@oHa BUILHUX AMIHOKHCJIOT

@®oHJA BUIBHUX aMIHOKHCIIOT OpraHi3My CKJaaa€
npuOIM3HO 35 I. BMICT BUILHUX aMIHOKHMCJIOT Y KPOBI
B CEpEeAHbOMY AOPIBHIOE 35 - 65 mr/am.

biibl1a yacTMHA aMIHOKMCIOT BXOAUTH A0 CKJIamy
OLIKIB, KUIBKICTh SIKHX B OpraHizaMl JOpPOCHOil
TIOIMHU HOPMAJIBHOI CTaTypH CKJIaJae MpUuOIn3HO 15
KT.



Jlkepesia aMIHOKHMCJIOT

1. biakn kopmy (€K30T€HH1 aMIHOKHCJIOTH).

2. BUIKM TKaHWH IIpH PO3MaJIl B IIPOIEC] iX
OHOBJICHHS (3a y4acT1 (DE€pMEHTIB KaTCIICHHIB)
— €HJIOTCHH1 aMIHOKHCIOTH.

3. Cunres 3aMIHHUX aMIHOKHMCIIOT 3 1HIIINX
CIIOJIYK (€HJOT€HH1 aMIHOKHCIIOTH ).



H1asaxu BUKOPUMCTAHHA AMIHOKMCJIOT B
OpraHismi

biocuHTe3 OLIKIB, COEHUMIYHUX JJIS JAHOTO
OpTaHI13MY.

CuHTe3 01010T1YHO aKTUBHUX PEUOBHUH ((DEPMEHTIB,
TOPMOHIB, JICIKAX BITAMIHIB Ta 1H.).

CuHTE3 BYIJICBOAIB, JIITIIIB.

OKHCHEHHS IS OTPUMAHHS €HEprii (mpu
OKMCHEHHI1 |1 r OuIKy Buauisierbesa 17,1 kJIx
CHEPI).



biikH Ti.1a
CHHTe3 3aMiHHHX

biIKH EKi AMIHOKHCJIOT

AMIHOKHCJ/IOTH

Cunmes a3omoemicHux

HU36KOMOJICKYIAPHUX

NH: 0i07102i4HO AKMUBHUX
3 a-Kemoxucaiomu DewosuH

Ceyosura \

I 1roko3a

Aupri kucaiomau,
KemoHoei miaia




KATABOJ/IISM AMIHOKHUCJIOT

AMIHOKHCJIOTH, SKI  YTBOPWJIHCA B  pe3yJbTari
IepeTpaBiICHHS OUIKIB 1 MOTpaluiM B KJIITUHU
TKaHWH, NUISITAI0Th KaTaOoJI3My Ta aHa0o13My, a
TAKOXK CIHCUM(PIYHAM PEAKIISIM, B PE3YyabTaTl SKHX
CUHTE3YIOThCS 010JI0TYHO aKTUBH1 CIIOIYKH.

Kara0oJi3m 0LJ1b10CTI aAMIHOKHUCIOT MOYUHAETHCH 3
BiIIIENJIEeHHSA O-aMIHOT'PYIIM. AMIHOKHCIIOTA
BTpa4ya€ aMIHOTpyny B pe3yJbTarl JBOX THIIIB
peaKIii: TpaHCaMIHYBaHHS, JIC3aMIHyBaHHS.



JlesaMiHyBaHHSA

= HanOuibim po3noBCIOIKEHUM BUIOM NIEPETBOPEHHS
AMIHOKHCJIOT € 1X A€3aMIHyBaHHS 3 YTBOPECHHIM
KETOKHCIJOT 1 aMOHIaKYy.

= AMmoH1ak € TokcndyauM a1 LITHC, Tomy B opranizmi
JIFOJIMHM 1 CCABIIIB BIH IIEPETBOPIOETHCSA B HETOKCUYHY
100p€e PO3YNHHY CHOJIYKY — CEYOBHHY.

= ICHYy€ JieK1IbKa NUISX1B JIe3aMIHYBaHHS:



1. BinHoB/JaOBaJIbHE Ie3aMiHYBAHHS




2. l'inpoaiTuyHe ne3aMIHYBAHHS

[11 1Ba NUISXM J€3aMIHYBAaHHS XapaKTEPHI1 JJIs
OLIBIIOCTI OAaKTEP1H, 0COOINBO THX, SIK1
MICTSTBCS B IEPEAILTYHKAX KYMHUX 1 TOBCTOMY
B1JIJ11J11 KMIIICYHMKA 1HIIMX BUJ1B TBAPHH, a
TAKOXK JJIS1 ICSIKUX POCIIHH.



