OBE3BPEXXUBAHUE AMMMUAKA

aou. MNMetywokK H.3.



buoJsiornyeckasi pojib TPAHCAMUHUPOBAHUS

TpancamMmuHMpoBaHHe SABJSETCH I3TANOM KaK Karado/JM3Ma
(pacmaga), Tak CHHTE3a AMUHOKHUCJIOT

TpancamMmuHupoBaHue — 3aKJYUTEIbHBIA 3TAall CHHTE3a
3aMeHUMBbIX AK U3 COOTBETCTBYIOINUX KETOKUCJIOT.

TpancamuHupoBaHue — mepBast CTaaus Je3aMUHUPOBAHUA
00/ILIIMHCTBA AMMHOKMCJIOT, T.€. HAYAJBbHBIA 3Tall HX
karadoauzMa. OOpasymmecss Npu 3TOM KeTOKHUCJIOTbI
okucaawTca B HHTK wim ucnosb3yrorcess Qs CHHTE3a
[VIIOKO3bI U KETOHOBBIX TeJI.

Ipu mpancamunuposanuu oowee koauuecmeo AK ¢
KJ1emKe He MEeHAEem A



B KJIMHMKE IAPOKO UCIOJIL3YIOT ONpeae/IeHue
AKTHUBHOCTH acnapraraMuHoTpaHchepasbl
(AcAT) u ananunamuHoTpaHchepasnl (AJAT) B

CbIBOPOTKE KPOBH JJIsl JHATHOCTHKH HEKOTOPBIX
3200JIeBAaHUH




AcnmapraraMuHOTpaHchepasa

HauOoJbmasisi AKTUBHOCTb (pepMEHTA XapaKTepHA I

MUOKapAda, 3areM B nopsijike YObIBaHUS

AKTUBHOCTH UAYT IeYEHb, CKeJIeTHbIE MbIIIIbI,
roJIOBHOM MO3I, MOYKH. AKTUBHOCTh ACT B Muokapae
B 10 000 pa3 BrbIlIE, Y4eM B CHIBOPOTKE KPOBH

- . -
s

e

A\

"N\

N




AJlaHUHAMHUHOTpPaHCc(hepas3a

Haubosib11asi ee aAKTUBHOCTb 00HAPYKeHA B

ICYCHMU, a 3aTeM N0 YyObIBAIOILIEH B

MOIKEJTYI0YHOH KeJie3e, cepaie, CKeJeTHbIX
MbIIIIIAX




Ko>ppuuuenr ae Puruca

cooTHolueHue akTuBHocTer ACT/AJIT. B Hopme
3TOT KOI(PPUIHUECHT PABCH

1,33+£0.,40

Ilpu napapKTe MUHOKApaAA ITOT KOIPPUIHUEHT Pe3KO
BO3PACTAaeT, a NpH renarurax camkaercs a0 0,6



I[EBZIMI/IHI/II)OBZIHI/IQ AMHUHOKHNCJIOT

OTmenjieHue aMUHOTPYIIbI OT AMUHOKHMCJIOTHI C
oOpa3oBaHMeM 0€3230THCTOI0 OCTATKA M MOJIEKYJIbI
aMMHAKAa




Bujabl npsaMoro ge3aMUHUPOBAHUS

1. BocctaHoBUTenbLHoe AesaMUHMpoBaHue

R-CH-COOH == R-CH,—COOH + NH,

|
NH,

2. l'mpponntnyeckoe gesaMmHMpoBaHue

R-CH-COOH== R-CH-COOH + NH,

I I
NH, OH



Bujabl npsaMoro ge3aMUHUPOBAHUS

3. BHyTpuMoneKkynsipHoe ge3aMMHMpOBaHue

R-CH,~CH-COOH=—=R-CH=CH-COOH + NH,

I
NH,

4. OKucnurtenbHoe Ae3aMUHMPOBaHUe

R-CH-COOH— R—I(IZ—COOH + NH,
NH, O



JlesaMUHMpPOBaHNE AMUHOKHUCJIOT

Hano0oJiee aKTHBHO B :KMBOTHbBIX TKAHAX IMPOTEKACT OKHCIUTC/IBHOC
AC3AMUHHUPOBAHNC AMHUHOKHUC/IOT

Ono karagausupyercas @PMH-3aBucumon
OKCHUAa30 L-aMHHOKHCJIOT

dMUHOKUC/NOTa 7 < O-KeTOKUCNOTAa

FMN FMNH,

1 .
H;0, Va0 pH onmumym smoii oxcudaswr naxodumes

6 wenounoii cpede (pH 10). IMosmomy
oxcuoaze L-amunoxuciom npunaonescum
O2DAHUYEHHASL POIb 6 OKUCAUMEIbHOM

