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TpancaMunupoBaHue — peakuuu MepeHoca -
AMHHOI'PYIIIBI  AMHHOKHCJIOTHBI  HA  O-

KEeTOKUCJIOTY 0e3 IPOMEKYTOYHOIO
o0pa3oBaHUsl aMMHAaKA.
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O Peakuuu TpaHCAMHUHHPOBAHUS 00pAMUMDBL,
POTEKAIOT B IUTOILIa3Me U MUTOXOHAPHSIX.

O B xaerkax 4yejoBeka GyHKuuoHupyer 0oJjiee 10
aMUHOTPaHc(pepas, OTIUYAOIUXCH 110
cyocTpaTHO# cienu(pUIHOCTH.

O B peaknuu TpaHCAMMHHMPOBAHMA MOI'YT BCTYIATh
00JILIIMHCTBO AMMHOKMUCJIOT 32 HCKJIYEeHUueM
JIM3UHA, TPEOHHHA M MPOJIMHA.
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buosiornuyeckasi poJb

TpchaMI/IHI/IpOBaHI/IH

QO Tak Kak 3TOT npouecc 00parumM, TO OH Y4aCTBYeT KaK B
npoiuecce KaTado0Iu3Ma, TaK U OMocHHTe3a
AMHUHOKMCJIOT.

Q TpancamMmuHMpoBaHHe — 3aKJIKYHUTEJbHBIA  J3Tal
CMHTe3a 3aMeHMMbIX AK H3 COOTBeTCTBYIOIIHUX
KeTOKHCJOT.

O TpancaMuHHpOBaHHUE — nepsasi CTaaAus

ne3aMuHUpoBaHus OoJbmMHCTBA AK, T.e. HaYaJIbHBLIH
yranm  MXx Kkaradoauzma. OoOpasywinuecss P 3TOM
KeTOKUCJI0ThI OKUCIAAKTCA B IITK MM ucnoab3yrrcs
ISl CHHTE3a IJII0OKO03bI MJIM KETOHOBBIX TeJI.

Q Ilpu TpancaMumHUpOBaHUU 00IIee KoaudecTBo AK B
KJIETKE He MEHACHICA.
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0 B KIMHMKE HIMPOKO HCHOJb3YIOT oOIpeaejeHue
akTUBHOCTH ACT u AJIT B ChIBOPOTKE KPOBM JIsI
JAMATHOCTHKHN HEKOTOPBIX 3200/ 1€BAHUU.

QO AJIT — Hau0oJbIIAaA €e AKTUBHOCTH O0OHAPYIKEHA
B IeYeHH, a 3areM no YyObIBawIiuen B
MOKEJIYIOYHON  JKejie3e, cepame, CKeJETHBIX
MBbILIIAX.
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Q ACT — Hau0oJbIIAS AKTUBHOCTL OOHApPY:KEHA B
MUOKap/ie, 3aTeM B MopsaKe YObIBAHUA B IEYCHH,
CKEJIETHBbIX MbIIIIAX, TOJJOBHOM MO3re, MOYKaX.
AxtuBHOcTh ACT B MmMmokapae B 10 000 pa3
BbIllIe, YeM B CHIBOPOTKE KPOBH.

O Koypdunuent ne Puruca — COOTHOLICHHE
aktuBHoctedr ACT/AJIT. B  HopMe 3T10T
ko3¢ punuent paBen 1,33 + 0,40. Ilpu undapkre
MHOKap/JAa 3TOT KO3(PGUIMEHT pe3Ko BO3PaCTaeT,
a IpHU renarurax camxkaercs ao 0,6.
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JlexapOokcuimpoBaHue aMUHOKHMCJIOT —
oTHICIJICHUEe KAPOOKCUJIBHOU IPyNIbl B
Buae CO,.
O Peakuuu 1exkapOoOKCHIMPOBAHUS
ABJIAIOTCH HBOﬂpd”’lllelMll :

O OHHM KATAJIMBHUPYIOTCA JeKapOoKcHIazaMu
AMUHOKHUCJIOT.

