIeccax.
I'slyraMmue  —  OCHOBHOM  JIOHOp  a3ora B

OpraHu3Me.

Benku

% MypuHel

MYTAMWH \ ~__—» [vpuMugutsl
> AcnaparvH
R AMuHoCcaxapa
[ nokoaa

HYTI/I HCII0JIb30BaAHUA IVIYTAMHUHA B OPraHu3mMe
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CuHHTE3 MOYeBMHBI Y 4
(OpHMTHHOBBII HMKJI) )

O MouyeBHMHA — OCHOBHOM KOHEYHBIN NMPOAYKT a30TUCTOIO
oOMeHa y uenoBeka (85% Bcero a3ora BBLIBOAHUTCS H3
OpPraHu3Ma ¢ MOYeBHHOM).

O JKCKpenusi MOYEBMHBLI B HOpPMeE COCTaBJIsieT 25 Ip. B
CYTKH.

Qd MoyeBuHa B OpraamiMeE CHHTEC3UPYCTCA TOJBKO B
IHCYCHMU.

0 IlopakeHue meyeHHM W HApPyIIeHHe CHHTE3a MOYEBHHbBI
NPUBOIAT K MOBBLIIIEHHI0 B KPOBH H TKAHAX aMMHAKAa H
AMHMHOKHCJIOT (B TEpPBYI0 o4epeab TJyTaMHHA H
aJIAHNHA).
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Cunrte3 MOYeBHUHBI

O B 40-x rogax 20 Bexka HeMenkue OuoxumMmuku I'anc KpeOc
U Kyprt I'en3esieliT yCTAaHOBUJIN, YTO CHHTE3 MOYECBUHBI
peacTaBJasieT COO0OH HUKJIMYECCKUH MPOoIecc.

0 OH moJy4YnJI HA3BaHUE KOPHUTHHOBBIM HUKJD) WIH «IUAKJI
KpeoOca — I'enzesieiiTay.

NaHc Kpebc
1900 - 1981
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Cunrte3 MOYeBUHBI

i
cogx-0—{) P,
H,N-—CHr-ClH, /Z&sz_?ﬂz
2 OpHurunkapSamounn- ?”0 CEH:
H-NHa Tpancdepase NH QH=NHs
OOH COOH
OpHuTH HTREANY
H, ApPruHHOCYKUMHAT-
| Mouesura | Apruxasza cHHTeTA2a AT® HNonepsY
H,
NH—CHZ—CH, -
NH—CH;—CH:2
HN=C—NH, M2 QH
CH NH; HN=C—NH ? f_N
COOH ApriHMHOCYK- i
Aprummn t‘:rma*mm? HOOC |H gooH
HOOC—CH;
/Apmunnocymnnar
HOOC—?H

CH—COOH
®ymapar
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CyMMapHoOe ypaBHeHHe CHHTE3a
MOY€BHHBI

CO, + NH; + acnapTat + 3AT® + 2H,0 =
Mo4YyeBUuHa + ¢pymapart + 2 (AP + H,PO,)
+ AM® + H,P,0O;
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JHepreTHYeCKMuii 0aj1aHc CHHTE3a
MOY€BHHBI

QO 3a KaKAbIA 000POT OPHUTHHOBOI'O IIMKJIA

pacxoayrTrcs 4 MAKpoOIprudecKue CBsi3u 3 MOJIEKYJI
ATO.

0 OaHako npeBpalieHue AMUHOKHCJIOT UMeeT IMyTH
KOMIICHCAIIMU SHEpro3arpar:
= [Ipu Brirouenun ¢pymapara B LITK Ha craguun
aeruapuposanust maJjgara oopasyerca 1 HAJIH(H') (BAT®D)

= [Ipu OKHCIUTEIBHOM J1€3aMUHUPOBAHUH IJIyTaMAaTAa
oopasyercsa 1 HAJIH(HY) (3 AT®D).



"
O

Cunrte3 MOYeBHHBI ’ NJ\NH
2 2

IHosiHBIN HA0OpP (PpepMEHTOB OPHUTHHOBOIO LHUKJIA

€CThH TOJIBKO B IICYCHMU.