H20 0e3amuuupoeauuu amuHokKkuc;iom



JlesaMUHMpPOBaHNE AMUHOKHUCJIOT

Ipu ¢pusunosornyeckux 3HaueHusax pH ormeuaercs
BbICOKASI AKTUBHOCTh IVIyTaMAT/ACr uJIPOreHa3bl
(I'1IN), kaTaau3upyroien OKUCIUTEIbHOe
A€3AMUHUPOBAHUE INIYTAMUHOBOW KUCJIOTHI

I1o3TOMY 00JILIIMHCTBO AMHUHOKHCJIOT
BOBJICKAIOTCS B IIPOLECC

HENPSIMOIo0 1e3aMUHHPOBAHMS
(TpaHcae3aMHUHHUPOBAHUSA)



OKucautenbHoe Ae3daMNHNPOBaHWNE

NpoxoauT B ABe CTaaum:

aMMWHOKMKCNI0TA CHavana aerugpupyertcsa, obpasya MMMHOBYIO
KUCNOTY.

Ha cheapywowem atane MMMHOKUC/IOTAa pacCnafaeTca Ha
KETOKUCNIO0TY U aMMUaK.

?OOH ?OOH (IZOOH

(lle NAD"  NADH+H ?Hz Hzt ?H,

CH2 = U ~ CHz — { —_— CH2 + NH3
éH- NH, [nyramatpermaporexasa ﬁL': NH 1O é:o

|
COOH COOH COOH
[nyramar a-vMuHornyTapar a-Kerornyrapar



buonorunyeckasn POJ/ib OKUCnuntTesibHoro AoesaMmmHNpPoBaHUA

1. [Ae3amuHmnpoBaHue n3bbITKa rnyramara

2. YyacTByeT B 4€3aMUHUPOBAHUN APYrux
aMMHOKMCIOT NyTEM HENPAMOro Ae3aMUHUPOBaHUA
(TpaHcae3ammnHMpoBaHUA).

3. B pe3ynbraTte peaKkuumn ob6pasyerca TOKCUUHDbIN
aMMMaK, KOTopbl Heobxoanmo obesBperkuBaTb



BOCCTAHOBUTE/IbHOE AMUHUPOBAHUE

| Fnymamamdeaudpozenasa |

?"2 ; /—\ > (|:l~|2
CH» \ CH,

| NH3 HALOH+H+ yane

coo- HO oo
-Ketor [nyTamuHoBan
u-Kerornyrapar i

J10 cnocob aetokcukaumm NH;.
Takxe bnarogapsa 3Ton peakuum NpouCXoauT
CUHTE3 HOBbIX MOMEKYs rnyramara



TPAHCAESAMWHUPOBAHUE

nyramaTt — eAgUHCTBEHHAA aMUHOKUCIOTA, KOTopas
nogBepraeTca NpAMomy Ae3aMUHUPOBaHUIO

CnepoBaTenbHO, Apyrue aMMHOKUCAOTbI MOTYT
Ae3aMUHUPOBATbLCA TO/ILKO NyTEM HENPAMOTO

A€3aMNHUNPOBaAHUA.

To ecTb, UTObbI 6bITL A€3aMUHNPOBAHHDLIM, BCE
Apyrme aMmmHOKUCAOTbI A0MXKHbl NOABEPrHYTbCA
TPaHCaMMHUPOBAHUIO C 0bpa3soBaHMem
rnyramaTta. 3aTem ryramar nogsepraercs
OKUCAUTENIbHOMY AEe3aMUHUPOBAHUIO C
Bblae/IeHMeMm aMmMMakKa



CXEMA TPAHCAE3AMUWHHUPOBAHUA

L AMMHOKMUCNOTA [ a-KI }
AMUHO- myTamat
TpaHcepasa aernaporeHasa
Nno NAD*

[ o-Ketokucnora [ fnyramar J

e




JlekapOOKCHJIMPOBAHNE AMUHOKHUCJIOT

OTIICIVIEHH e KapOoKcuJIbHOU rpynnsl B Bujae CO,

Peakuuu 1eKapOOKCHIUPOBAHUSA SABJISIOTCS
HeooOpamumbvImMu.