3. BHYTPIIIHbOMOJEKYVJISIPHE 1e3aMiHYBAHHSA

[{er BU 1€3aMIHYBaHHS € XapaKTCPHUM JJIS ICSIKUX
POCIMH 1 OaKTEpii, a B TBAPUHHOMY OpPraHi3Ml1 TAaKUM
[IJISIXOM JIE3aMIHY€ThCS TUIbKA aMIHOKHCJIOTA TICTHAYH.

JI14 bOT0 1ICHY€E 1 BUAUICHUH Y YUCTOMY BHUITISIA1 (DEPMEHT
rICTUAMHAC3aM1Ha3a, SIKa Ae3aMIHYE 1I}0 aMIHOKHUCIIOTY 3
YTBOPCHHSIM aMOHIaKy Ta YPOKaHIHOBOI KUCIOTH. €
IPUITYIICHHS, 110 PEaKIiis B1IOyBa€ThCS B HUPKAX 3a
HACTYITHOIO CXEMOIO:



B mewiHml ypoKaHIHOBA KHCJIOTa HE€PETBOPIOETHCS
B IMIOA3010HNPONIOHO8Y KUCI0Mm) TIPU N1 yPOKaHIHA3MU.
[lomanpinl TEpPEeTBOPEHHA B X0l Cepli  peakmin
3aKIHYYIOTbCS YTBOPEHHSIM aMOHIAaKy, IIyTaMary Ta
OJIHOBYIJICLICBOIO  (hparMeHTy,  CHOJIYYE€HOro 3
TETPariApooEBOK KUCIOTOKO.



4. OxucHe 1e3aMiHYBAHHSA

OkucHe  Je3aMIHyBaHHSA  —  MCPEBAXHUNM  THII
JAe3aMIHyBaHHS aMIHOKHCJIOT B OpraHi3Ml CCaBIIB Ta
OLIBIIIOCT1 aEPOOHMX MIKPOOPIraH13MIB.

B peakmigx Jae3aMiHyBaHHS IPUHMAaKOTh  y4acTh
CIICLlaJIbH1 (EPMEHTH — OKCHJa3d a0o0 JEriAporcHasu
AMIHOKHCJIOT.

[IpoMiKHUM akuenTopom [ '1iaporeny aias OUIbIIOCTI
amiHokucjoT € HAJI 1 ®AJI.



[Iporiec OKHCHOIO JI€3aMIHYBaHHS B1J10YBA€ThCS B
JIBA €TAaIlIu.



= B TKkaHMHaxX J0CTaTHHO aKTUBHOIO € JIET1IPOTreHa3a, IKa
crier(p19HO JIe3aMIHY€ O-IJTyTaMIHOBY KHCIIOTY,
IIEPETBOPIOIOYH 1i B O-KETOITIYTAPOBY KUCIIOTY 1 aMOHIAK.
[ nyramaraeriagporeHasa MICTUThCSL B 0ararboxX opraHax u
TKaHWHaX (II€4Y1HKA, M'I31, HUPKH, MO30K Ta 1H.)

= B mryramarneriaporenasi kogpepmentom € HAJL abo
HAJ1D:



TpancaMiHyBaAaHHSA — HEIIPAMMM HIJIAX
ne3aMiHYBAHHSA

TpancaMiHYBAHHA — PEAKIlISA MEPEHECEHHS  O-
aMIHOTPYINH 3 aMIHOKHCJIOTH Ha O-KETOKHUCIIOTY, B
pPE3yJbTaTl YOr0 YTBOPIOIOTHCI HOBA KETOKHUCIIOTA 1
HOBa aMmIHOKHCIOTA. IIpomec TpaHcamiHyBaHHS €
JIETKO 3BOPOTHHM.

Peakiii Karam3yroTh (PEpMEHTH aMIHOTpaHCdepasH,
Ko(pepMeHTOM SIKHX € mpuaokcanbpochar (I1D) —
MOX1/IHe BITaMiHy B, (IMpuIOKCHHY).



HalwacTime 3a BCe B peakmigX TpaHCAMIHYBaHHS
OpUMMArOTh y4YacThb AaMIHOKHCIOTH, BMICT SIKHX Y
TKaHMHAX 3HAYHO BHIINE 3a IHIIUX — IJIyTamart, ajlaHiH,
acmaprar  Ta  BUINOBLJHI  IM  KCTOKHCIOTH — —
O-KeTOorjayTrapar, mpyBar i okcajgoanerar. OCHOBHUM
JOHOPOM aMIHOTPYIH € TIIyTaMar.

AKIENTOPOM aMIHOTPyIH JIr00O1 aMIHOKHCIIOTH, sKa
M1JJISIra€ TPaHCAMIHYBAHHIO, € 0-K€TOIITyTapar.

[ IpuiMaroun aM1HOTPYITY, BIH IIEPETBOPIOETHCS B INIyTamar,
SIKMW ~ 3MaTHHH ~ [epelaBaTH IO Ipymy  JIi001i
0l-KETOKHCJIOT1 3 YTBOPEHHSAM 1HIIIOT aMIHOKHUCJIOTH.