Q KodepmeHTOM HeKapOOKCHIA3 SIBJISIETCS
nUpHUIOKCcaIb(ochaT, IPOU3BOAHOE
BUTaMuHa B;.



" JE
Pa3ianuyaror 4 Tumna
NeKaApOOKCHUINPOBAHUSI.

1. @ — nexapOoxkcuiaMpoBanue (XapakTepHO IJs KMBOTHBIX

TKaHeM).
) B
CH-NH:z I s ' H2
dOOH Nno NH;
AMUHOKMCNIOTE BUOreHHbLIN aMUH

BuoreHHble aMHHBI  MOIYT  BBINOJHATH  (QYHKIIHIO
HeiipomequaTtopoB  (ceporonHmH, gopamun, T['AMK),
ropMoOHOB  (aJpeHaJIMH, HOpAaJpPEeHAJIMH), PeryJsTOpPoB
MECTHOTIO AeiicTBHA (rMCTAMUH, KADHO3WH, CIIEPMHUH M JP.)
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2. @-nexap0okcuanposanue (CBOMCTBEHHO
MHUKPOOPraHu3Mam).

COOH—CHZ—CIZH—COOH — CH3—(|3H—COOH + CO,
NH, NH,

Acnaprar AJIaHWH




3. lexapOokcuiMpoBaHue, CBSI3aHHOE C
peakuued TPAHCAMUHUPOBAHUS.



4. lekapOOKCHMJIMPOBAHHUE, CBSI3AHHOE C peaKuuen
KOHJACHCAIMM IBYX MOJICKY.I

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

' |
COOH CO-R»

JTa peakuus MPOUCXOAUT NMPHU CUHTE3E
AMMHOJIEBYJIMHOBOM KHUCJOTHI M3 IVIMIMHA U
CYKUMHMI-KOA, pu cMHTEe3€e C(PMHIOJIUITHI0B.
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Peakuuun oOpa3oBaHusi OMOreHHBIX
AMHHOB

Tpunrohan — S-okcurpunropan — CepoTroHuH
Tpunropan — Tpunramux

Tupozun — JOPA — nopamMuH — HOPAJAPCHAIUH —

— AJIpeHaIuH
I'nyramar — 'AMK

I'mcruaun — I'ucramun
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OOpa3zoBaHue OMOreHHBIX AMMHOB
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KaTra0ogmu3M OMOreHHBIX AMHUHOB

MoH0oaMHMHOOKCH1a3a
(MAO)
FAD
R-CH,-NH,—~— e + R-CH=0

O, H,0 H,0, NH,
Q Monoamunooxcuaaza (MAQ) — ®AJl-coaepxxaniuii

(pepMeHT, JIOKAJHU3YeTCHd MNPEUMYIIECTBEHHO B
MHUTOXOHAPHSIX.

O Hrpaer o4YeHb Ba)XKHYK0 PoOJb B OpPraHuU3Me,
peryJupys CKOpoCTh pacnaaa OMoreHHbIX aMHUHOB.

QO HUuaruduropsl MAQO ABIAIOTCA JIeKAPCTBEHHBIMU
npenaparamMu:

AHTHaenpeccanThl: Huanamu
Iupazugoa u ap.
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UCTOYHUMKH aMMHUAKA B KJIeTKaX

1. Jle3saMHUHHUPOBaAHHE AMHHOKHCJIOT.
2. Jle3aMMHMpOBaHHE OMOI€HHbIX AMHHOB.

3. I[EBEIMI/IHI/IPOBZIHI/IC HYRKJICOTHUAO0B.




OcHOBHBIC MCTOYHUKH aMMHAKa

Hcemounuk Ilpouecc Depmenmul Jlokanuzayusn
npouecca
AMMHOKHCJIOTBI HenpsiMmoe nezaMuHupoOBaHHe AmuHoTrpancdepassl, [1D Bce Tkanu
(ocHOBHOII YTh 1e3aMUHUPOBAHUS nyramaraernaporenasa, HA I+
AMHHOKMCJIOT)
OxkucauresbHoOE 1e3AMUHUPOBAHHE Imyramaraernaporenasa, HAJI+ Bce Tkann
nIyramara
HeokuciaureabHoe 1e3aMUHUPOBAHUE I'mcTupasa, IIpeumymecTBeHHO
I'uc, Cep, Tpe ne4eHb