OHM KaTaJIM3UPYyHOTCS
HeKap0oOKCHUIa3aMU AMHUHOKHUCJIOT
KopepMmeHTOM JeKapOoOKCHIA3 ABJISAETCS

nupuaoKcaabdochart, Nnpou3BOIHOC BUTAMUHA
B



Paziaunuaror 4 tuna
NeKAPOOKCUIMPOBAHUSA

1. o — nexapOokcuMpoBaHue (XapaKTEPHO sl KMBOTHBIX

TKaHeMn).
R CcO, R
“H~-NH ===} CH
CH-NHz ™ hexapGokcunasa e
@H Nno NH;
AMuHOKMCNOTE BUOreHHbLIN aMuH

buoreHHble  aMHMHBI  MOTYT  BBINOJHATH  (PYHKIIHIO
HeiipomenuaropoB (ceporonus, nopamun, TAMK), ropmoHoB

(agpeHaJMH, HOPAJAPEHAJNMH), PeryJIaTopoB  MeCTHOIO
necTBUA (THCTAMNH, KAPDHO3HWH, CIIEPMUH H JP.)



2. ®-neKkap0oKkcuIupoBanue (CBOMCTBEHHO
MUKPOOPraHU3MaMm).

COOH-CH,~CH-COOH — CH;-CH-COOH + CO,
NH, NH,

Acnaprar AJIAHHH




3. Jlekap0OKCHJINPOBAHUE, CBSI3AHHOE C
peakuuen TPAaHCAMUHUPOBAHMS.



4. lekapOOKCHJIMPOBAHME, CBSI3AHHOE C peaKIue
KOH/IEHCAIIUH ABYX MOJIEKY.JI

R R R

| |© | ;
CH-NH2 + CO-S-HoA——CH-NHy + SH-HoA + “02

COOH CO-R»

JTa peakuus NPOUCXOIUT NMPU CUHTE3e
AMHMHOJIEBYJIMHOBOM KMCJIOTHI U3 INIMIMHA U
CYKIMHIWI-KOA, npu cuHTe3€e COUHTOJIUIINI0B.



Peaknuu o0pa3zoBaHus OMOIreHHbIX
AMHMHOB

Tpuntohan — S-oxkcurpunrodpan — CepoTroHuH
Tpunropan — Tpunramuu

Tuposun — JJODPA — nopaMuH — HOpaJApeHAJIUH —

— AJIpeHaJIMH
Inyramar — 'AMK

I'ncruaua — I ucramun



OOpa3zoBanue OMOreHHbIX AMUHOB

@‘J 1 gL 39‘"
H “K):rw* ”I]t'“*



CO,

\__CHz~CH-COOH 2 N CH2 CH2~NH;

QA\S NH, I \

N N
H H
rMCTUAVH rmcTaMuH
(|ZOOH C|200H
CH CH
| . _ | - CO2
CH» Iy TaMaT- CHa
| nexapboxcumasa |
CH—NH, CHa—NHj
(!:OOH Y-aMuHOMaCHSHAS

PayTaMAT EucanorTa (I'AMK)



KaTra6om3M OMOreHHBLIX AMHUHOB

MoHoamMHHOOKCH 1232
(MAO)
FAD
R-CHyNH,~ 7~ ~_ R-CH=0
O, H,0 H,0, NH,
 Monoamunookcuaaza (MAQO) — ®@A/I-cogepkarumii
¢epMeHT, JIOKAJHU3yeTCsd MNPEeUMYIIeCTBEHHO B

MUTOXOHIAPHUSX.

* Hrpaer o4YeHb BaXKHYI0 POJb B OpraHusMe,
peryJupys CKOpOCTh pacnajia OMOreHHbIX AMUHOB.

* Hurudoutopsl MAQO HABJIATCH JEKAPCTBEHHbIMU
npenaparaMmmu:

AnTuaenpeccanTbl: Huamnamma
I[Mupasugos u ap.