= Bcrynaru B peakiiii TpaHCaMIHYBaHHS MOXKYTh Maixke
BC1 aMIHOKMCJIOTH, 32 BUHATKOM JIi3UHY, TPEOHIHY Ta
[POJIIHY.



Crneuudivnicts amiHoTpaHncgepas

Jlna amiHoTpaHcdepa3 XapakTepHOK € CyOcTpaTrHa
cnenM@ivyHicTh 10 PI3HUX aMIHOKHCIOT. B TKaHmHax
TIOAWHU BUSIBICHO OuIbIne 10 pizHHX aMiHOTpaHCdepas.
Hali011b11 po3MOBCIOIKEHUMH (pepMEHTaMM B OLIBIIOCTI
TKAaHUH CCaBIIB € ajiaHiHamiHoTpaHcdepa3a (AJIT) 1
acnapraraminorpancgepasa (ACT).



AJlaHiHaMiIHOTpPaHCchepa3a

AJIT (AJIAT) KaTalll3y€ PEaKIIl0 TpaHCaMIHyBaHHS MDXK
AJTAHIHOM 1 0-KE€TOTTyTapaToOM.

Jlokam3oBaHMH e (PEPMEHT y LHUTO30J1 KIITHH Oararbox
OpTraHiB, ajic¢ HaWOUIbIla HOr0 KUIbKICTh BHSBJICHA B
KJIITUHAX MEYIHKHA Ta CEPLIEBOTO M's3Yy.



AcnapraramiHoTpaHcdepasa

ACT (AcAT) karaii3zye peakiiiro TpaHCaAaMIHYBaHHS MK
acrapTaroM Ta  O-KETOIIyTaparoM  aHaJIOT14HO
MIONIEPETHI.

B pe3ynbrari yTBOPIOIOTHCSA OKCAIOAILETAT 1 Iiyramar.
ACT Mae gk  OUTOIIa3MaTU4Hy, TakKk 1
MITOXOHApIaAbHY (Gopmu. HanOuibpma KUIBKICTB
IbOTO (PEPMEHTY BHSBICHO B KIITHHAX CEPIIEBOTO
M'sI3y Ta IIEYIHKH.

IIpy  1H(apkTi MIOKapAy  BIA3HAYaKOTh  3HAYHE
miaBuIeHHS akTUBHOCT1I ACT, a mpr 3aXBOPIOBaHHSX
IIEYIHKH 3011bIIY€ThCS aKTUBHICTH AJIT.



biosioriyHe 3HAYEHHSI TPAHCAMIHYBAHHSA

Peakmii TpaHcaMlHyBaHHS BIJITPAIOTh BEIMKY pPOJb B
OOMIHI aMIHOKHMCIOT. OCKUIBKM I€M MNOpolec €
3BOPOTHHUM, (hepMeHTH aMIlHOTpaHC(epazn
()YHKIIOHYIOTHh SIK B MOpolecax Karadomi3Mmy, TakK 1
O10CMHTE3y  aMIHOKMCIIOT.  TpaHcaMIHYBaHHSI — —
3aKJIIOYHHMM eTan CMHTe3y 3aMIHHUX aMiHOKHMCJIOT 13
BIAIIOBIIHUX KETOKHUCIJOT, SKIIO BOHA B JAaHUM MOMEHT
HEOOX1aH1 KINTHHaM. B pe3ynbprart Bia0yBaeThCS
epepo3Mnoail  amiHHOTO HiTporeny B TKaHHWHAX
OpTaHI3MYy.

TpancamiHyBaHHA — TIIeplIa CTaald Je€3aMIHYyBaHHS
OUIBIIIOCT1 aMIHOKHUCIIOT, TOOTO NMOYATKOBHH eTam iX
KaTadoJ1i3my.



CrnenudiyHi HNUISXA KaTa00/a13MYy
AMIHOKHCJIOT

CH; OH H0 CH3 H0 CHa

CH NHz——L' C NHz—' C NH—L-’ C O + NH;

CepuHperiapa-
COOH PRI COOH  COOH  COOK

L-Cepus [ipysar




CHuHTEe3 KpeaTuHIHY

= Kpearnn € HeoOX1ZHMM il YTBOPEHHS B M'sA3ax
BHCOKOCHEPIE€TUYHOI CIOAYyKH — KpeaTuHdocdary.
CUHTE3 KpeaTHHy MNpPOXOAWTh Yy 2 CTajll 3a ydYacTl
3 aMIHOKHCJIOT: apriHiHY, DIIHUHY Ta METHOHIHY.

= B HuHpKaxX yTBOpIOETHCA TyaHIAWHALICTAT MpH Al
DIIUHAMIIHHOTPaHC(hEpas3H.