CepuH-, TpeoHMHAeruaparaspl, [1O

OxkucauresbHoOE 1e3AMUHUPOBAHHE
AMHHOKHCJIOT (MAJI03HAYUTEIbHbIN
NyTh /1e3AMUHUPOBAHUS
AMHHOKMCJIOT)

Oxcuaasa L-amunokuciaor, FMN

IleyeHb ¥ MOYKH

BHOTeHHBIC AMHHBLI | OKucIUTEIbHOE 1e3aMUHUPOBAHHE AmMunookcuaasbel, FAD Bce TkaHn
(MyTh MHAKTHBAIUY OHOTEHHBIX
AMMHOB)

AMD I'mapoinTHyeckoe ne3aMUHUPOBAHUE AM®-ne3amunasa HNHTEHCHBHO

paﬁoTaloume MBI bI
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0 KoHumeHTpamusi aMMuMaka B KpPOBM B HOpMeE He
npesbimaet 50 MmkMoJib/Jt.

O AMMHAaK — TOKCHUYecKoe coequHenue. Haxomiaenue
aMMHAKA BbI3LIBACT:

THHOOHECPICTHYCCKOC COCTOMHUC

YyrHeTeHUEe peaKluid TpaHcaMuHUpoBaHus AK

AJIKaJI03

CyJI0pPOru
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O0e3BpeKMBaAHME AMMHUAKA

1. OcHoBHOM peakuuen CBSA3bIBAHUS AMMHAKA,
MPOTEKAIONIEH BO BCEX TKAHAX, ABJIACTCH
oOpa3oBaHue rjIyTaMUHAa

myTamMmmnH-
CUHTETa3a

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

2. IToxo:kasi peakuusi BO3MOKHA M ¢ ACIIAPATrMHOBOM

Acnaprar +AT® +NH, (rayramun) 2057
Acnaparus + AM® + ®@®H + (riryramar)



" S
O0e3BpeKMBaAHME AMMHUAKA

3. BoccTaHOBHTEJIbHOC AMHUHHPOBAHHUE

O-KeTorJyrapara (roJJOBHO MO3I U Jp. TKaHH).

rar

o-KI'K + NH; < f\> I'nyramar

HAOH, HAO'

ITOT NYTh NPOTEKAET ¢J1a00.



" S
O0e3BpekMBaAaHME AMMHUAKA

0 U3 MBI U KHILIEYHHUKA N30bITOK aMMHAaKa
BbBIBOAUTCHA B BU/IC aJIaHUHA.

O MbIubl BHIAECJASIOT 0COOEHHO MHOI'0 AJIAHUHA B
CHJIY X 0OJIbIIEe MacChl M HHTEHCHUBHOIO
MeTadoM3Ma NpU pU3nYeCcKon padore.

0 OOpa3oBaBUIMIICH AJAHUH NMOCTYNACT B [IEYCHb, I/1e
ne3aMUuHMpYyeTcs. BolaeeBIINCH aMMHUAK
00e3BpeKUBACTCS, 4 MUPYBAT BKJIKYAETCH B
IJIIOKOHEOreHe3 ¢ 00pa3soBaHUEM IJII0KO3bI
(rJII0K030-aJJAHMHOBBIA IUKJI).
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O OCHOBHBIMH TKAHSAMM, OCTABIIUKAMMU IJIYyTAMMHA,
SIBJISIIOTCH MBI bI, TOJIOBHOW MO3I', ICYEHb.
Q I'omyramuH UCIOJIb3YeTCs BO MHOT'HX
AHA00JIMYECKHUX MpoIeccax.
I'slyraMmue  —  OCHOBHOM  JIOHOp  a3ora B

OpraHu3Me.