N CcTOYHUKH aMMHAKA B KJIeTKaX

1. Jle3aMUHUPOBAHHE AMHHOKHUCJIOT.
2. Jle3aMMHMPOBaHUE OMOT€HHbIX AMUHOB.

3. Jle3GaMMHHUPOBAHUE HYKJICOTHIOB.

Ay




OcCHOBHBIC HCTOYHHKH aMMHAKA

Hcemounuk Ilpouyecc Depmenmul Jokanuzayusn
npouecca
AMMHOKHCJIOTBI HenpsiMoe nezaMMHupoBaHue Amunorpancdepassi, [1P Bce Tkanu
(OCHOBHOﬁ HyT]) He3aMHHHpOBaHHﬂ FﬂyTaMaTHerHHporeHaga’ HAﬂ-}-
AMHUHOKHCJIOT)
OxkucaurenabHoOE 1e3aMUHUPOBAHME I'nyramaraernaporenasa, HAJI+ Bce Tkann
nIyramara
HeoxucaurejbHoe 1e3aMUHHPOBAHUE I'mcTnpasa, IIpenmymiecTBeHHO
I'nc, Cep, Tpe NneYyeHb

CepHH-, TpeoHHHAeruaparassl, [ID

OxucauresabHoe 1e3aMUHUPOBAHHE
AMUHOKMCJIOT (MaJI03HAYUTENbHBII
MyTh 1e3aMUHMPOBAHUS
AMHUHOKMCJIOT)

Oxcupasa L-amunokuciaor, FMN

ITeyeHns U MOYKH

BHOreHHBIC AMHHBI | OKHCIUTE/ILHOE 1e3aMUHUPOBaHHe AMuHookcuaasel, FAD Bce Tkanu
(MyTh HHAKTHBAIUN OMOTEHHbIX
AMMHOB)

AMD I'uapoiauTHyeckoe ne3aMUHUPOBAHHE AM®-ne3amuHa3a HNHTEeHcuBHO

padoTaonme MbIIIIbI




Momumo NH;, obpa3syloweroca B TKaHAX,
3HauuTenbHoe Konunyectso NH,
BbipabaTbiBaeTcA B KULLEYHUKE
6aKkTrepmnanbHou MmuKpodnopom

— u3 6enKos NMLMK

— N3 MOYEBUHbI, COAEPKaLLENCA B XXUAKOCTAX,
BblAeNnfieMbiX B }KeNyA0UYHO-KULLUEYHbIN TPaKT



KoHueHTpanuss aMMHMaka B KpPOBH B HOpPMe He
npeBbimaer 50 MKMOJIb/JI

AMMHAK — TOKcHYeckoe coenunenue. Haxonaenue
aMMHAKA BLI3LIBACT.

- THIHOYHECPIr€TUHICCKOC COCTOSIHHUC

- YrHeTEeHHe peakuuu TPAHCAMUHHUPOBAHUS
AMUHOKHCJIOT

- AJIKAJIO03

- CYAOpOru



O0e3BpeKUBAHUE AMMHAKA

1. OcHoBHOM peaknuei CBA3LIBAHUA aMMHAKa,
NPOoTEeKAKINEeH BO BCEX TKAHAX, ABJIACTCH
oOpa3oBaHue rIIyTaMuHa

MyTaMunH-
CUHTETAa3a

Inyramar + NH; + AT® —ruyramud + AJI® + @

2. Iloxoskasi peaknus BO3MOKHA M C aCIIAPArHHOBOM
KHCJIOTOM. acnaparuh-

Acnaprar +AT® +NH, (rnyramun) 2225
Acnaparus + AM® + ®®n + (n1yramar)



O0e3BpeKUBAHUE AMMHAKA

3. BoccTaHOBUTEJIbHOE AMUHHUPOBAHME

o-KeToriayrapara (roJJOBHOM MO3I U JAP. TKaAHH).

rar
o-KI'K + NH, 7.{ [iryramar

HAOH HAQO*

ITOT IIYyTh NPOTEKaeT ¢1ad0



O0e3BpekMBaHMe aMMHAKA

e U3 MBI 1 KHIIEYHUKA U30BITOK AaMMHAKA
BBLIBOJAMTCH B BU/IE aJJaHNHA.

* MpImbl BbIACJIAOT 0COOEHHO MHOI'0 AJIAHUHA B
CHJIY UX 00JIbIIEA MACChl ¥ HHTEHCHBHOIO
MeTa00IM3Ma npu pusndeckoi paodore.