= IloTIM ryaH1IMHALIETAT TPAHCHOPTYETHCS B MEYIHKY, JIC
B1A0OYBAETHCA PEAKIIISA KOTO METHIFOBAHHS.

[ 'yaniguHanerar  MeTIOHIH Kpearnn [ omonucrein



= KpeaTus 3 KpOBOTOKOM IIEPEHOCUTHCS Y M'SI3H 1
KJIITHHU MO3KY, JI€ 3 HbOI'O YTBOPKOETHCS
BHUCOKOCHEPIeTUYHA CIIOJIyKa — KpeaTtuH(pocdar.

Kpearun Kpearundochar



= JKmo mnorpeba B €HEprii CTae BEIUKOKW (IpH
M'sI30BOMY CKOPOYE€HH1) KpeartuHdocdar nepenae
cBii Qochar Ha AJI® nua oxepxkaHHs AT,
3a0€3MICUyI0Yd  3B'I30K MK MITOXOHAPISIMA 1
AKTOM103MHOBUMU KOMILICKCAMHU.

Kpearundocdar Kpearunin



= Kpearundochar Biairpae BakIUBYy pOib Yy
3a0€3MECYCHH] €HEPTIE€0 M'S3Y, 110 HPaIlioE, B
MoYaTKOBMM  mepioga. B pesynbrari
He()EpPMEHTATUBHOIO  Ae(hOoCc(hOpuITyBaHHS,
rOJIOBHUM YHWHOM Yy M'si3ax, KpeaTuHdocdar
IEPETBOPIOETHCSI B KPCaATHHIH, 1110
BUBOJUTHCS 3 ceucto. J[00oBe BHIIJICHHS
KpPCaTUHIHY B KOXHOIO IHIMBIAYYMY €
NOCTIMHUM 1 OPOHOPIIMHE  3arajibHIu

M'sI30B11 MAacl.



= Bu3zHaueHHs BMICTYy KpEarMHy 1 KpEaTHHIHY B
KpOBI Ta  C€Yl  BHUKOPUCTOBYETHCI IS
XapaKTEPUCTUKN 1HTEHCUBHOCTI pOOOTH M'SI31B Y
CIIOPTUBHIM  MEIUIMHI 1 Opd  JESIKHX
[aTOJOT1YHUX CTaHAaX.

= BusHauyeHHsA AKTHUBHOCTI (bepMEHTY
KpPCaTHUHKIHA3M 3aCTOCOBYIOTH B MEIUWIAHI IS
OIarHOCTUKH  1H(MApPKTy MIOKapay, MIOMarii,
M'SI30BHX OUCTPOMIN Ta 1H.



I 1ixoreHHi 1 KeToreHHi
AMIHOKHMCJIOTH

= AMIHOKHUCIIOTH, SKI B MHOpoOlECl Karadojai3My
IEepETBOPIOIOTHCS B mipyBart, okcajoanerar (ILLIOK) 1
docdoeHoMmIpyBaT, MOKYTh OyTH BUKOPHUCTaH1 JJIs
CUHTE3y IJIIOKO3M (IJIFOKOHEOI'€HE3) 1 Ha3MBaIOTHCS
2TUIKO2EHHUMU.

= T1 aMIHOKHMCIOTH, 3 SKHX CHHTE3 BYIJICBOIIB
HEMOXJIMBUK, OO0 B X041l KaraOoJIi3My BOHH
MEePETBOPIOIOTECS B areroanerar 1 anetui-KoA,
Ha3WBAIOTh KeHOZeHHUMU.




[1ikoreHHi Kerorenni | IikoreHHi i

KETOreHHI

Ana”HiH IS TN % 010505 JleviinAa [3oseH

Apridi MertioHIH JI13uH

AcnaparinoBa kuciora | [Iponin deH11alIaHIH

[{ucrein CepuH Tupo3un

[ myTtamiHoBa kuciaora | TpeoHiH Tpunrodan

[ minuH [ myTamin

Acnaparis Bamu




JAEKAPBOKCH/IYBAHHA AMIHOKHCJIOT

= IIponec BiamenaeHHss KapOOKCUIIBHOI TPy aMIHOKHUCIIOT
y Bunia CO, onepkaB Ha3By ACKaDOOKCHAVBAHHI.
[IpoaykTu peakiili, MO YTBOPUIUCSI — OIOreHHI aMiHM —
MalTh CHJIIBHY ()apMakoJOri4Hy [0 Ha  0Oe3mid
(p131010T1YHMX (DYHKI[IM JFOAUHHU 1 TBAPHH.