Benku

?v' MypuHb

MYTAMWH \ ~__—» [npuMugutsl
> AcnaparvH
P AMuHocaxapa
[ nokoaa

HyTI/I HCII0JIb30BAHUA INIYTAMHUHA B OPIraHU3ME
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CuHTe3 MOUYEBMHbI
(OpHMTHMHOBBIN HMKJI)

O MouyeBHMHA — OCHOBHOM KOHEYHBIN NMPOAYKT a30TUCTOIO
o0MeHa y udeaoBeka (85% Bcero a3ora BBIBOAMTCS M3
OpPraHu3Ma ¢ MOYEBHHOM).

O JKCKpenusi MOYEBHMHBI B HOpPME COCTABJIsIeT 25 Ip. B
CYTKH.

O MoyeBuHa B Opraaoms3MeE CHHTC3UPYCTCA TOJHBKO B
IHHCYCHMU.

a Hopamenne IICYCHU M HAPYHICHHUC CHHTEC3a MOYCBHUHDbI
IIPUBOJAAT K NOBBIINICHNUIO B KPOBHU U TKAHAX aMMHaKa "

AMHMHOKHCJOT (B TMEpPBYI0 o4epeab TJIyTaMHHA H
aJIAHNHA).
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Cunrte3 MOYeBHHBI

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

0 OH moJy4YnJ HAa3BaHUE KOPHUTHHOBBIM UKD WIH «IUAKJI
KpeoOca — I'enzesieiiTay.

laHc Kpebc
1900 - 1981




" N

Cunrte3 MOYeBHUHBI

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 ypaBHeHME CHHTE3a
MOY€BHHBI

CO, + NH; + acnapTat + 3AT® + 2H,0 =
ModeBUuHa + ¢pymapart + 2 (AQP + H,PO,)
+ AM® + H,P,0O;
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JHepreTHYeCKMii 0aj1aHC CHHTE3A
MOY€BHHBI

QO 3a KaKAbIA 000POT OPHUTHHOBOI'O IIMKJIA

pacxoayrTcs 4 MAKpoOIpPrudecKue CBsi3u 3 MOJIEKYJI
ATO.

0 OaHako npeBpalieHue AMUHOKHCJIOT UMeeT IMyTH
KOMIIEHCALIUH SHEPro3aTrpar:
= [Ipu Brirouenun ¢pymapara B LITK Ha craguun
aeruapuposanust MmaJjgara oopasyerca 1 HAJIH(H') (BAT®D)

= [Ipu OKHCIUTEIBHOM J1€3aMUHUPOBAHUH IJIyTaMAaTAa
oopasyercsa 1 HAJIH(H") (3 AT®D).
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Cunrte3 MOYeBHHBI J\
H,N~ “NH,

IHosiHBIM HA0OpP (PpepMEHTOB OPHUTHMHOBOIO LHUKJIA

€CThH TOJIBKO B IICYCHMU.

Ot1aeabHble  (GepMeHTHI OPHUTHHOBOIO IHUKJIA
O00HaApY:KEeHbI M B JIPYITUX OPraHax:

MOYKH — APrMHUHOCYKIIMHATCUHTETA3A
APrMTHUHOCYKIIMHATI/INA3A
IHTEPOUUTHI — KapOaMouidocharaTCHHTETA3A
IIpoucxoxieHe aTOMOB 230Ta B MOYEBHHE

- OJMH AaToM a30Ta HMeeT CBOMM HMCTOYHHKOM
CBO0OJIHBIA aMMHUAaK (Yepe3 kapoamous gocdar)

- BTOPOIi aTOM a30Ta NMOCTYINaeT U3 acapTarTa
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buosiornyeckast poJjib
OPHHUTHHOBOI'0 IIMKJIA

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

2. CHHTe3 apruHMHA H IIONOJIHEHHe ero ¢oHaa B
OpraHu3Me.

O ¢ PeKTUBHOCTL PadO0Thl OPHUTHHOBOIO0 HHUKJIA B
HOPMAJIBHBIX yciaoBusix cocraBiasier 60% ero
MOII[HOCTH.