* OOpa3oBaBUIMIICH AJJAHUH MOCTYNAET B MeYEHb, I1e
Ae3aMHUHHUPYETCHA. BbIaeJuBIIMNCAH aAMMHAK
00e3Bpe:KNBAETCS, a4 MUPYBAT BKJIIOYAETCH B
[JIIOKOHEOreHe3 ¢ 00pa3oBaHUeM IVIIOKO3bI
(III0K030-2JJAHUHOBBIHN IMKJI).



* OCHOBHBIMM TKAHAAMH, NOCTABIIUMKAMM I[JIyTAMHMHA,
SIBJISIIOTCS MBIIIIbI, TOJIOBHOM MO3I, IIeY€Hb.

 layramuH HUCII0JIb3YeTCS BO MHOTHX
AHA00JIMYECKHX IpoLeccax.
LnyramMuH — OCHOBHOM JTOHOP a30Ta B
OpraHusMme.

benku

?: MypuHbI
MYTAMUH ~__— [npumuguHsl
> AcnaparvH
AMUHOCaxapa
[ NioKo3a

IIlyTv MCIIOJIL30BAHUS IVIYTAMUHA B OPraHU3Me



[nyTamunHasa noyek

(Ponb aMMMaKa B NoaaepKaHnm KUCIOTHO-LLLE/IOYHOro
6anaHca B opraHnsme)

* B HOpme BbiBegeHMe ammMmUaKa ¢ Mmouou HU3Koe, HO Npu
aunanose ero asKCKkpeuus yseimdmBaeTcsa.

* an aunaose Takxxe nosbillaetTca nornoweHme rmytTammHa
NMNOYKaMn U3 KpOoBM.

e TaKXe aumnao3 CTUMYAMpPYeET aKTUBHOCTb I/TyTaMUHa3bl
noyek aAna ob6pasoBaHUA aMmMUaKa KeTKaMM NOYEYUHbIX
KaHa/NbL,eB:

+H,0

[nytTamuH > nyramat + NH,
2AymamuHasa




AMmMUHMak MoxeT nerko audpdpyHaupoBatb  4yepes
KIeToO4YHYy0 MeMOpaHy B NMpPOCBeT KaHanbLeB.

OpraHunyeckue kucnotbl (RH) cekpeTnpyroTca B NpocBeT K
KneTKamMu KaHanbLeB.

Conun omnbTpyOTCA B MOYYy NMOYevyHbIMU Knyboukamu. B

MO4Ye COJZIM U OpraHunyYeckme KUCNOTbl OAUCCOLUUUPYIOT C
obpa3oBaHNEM NOHOB:

RH — R + H*

NaCl —— Na* + CI



AMmMunak cBfA3biBaeTcd € MOHOM Bopgopopa (H*) c¢
obpa3oBaHunem NH,"; nocnegoHun CBA3bIBAaeTCA C XnNopwua-
WoHoM, M ammoHumeBaa conb (NH,Cl) BbIBOgutTCA U3
OpraHmM3ama ¢ MOYoM:

NH, + H* —— NH,
NH,* = CI° —— NH,CI



-

H H
| [Touxku ( l

® Inyramar

I'myramunasa JIerHIPOreHasa
I'myramun r s »  Lmyramar » o-Ketorayrapar

O @

+ - " 2-
H\ A Aunonsn (CI, SO, )

NHA  AmMmonuiiHBIE COMH

|

DKCKpenus



lpocser kaHanbya

Nakrar™  HoPO4~/ HPO42~

Okcanat™ SO4~

Auyerar- CI-

INHUTENTHOLMHNT

Mnasma kposmn

NH3 4/'

NH3

Na+
NH4+ ‘1

— Ht

/ Na+*

\J

NH3 4-/v

NH4*

\

nyTamuH 4% nyTamuu

MyTamar

a-Ketornytapar

UTK

A\
Ho0 CO2
KapG6o-

H2CO3

H* 4—/ ~ HCO3~

Fnymamunasa

Cnymamam-
deaudpozenasa

awaudpasa

o

>

NH4*
Y Y Y
AMMOHWIAHBIE CONKU

|

IKCKpeyus

v \ rmiokosa —.—-» mokosa

HCO3~
Na+



CHHTEe3 MOYEBHHEI (-
(OpHUTHHOBBIM ITUKJI) s.‘ v
MouyeBUHA — OCHOBHOM KOHEYHBIN NPOAYKT
a30THCTOro oOMeHa y 4ejgoBeka (85%0 Bcero
230Ta BLIBOAMTCS M3 OPraHu3Ma ¢ MOYE€BHUHOM).