= Y TBapUHHUX TKAaHWHAX BCTAHOBJIEHO ACKADOOKCHAVBAHHS
HACTYIIHUX AaMIHOKHCIOT 1 iIX MOXIJHHUX: THPO3HUHY,
TICTUJIMHY, TIyTaMIHOBOI KHCJIOTH, S5 OKCUTPHUOTO(AaHY,
3,4-nuokcu(eH1IanaHIHy Ta HUCTEIHOBOI KUCIOTH.




= JlekapOOKCUIIyBaHHS aMIHOKMCIIOT B1JOYyBA€TbCS II1]L
BIUIMBOM  JIEKapOOKCHIa3, KO(PEPMEHTOM SKHUX €
[IEPEBAKHO (bOC(bOHlpI/II[OKC.aJIB (Bitamin  B)).
JlekapOOKCUITYBaHHIO I1JISITa0Th JTUIIIE
0l-aM1HOKHCJIOTH.

= IIpu OKMCHEHHI [UCTEIHY MOXE
yTBOPIOBATHUCA IIUCTEIHOBA KMCJIOTA, sSKa B PE3YJIbTaTl
NEeKapOOKCHUITYBAHHS IIEPETBOPIOETHCS B TAypHH,

HEOOX1IHUM JJIsI CUHTE3Y )KOBYHUX KMCJIOT:



= [Ipu gexkapOOKCHIyBaHHI ICTUANHY YTBOPIOETHCS
rICTaMIH, SIKUM Ma€ CUJIbHY (DapMaKOJIOTIUHY 110
Ha KPOBOHOCHI CYyAMHH Ta KpPOB'SHMU THCK
(pO3LIMPIOE KAIILIAPH, 3HUKYE KPOB'SIHUN THCK), a
TakokK macuiroe y 8-10 pas3iB  BHAUICHHS
[IUTYHKOBOT'O COKY.



bioJjioriyHa poJib ricraMiny

barato CuHTE3y€ThCSI B MICI 3amajCHHS: Mae
CYAMHOPO3IINPIOI0TY 110, MPUCKOPIOE  MPUILIHUB
JICUKOILIMTIB 1 aKTUBYE 3aXHCHI CHJIM B OOpPOTHO1 3
1H(EKIIIETO.

YTBOPIOETHCS B CIM30BIM IUIYHKY, A€ aKTHUBYE
cekperto nmerncunoreny 1 HCI.

JIenOHY€E€ThCS B TYYHUX KIIITHHAX CIIOJYYHOI TKAHUHU
y BUIVISAA1 O1JIKOBO-T€IIAPUHOBOIO KOMILIEKCY.

b1ab1I1CTh IpOTU3anaJbHUX 3aC001B 32 MEXaH13MOM
11 € aHTUTICTAMIHHUMU.



= B pe3ynberari nekapOOKCHIyBaHHS INTyTaMIHOBOI1
KMCJIOTH YTBOPIOETHCS Y-aMIHOMACJISIHA KACJIOTA,
META0O0dIT, SKMHA CHHTE3YEThCS B HEPBOBIU
TKaHWHI, HEOOXIJHMH s  PEryJrOBaHHS
INBHUAKOCTI IIPOBEACHHS HEPBOBHUX IMITYJIbCIB
(OpUPOTHUN TPAHKBLI13ATOP):



= B OpTaH13Ml aM1HH OKMCHIOKOTBCS
MOHOAMIHOOKCUTEHA3aMHU IO  aJbJETUIB 1
BUBOIATHCS HUPKAMHM.

B pe3ynbrari 1ekapOOKCHIYBAHHS aMIHOKHUCIIOT
BUJILISIETHCS TPETIM KIHIIEBUM OPOAYKT iX OOMIHY
COz, TOOTO B pe3ydbTaTl JI€3aMIHyBaHHS 1
NEeKapOOKCUIIYyBaHHSI aMIHOKHCJIOT B TKaHMHAX
YTBOPIOETHCS BOAA, BYIJICKMCIMH ra3 1 aMOHIaK.
OcCTaHHIM € OTPYHMHOK  PEUYOBUHOK  JJIS
OpPTraH13MYy 1 3HCIIKOKYEThCS HUM.



TOKCHUYHICTh AaMOHI1AKY

= AMOHIAK JICTKO IPOHUKAE Yepe3 MEMOpaHH B KIITHHH 1 B
MITOXOHJIPIAX 3MIHIO€ HAMPSIM PEaKIlii, sIka KaTami3y€eThCs
IIyTaMaTAer1AporeHa3orn, B 01K yTBOPEHHS IIyTaMary:

a-Kerormyrapar + NADHeH" + NH, — I'myramar + NAD™.