Ot1aeabHble  (GepMeHTHI OPHUTHHOBOIO IHKJIA
OOHApY:KEeHBbI M B JIPYITUX OPraHax:

MOYKH — APrUHMHOCYKIMHATCUHTETA3A
APrUHMHOCYKIMHATJIMA3A
IHTEPOUUTHI — KapOamMoudochararcuHrerasa
IIpoucxoxieHue aroMOB 230Ta B MOYEBUHE

- OJMH AaToM a30Ta HMeeT CBOMM HMCTOYHHKOM
CBO0OJIHBIA aMMHUaK (Yepe3 kapOdamous gocdar)

- BTOPOIi aTOM a30Ta NMOCTYINaeT U3 acapTaTa
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buosiornyeckast poJjib
OPHHUTHHOBOI0 IIMKJIA

1. IlpemorBpamieHHe HAKOIUIEHHMSI  TOKCHYECKHX
IPOAYKTOB, INIABHBIM 00pa3oM aMMHAaKA.

2. CHHTe3 apruHMHA W TNOINOJHeHHe ero ¢oHaa B
OpraHusMe.

O ¢ PeKTUBHOCTL PadO0Thl OPHUTHHOBOI0 HHUKJIA B
HOPMAJIBHBIX yciaoBusix cocraBiaser 60% ero
MOIIIHOCTH.

3amac MOIIHOCTH He00X0auM JA u30eKaHud
rurnepaMMOHUEMHUN NPH HM3MEHEHHAX KOJHMYeCTBA
0eJKAa B MUIIIE.
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YBean4eHHue CKOPOCTH CUMHTE3A
MOYEBHHBbI IPOUCXOTUT MPH:

- JJIMTEJbHOM (pU3HYecKou padore

- JJIATEJbHOM TOJIOAAHMH (pacnaa TKaHeBbIX
0eJIKOB)

- caxapHoM auadere

- HATAJOI'NMYCCKHUX COCTONAHUAX,
CONMPOBOKIAAIININXCHA HHTCHCHUBHBIM

pacnaaoM TKaHeBbIX 0€JIKOB




I nmepaMmMoHuEeMHUSI

O HapyuieHue peakuuii 00e3Bpe:KUBAHUS aMMHaKa

INPUBOIAUT K NOBBINICHHUIO €I'0 COACPKAHUNA B KPOBH
— rMICPpaMMOHUCMHUN.

Q IlpyyuHAMM rUIIEPAMMOHMEMHUM MOT'YT BBICTYIIATH
KaK reHeTu4eckue e exkrol (pepMeHTOB
OPHUTHUHOBOIO IIMKJIA B [IEYCHU, TAK U BTOPUYHBIE
MOPAKECHUS MEYCHU B pe3yJbTaTe HUPpPoO3a,
rernaTuTa u Apyrux 3a00J1eBaHuil.

Q M3BecTHBI 5 HACJIEACTBEHHBIX 32a00/IeBAHUH,
00ycCJI0BJICHHBIX AeeKTOM O (hepMEeHTOB
OPHHUTHHOBOIO IMKJIA.



3a0osneBanus @epMeHT
[MnepammoHnemmnst  Kapbamoundocdar-
| TMNa CUHTETa3a
[MnepammoHnemmna  OpHUTUHKapBamoun-
Il TNa TpaHcdepasa
LUntpynnmuemmsa APrmHUHOCYKLNHAT-
CUHTETasa
ApruHMHocykunHaTt-  ApruHUMHOCYKUUHAT-
ypus nuasa
[MnepapruHmemud AprnHasa

MeTa001uTHI
KpPOBb Mova
[nyTamuH Oporar
AnaHuH
NH,
[nyTamuH Oporart
AnaHuH
NH,
LutpynnuH LutpynnuH
NH,
ApPruHuNHO- ApPruHuHO-
CyKUMHaT CyKuuHaT
NH, [nyTamuH
Ana, Jln3
ApPryvHuH ApPryvHuH
NH, JIn3nH

OpPHUTKH



O Bce HapyumieHHs] OPHUTHHOBOIO IMKJIA NPUBOJAT K
3HAYUTEIbHOMY MOBBIIIECHU IO B KpPOBH
KOHIUEHTPAUHU AMMUAKA, IJIYyTAMUHA U AJIAaHUHA.

QO Bce cMMOTOMBI THIIEPAMMOHHEMHH — Pe3yJabTar
nercreusa ammuaka na IHHHC.

O KimHn4yecKkue CMMIITOMBI runepaMMOHUECMUN.

TOIHIHOTA, HIOBTOPHIOIIIAACH PBOTA

roJIOBOKPY:KeHHE, CyI0POrH

noTepsi CO3HAHUS

YMCTBEHHAAA OTCTAJIOCTH
a JleyeHue runepamMMOHUECMUU
- MaJI00eJIKOBAs IUeTa
- BBEJCHHE B PAIIMOH KeToaHAJ0roB AK
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Cnacu6o 3a BHUMaHHue!