JKCKpenusi MOYEBHHbI B HOPME COCTABJISIET
25T B CYTKH.

MouyeBMHA B OpraHM3Me CHHTE3HPYeTCcs
TOJILKO B II€YEHH.

IlopaxxeHue mne4yeHM U HapYIIeHHE CHHTE3a
MOYEBUHbI MPUBOAAT K MOBBIIIECHUIO B KPOBH
U TKAHAX AMMHAKa ¥ aMUHOKHCJIOT (B MEePBYIO
ouepeb INIYyTAMHHA M AJIAHHHA).



Cunrte3 MOYeBUHBI

B 40-x rogax 20 Beka Hemeukue onoxumuku I'anc Kpeodc
U Kypr I'eH3e/iedT YCTAHOBUJIM, YTO CHHTE3 MOYEBUHbI
IpeacTaBJasieT cO00M MUKJINYECKHH nmpouecc. OH MoJy4IuJI
HAa3BaHHE KOPHUTHHOBBIM MUK/ WIH «HUKJI Kpedca —
I'en3enenra

'aHc Kpebc
1900 - 1981




Cunres
MOYEBHUHBI

(oo oy
CH—NH3*
CH2
COOo~
AcnaparvHoeasn
Kncnorta
4
,' AT®
!
!
'
!
I
1AM+
1
J
: H20
I
]
I
I
1
|}
\
\
1
\
\
\
\
Okcanoauerar
A3

NH40 + CO3 ﬁ J:\
®

KapGamoungocgam-
cuzmomaaa‘pl ® NH2

2AT® , no o
KapGamoun-
cocpar

Dy

NH3’
O==
|
NH
| Opnumun-kapGamoun- |
<I:Hz mpancgepasa ?“2
(it T
<I:u2 <|2Hz
?"_ NHa* CH— NH3*
coo~ coo™-
Lwntpynnun OpHUTUH
ApaunuMocyxyumnam-
cuMmemasa Apsunasza
H20
<l:oo- NH3* NH3* 2
(I:H— N= i HN= :
?"z rlm 'IGH
CcoO— Apaununo-
‘I:"? cyxyumnam- ?"2
?Hz nuasa ?Hz
1 i
(|:H-- NH3+ (l:H— NH3+
coo- 7o° coo-
APruHUHOCYKUMHAT ﬁ" ApPrnHuH
HC
Manat = ‘lo O
- - ®ymapar

NHy— ﬁ—Nﬂz

Mouesuxa



CyMmMapHoe ypaBHeHHe CUHTe3a
MOYEBMHBI

CO, + NH; + acnapTtaTt + 3AT® + 2H,0 =
mouyeBuHa + pymapar + 2 (AAP + H,PO,)
+ AM® + H,P,0,



JHEepPreTuYeCKuM 0aj1aHc CUHHTE3a
MOYEBMHBI

* 3a KaxkabIi 000POT OPHUTHHOBOIO IUKJIA

PacXoayrTca 4 MAKpOIpPrudeckue CBA3u 3 MOJIEKY.JI
ATO.

* OHHaKO IPEBPAIICHUEC AMUHOKHC/IOT UMCCT 11YTH
KOMIICHCAIIUHA JHEProsarpar.

* IIpu Briaryenuu ¢pymapara B LITK Ha craguun
neruapupoBanusi majara oopasyercsa 1 HAJ/IH(H') (BAT®D)

* [Ipu OKMCIANTEIBHOM J€3aMUHUPOBAHUH IJIyTaMaTa
oopasyerca 1 HAJ/IH(H") (3 ATD).



O

CuHre3 MOYeBUHBI J\
H,N~ “NH,

IHosHbIT HA0OpP (epMEHTOB OPHUTHHOBOIO IUKJIA

€CThH TOJIBKO B IICYCHMN.

Ot1aeabHble  (epMeHTHI OPHUTHHOBOIO IHKJIA
00Hapy:XeHbI U B IPYrUX OPraHax:

MOYKH — APrMHUHOCYKIIMHATCHUHTETA3a
APrMTHUHOCYKIIMHAT/INA3A
IHTEPOUUTHI — KapOaMouapochararcCuHTETA3A
IIpoucxokaeHne aToMOB 230Ta B MOYEBUHE

- OAMH aToOM a30Ta uMeeT CBOMM MCTOYHHUKOM
CB00OAHBII aMMHuaKk (uepe3 kapoamousiocdar)

- BTOPOM aTOM a30Ta MOCTYIAET U3 aclapTara



buosornyeckast poJib
OPHUTHHOBOIO IIMKJIA

IlpenorBpanieHue  HAKOIUIEHUS  TOKCHYECKHX
IPOAYKTOB, INIABHBIM 00pPa3oM aMMHMAaKa.