= 3MCHIICHHS KOHIEHTPAI[ll 0-KETOIIyTapaTy BUKJIMKAE:
= NPHUTHiYeHHsI OOMIHY aMIHOKHCIIOT (peaKilli TpaHCaMIHYBaHHS)
1, SIK HACTIIOK, CHHTE3Y 3 HUX HEHPOMEIIATOPIB (alCTUIIXOMIHY,
J:[ocpaMlﬂy Ta 1H.);

= TilOeHEePreTUYHMI CTAH B PE3YyJIbTaTl 3HWKCHHS IIIBUIKOCTI
I TK.



= [ligBuUIICHHS KOHIIEHTpallli aMOHIaKy B KpoB1 3MiHIOE€ pH y
IYy’KHY CTOpPOHY (BHHMKae aJjkamao3). lle, B cBow uyepry,
HOIABUILYE  CIOPIAHEHICTh TI'eMOIJIOOIHY HO0 KHCHIO, IIO
IPU3BOJUTh N0 TIINOKCII TKAaHUH, HAKOIIMYCHHIO CO2 1
TIIOCHEPIreTUYHOTO CTaHy, B1Jl SIKOTO TOJJOBHUM YMHOM CTPAXKJIA€E
TOJIOBHUH MO30K.

= Bucokl KOHIEHTpalli aMOHIaKy CTHMYJIOITh CHHTE3
IyTaMiHy 3 [JIyTamMaTy B HEPBOBIM TKaHMHI (3a Yyd4acTi
[JTyTaMIHCUHTETA3H ):

[myramar + NH, + AT® — Inyramia + A + H,PO,.

= HakonmnyeHHs mIyTamiHy B KIITHHAX HEWPONI MPU3BOAUTH 0
M1JIBUIIEHHS OCMOTUYHOIO TUCKY B HUX, HAOYXaHHS aCTPOIIUTIB 1
y BEJIMKHAX KOHIICHTPAIISX MOKE BUKJIUKATH HAOPSK MO3KY.



IHlasaxu 3He3apakeHHA aMOHIAKY

= TumyacoBe 3He3apakeHHS (y BC1X TKAHUHAX):

- YTBOPEHHSI aMOHIWHUX COJICH;

- YTBOPEHHS aM1J11B JUKAPOOHOBUX aMIHOKHCJIOT
(ryTaMiHy Ta aclaparigy).

= KiHneBe (ocTarouHe) 3He3apakeHHS (B MEYIHIIL):

- CHHTE3 CEYOBUHM (OPHITUHOBUH IIHKIN).



= CHHTE3 aMOHIMHHUX  COJIEH  OpPraHIYHUX  KHUCIIOT

B1A0YBAE€THCI TUILKH B HUPKAaX 1 3aiMa€ HE3HAYHE MICIIEC
y BCbOMY IIpOIleCl JACTOKCHKalli amoHlaky. Ilpu
AllMJIOTUYHNUX CTaHaX OpraHi3My KUIBKICTh aMOHIMHUX
COJICH, SK1I BHBOIATHCA 13 ce€4ero, 301IbInyeThes. lle
SBUIIEC  PO3IISIAAaIOTh  SK  JIOJaTKOBE  3aXHCHE
NPUCTOCYBAHHS MPH alMI03aX PI3HOTO ITOXOKCHHS
(KETOHEMIs, IIYKPOBHUM [J1a0€T, HAIJIMIIOK B PaIlOHI
CWJIOCY Ta 1H.) MexaHI3M NIbOr0 MPOLECy MOXKHA
IpEeJICTAaBUTH TaK:

R—COOH + NH ,0H — R—COONH ,+ H,0



= 3HE3apa)kKCHHS AaMOHIaKy B MICIl HWOro YTBOPECHHS
(me4ylHKa, HUPKH, MO30K, M'Si3UW Ta 1H.) B1J0YyBa€ThCH,
TOJIOBHUM YMHOM, 33 PaxXyHOK PEAKIIM MIK aMOHIaKOM,
[JTyTaMIHOBOK) 1 acHapariHOBOK KHCJIOTaMH, SK1 IIpH
[IbOMY HEPEXOASITh B aM1Jy ITTyTaMlH 1 acliapariH:



AMOHIaK y CKJIaJl acmapariHy 1 TIJIyTaMmIHy
HaJIXOJAUTh JI0 IIEYIHKH, JI€ BUKOPHUCTOBYEThCS
11 CHHTE3y CEYOBUHU.



Iiyramin — ocHOBHUM n0HOP HiTporeny
B OpraHi3Ml.

Bucokuii piBeHb INIyTaMiHy B KpPOBI Ta JIETKICTh MOIO
HAJIXOJKCHHS B KJIITUHU OOYMOBJIIOE€ BUKOPHCTAHHS
IJIyTaMlHy B 0ararb0x aHaOOJIIYHUX MPOIIECax.

AM1aHUN H1Tp0reH rﬂyTaMlHy HEOOX1THUM JIJIs1 CHHTE3Y
IIYPUHOBUX 1  IIPUMIJUHOBHUX HyKJIGOTI/IILIB
acmapariHy, aMmIHOIOXIJHMX BYIJICBOAIB Ta 1HIIHX
CIIOJIYK.