3amac MOIIHOCTH He0o0X0auM JA u30eKaHud
rurnepaMMOHUEMUN NPH HM3MEHEHHAX KOJHYeCTBA
0eJKAa B MUIIIE.
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YBeau4YeHHue CKOPOCTH CMHTE3a
MOYEBHMHBbI IIPOUCXOAUT MPH:

- JJIMTEJbHOM (pU3HYecKou padore

- JJIATEJbHOM TOJIOAAHMH (pacnaa TKaHeBbIX
0eJIKOB)

- caxapHoM auadere

- HATAJOI'HMYECCKHUX COCTOAHUAX,
CONMPOBOKIAAIININXCHA HHTCHCHUBHBIM

pacnaaoM TKaHeBbIX 0€JIKOB




I nmepaMmMoHuEeMMU s

O HapyuieHue peakuuii 00e3Bpe:KUBAHUA aMMHaKAa

INPUBOIAUT K NOBBINICHHUIO €I'0 COACPKAHUA B KPOBH
— rHICPaMMOHUCMHUM.

Q IlpyyuHAMM rUIIEPAMMOHMEMHUM MOTI'YT BBICTYNIATH
KaK reHeTHYeCKue e eKThI GepMEeHTOB
OPHUTHHOBOIO UKJIA B IIEYCHHU, TAK U BTOPUYHBIE
MOPAKEHUA MEYCHH B pe3yJbTare HUuppo3a,
rermaTuTa u APyrux 3a001eBaHuM.

O M3BeCTHBI D HACJIeACTBEHHDBIX 3200/1eBAHUM,
00ycJI0BJIeHHBIX AedeKTOM O (hepMEeHTOB
OPHHUTHHOBOIO IMKJIA.



3a0oseBanus ®epMeHT
[MnepammoHnemmns  Kapbamoundocdar-
| TMNa CUHTETasa
[MnepammoHnemmns  OpHUTUHKapbamownn-
Il TNa TpaHcdepasa
LnTpynnuHemus APrmHUHOCYKLNHAT-
CUHTETasa
AprmHMHoOCyKunHatT-  AprMHUHOCYKLUMHAT-
ypus nuasa
[MnepapruHnemms ApruHasa

MeTa00/ 1M ThI
KpPOBb Moua
[nyTamuH Oporar
AnaHuH
NH,
[nyTamuH Oporar
AnaHuH
NH,
LutpynnuH LutpynnuH
NH,
ApPryvHuHO- ApPryvHUHO-
CyKUuHaT CyKUMHaT
NH, [nyTamuH
Ana, Jlna
ApPrvHuH ApPrvHuH
NH, JIn3nH

OpHUTUH



O Bce HapyumieHHsI OPHUTHHOBOIO IMKJIA NPUBOIAT K
3HAYUTEJIbHOMY MOBBIIIECHU IO B KpPOBH
KOHUEHTPAUY AMMUAKA, [JIYTAMUHA U AJIAHUHA.

QO Bce cMMOTOMBI THIIEPAMMOHHEMHH — Pe3yJabTar
nercreua ammuaka Ha IHHC.

O KimHn4yecKkue CMMIITOMBI runepaMMOHUECMUN.

TOIIHOTA, IOBTOPHAIOLIIAACH PBOTA

roJIOBOKPY:KeHHE, CyI0POrH

noTepsi CO3HAHUS

YMCTBCHHAA OTCTAJIOCTH
a JleyeHue runepamMMOHUECMUU
- MaJI00eJIKOBAsA IUeTa
- BBEJCHHE B PAIIUOH KeToaHaJI0roB AK
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Cnacu6o 3a BHUMaHHue!