CHvHTE3 apruHUHA M NOMOJIHEHHE ero (oHIa B
OpraHusme.

(P PeKTUBHOCTH PA0OTHI OPHUTHHOBOIO IIMKJIA B
HOpPMAaJIbHBIX ycJaoBusaXx cocraBisieT 60% ero
MOIIHOCTH.

3amac MOIITHOCTH HEOOX0IMM I U30eKaHUus
runepaMMOHUEMHUHN MPH H3MEHEHUAX KOJIUYeCTBA
0eJIKa B IHUIIIE.



YBeanueHne CKOPOCTH CHHTE3a
MOYEBHMHBI IIPOUCXOAUT IPH:

IJIMTEJIbHON pUusuueckou padore

NJIATEJHbHOM I0JIOAaHuHU (pacnaj TKaHeBbIX
0eJIKOB)

caxapHoMm auaoerte

HAaTOJIOI'NMIYCCKUX COCTOAHHNAX,
COIMPOBOKAAKINMNXCH NHTCHCHUBHBIM

pacnaaoM TKaHeBbIX 0€JIKOB




I nmepaMMOHHEMHUSA

Hapyumienne peakuuii 00e3Bpe;KUBaAaHUA aMMHAKA
HPUBOAUT K MOBBILICHHUIO €r0 CONAEPKAHUA B KPOBU
— runepaMMOHHEMHUM.

IlpruHAMH rTHIEPAMMOHAEMHUHN MOT'YT BBICTYIIATh
KAK e HeTH4YeCKHue Ae(eKThI (pepMEHTOB
OPHUTHHOBOIO IIMKJIA B IIEYCHU, TAK U BTOPHUYHBIEC
MOPaKEeHUS IeYCHH B pe3yJbTare Huppos3a,
rernarura v Apyrux 3a00JieBaHuM.

N3BecTHBI 5 HACJIEACTBEHHDBIX 3a00J1€eBaHN,
00ycJI0BJIeHHBIX AedekToM 5 (hepMEHTOB
OPHUTHHOBOIO IIMKJIA.



MnepammoHmnemua
| TMNa

[MnepammoHmnemma
Il TMNa

UutpynnnHemumsa

ApPrMHUHOCYKLNHAT-
ypus

MnepapruHmnemms

Kapbamounndocoart-
CUHTEeTa3a

OpHUTUHKapbamoun-
TpaHcdepasa

ApPruHUHOCYKLMHAT-
CMHTEeTasa

Apl'MHMHOCVKLI,VI HaT-
1Ina3a

ApruHasa

KPOBb

[nyTamuH
AnaHuH
NH,

[nyTamuH
AnaHuH
NH,

LntpynnunH
NH,

ApPrmHmnHoO-
CYKUMHAT
NH,

ApPruHuUH
NH,

MQ4a

OportaTt

OportaTt

LUunutpynnuH

AprmHmnHo-
CYKUMHAT
[nyTamuH
Ana, Jlns

ApPrmHuH
Jln3unH
OpHUTUH



* Bce HapylmieHHsI OPHUTHHOBOIO IIUKJIA NMPHUBOAAT K
3HAYUTEIbHOMY IOBBILIIEHHU IO B KPOBH
KOHLIEHTPAIMM AMMHUAKA, INIYyTAMUHA M AJIAHMHA.

* Bce cuMOTOMBbI THIIEPAMMOHMEMHMM — Pe3yJabTarT
nercreusa ammuaka Ha IHHHC.

e KiuHMYecKHe CHMIITOMBI FTHIIEPAMMOHHEMHH
v/ TOILHOTA, MOBTOPSIOIIASICA PBOTA
v TOJIOBOKPY KEHHE, CYTOPOrH
v'Iiorepsi CO3HAHUA
v yMCTBEHHAasl OTCTAJIOCTh
JledyeHne runepaMMOHNEMUHA
MaJ100eJIKoBas [ueTa
BBeJeHHE B PAIMOH KETOAHAJIOTOB AMHHOKHCJIOT