OpHITHHOBUH LTUKJI

s CeyoBHHA — OCHOBHMI KiHIEBHI NMPOAYKT
a30THCTOr0 OOMIHY, B CKJIaJl SKOIro 3
opraHiamy Buausietbcss a0 90% Bchoro
HitporeHy, mo BuUBOOUTHCA. EKCKpens
CEYOBHMHHM B HOpMI ckiaaae — 25 r/go0y. Ilpu
[IIBUILCHH] KIJIBKOCT1 OUIK1B, SIK1 HAJIXOISIThH 3
1’K€I0, CGKCKpELllsl CEYOBHHU 30LIBIIYETHCS.
CeuyoBMHA CHMHTE3VETHCH TiJbKH B MEYIHIILI.




= Ilepma crTagis CHUHTE3y CEYOBUMHM 3aKIIOYAEThCS B
yTBOpPEHH1 KapOamoindocdary 3a yuacti ATD 1
N-aleTuianIyTaMiHOBOI KHCJIOTH, sSIKa € KO(aKTOpOM
KapOamoinpocharcCHHTETa3u 1 BITHOCUTHCS 10 IIAKIACY

dbocdorpanchepas:



= Kapbamoindochar 3a  yyacti  (pepmeHTy
OpHITHHKapOamoin-TpaHc(epa3u
IEPETBOPIOETHCS B AMIHOKHUCIIOTY LIUTPYJIIH:



= B npucytHOoCT1 (hepMEHTY apriHIHCYKIIMHATCUHTETA3U
1 AT® muTpylliH BCTyIIa€ B PEAKIII0 KOHACHCAIIIT 3
acIapariHoBOIO KMCJIOTOIO, B PE€3YJIBTAT1 YOO
YTBOPIOETHCS ApTIHIHAHTApPHA KUCIIOTA:



= ApriHiHIHTapHA KUCJIO0TAa MpH 111 (PEePMEHTY
aApr1HIHCYKIMHAT-J11a31 PO3IICILUIIOETHCS Ha
apriHiH 1 pyMapoOBYy KUCIIOTY:



= ApPTriHIH OpH A1l apriHa3d IEPETBOPIOETHCI B OPHITHH 1
ceuyoBHHY. OpHITHH MOXE€ BKJIFOYATHUCS B HOBHH ITHUKII

3HE3apaXKCHHS aMOHIaKy, a CEYOBMHA BHUIUISIETHCS 13
CEUCIO:



= dymMapoBa KuCIOTAa IIpU LBOMY MNEPETBOPHOETHCI B
S0JIydHy 1 IIABJIECBOOLTOBY, a OCTAaHHS B PE3yJbTaTl
TpaHCaMIHYBaHHS a00 BIJHOBJIIOBAJIBLHOIO aMIHYBaHHS
MOKE IIEPETBOPIOBATUCS B aCIIapariHoBY KHUCJIOTY.

= 3 ycboro Hirporeny ceui BMictT HiTporeHy ce4oBUHHU Y
TBapuH ckiaagae Big 80 mo 90%, HiTporeny aMoH1MHUX
coneri — 10 6%. Ilpu HaMIMIIKOBIM O1JIKOBIA TOMIBIIL
yacTka HiTporeHy ce4oBHMHHM 301JIbIIYETLCSA, a IIpH
HEOOCTAaTHIM a00 HEMOBHOIHHIA OLJIKOBIA TOMIBJ IIA
BEJIMYMHA 3MEHINYEeThCS 10 S6-60%. CuHTe30BaHa
CCUOBHHA BUAUISIETHCS 3 OpraHI3My MEPEBaXXKHO B CKJIAIl
ceul.



= Y KYHHHX 4YacTHHA 11 BUIAUISETHCS 13 CEYEHO, a
1HIIIa YaCcTHHA 4Ye€pe3 CIMHHI 3aJ03dW B CKJail
CIIMHH IIOTPAILISE B POTOBY HOPOXKHHHY, a MOTIM
B IIEPEALUIYHKHA, JI€ 1 BHKOPHCTOBYETHCS
OaKTEpISIMU JUISI CAMHTE3Y aMIHOKHUCIIOT, K1 IOTIM
BXOIATH JI0 CKJIaay OakTeplaabHuX OLIKIB. ITiciis
nepeTrpasiicHHs OakTepisiMu HiTporen cedoBuHU
(HOBHX aMIHOKHCJIOT) 3HOBY HOTPAILISIE€ B KPOB 1
BUKOPUCTOBYEThCSI ~ TKAaHMHAMH  OPraHI3MY
TBapHH.



IIpu yTBOpEHHI CE4OBMHU BUKOPHUCTOBYEThCS

A) aMOH1aK — OqHa MOJICKYJa
b) CO, — onna mMonekyna

B) amiHOrpymna acrmapariHoBoi KUCJIOTH — OJIHA
MOJIEKYJIA

[Ipu yTBOpEHH1 OJH1€1 MOJIEKYJIM CEHOBUHMU
BUTPAYAETHCS TPU MOJIEKYIU ATO.



CUHTE3 CEMOBUHM
OPHITUHOBUM LIUKIT;

uukn Kpebca-l'eHsenenra
COOH

°“= NH,+ CO,+ 2H,0 + 3ATP+ Acn —

c—NH2

KaP5aM0'ﬂ4)OCd>am NH,CONH,+ 2ADP +2P, +
NH2 AMP+PP, °°°"'

: acrnapaeiHosa + AMP+PP + ®ymapar

T'—'O Kucjsjioma
N-I COOH

OKcasio- LK llN
‘°“2’3 N—f"'N'—C“ CUL B | -cuHTe3 a-aMiHOKUCTIOTY UUTPYRIHY -

((|3H2)3 °|”N”2 TH TH2 ABi peakLlii- NPoOXoANTL B MX
CHNH, uun(‘;;;);/niH (Bl S9N |l - CUHTE3 A-aMiIHOKWUCIOTU apriHiHy- 4
(IZOOH T“N”z peakLii - NPOXOAUTL B LIUTOMNNA3Mi

OPHIMUH Sl / lll-cuHTE3 Ce4YOBUHM — O0Ha peakLys -

apeaiHIHOCyKyuHam ;
NMPOXoAuUTb B LUNTOT1a3MI.

| VEGEI M PepmeHTH:

| / 1 — kapbamoindocoarcuHTeTasa
Hie—= e 2 — opHiTUHKapbamoinTpaHcdepasa
Ho =000 3 — apriHiHocyKUMHaTCUHTETa3a

HzN—C_NH CHNH Mapam o )
(I:oo: Pysap 4 — apriHiHoCyKLMHaTNia3a

CEYOBUHA ap2iHiH 5 - apriHasa

(CH 23




AHnab0osiyHa paza oOMIHY OLJIKIB

= CuHTE3 3aMIHHHUX aMIHOKHCIIOT.
= CuHTE3 cnenupiyHuX O1JIKIB.
= CuHTE3 a30TBMICHUX PEUYOBUH:
- 010TeHH1 aM1HU;
- TOPMOHH OLIKOBOI 1 HOJIIICITHAHOI HPUPOIH;

- TEM Ta 1H.



Cunres 3aMIHHUX AMIHOKHCJIOT

= ByrmeneBsuii ckener 3aMIHHHUX aMIHOKHCIIOT
YTBOPIOETHCS 3 MNPOMDKHHX  META0OJITIB
IT11KOJI13Y, IEHTO30(p0C(ATHOrO LLISAXY, [UAKITY
TPUKApOOHOBUX KHUCJIOT.

s [I1sxm1 010CHHTE3Y aMIHOKHCIOT:
- npsiMe (BIAHOBJIIOBAJIbHE) aMIHYBaHHS
0.-KETOKHCJIOT;

- peaKIlll TpaHCaM1HyBaHHSI.



BiaHoB/IIOBaJIbHE AMIHYBAHHSA
O-KEeTOKUCJIOT

(‘:H?) TH?) CH3
+ NH; + HAJOH
C— \ » C——NH A 2y HC—NH,
(‘:/O (‘:/O /O
~oH MO ®=~on  HAR® = C—g,

NMBK anaHiH



TpancaminyBaHHs

O
ol cZ
™~ OH
OH
(i\/H3 CH- C|:H3 CH2
C—NH, ~ amiHotpanc- . C—0O CHs
| 40 + C/Hz (I)epaaa (¢n)> C|>4O +
C — H—C—NH
\OH 0==0) \OH 5 2
AnaHiH C-—;O NBK C’\;
OH OH

I nyTamiHOBa KMCOTa

Anbdpa-Keto-ranyrtapart
b4 el (rnyTamar)



IHonepeaHMKH 3aMIHHHUX
AMIHOKMCJIOT

lMonepea- (anbtha-Ketornytapatr  Oxcanoauerar  [ipysar 3-docdorniuepat  deninananin

HUK L | | l I
[ nyTamar Acnaprar CepuH
Y\ Y YN\

[nytamiH  [poniH AcnapariH ANaHiH  [pigyn UucTein  TWposuH




YTBOpeHHS aMIHOKHCJIOT 3
BYIJICBO/IB

CH,CO - S - KoA

|

IJII0KO3a _ MOJIOYHA KUCJI0Ta KU
[IIOK
O-KETOIIyTapar

|

AM1HOKHCJIOTH



