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@depMeHTATHBHMUI riipoJii3 OiJIKiB B Ipo1eci TpaBJeHHA.
Biosioriyna miHHICTh O17KIB BUBHAYAETHCSA 1X aMIHOKMCIIOTHUM CKJIQJIOM 1 CTyTICHEM
3aCBO€HHA (€()EKTUBHICTIO PO3IICIVICHHS y IUTYHKOBO-KUIIKOBOMY TpakTi (LLIKT) i

pIBHEM BCMOKTYBaHHSI aMIHOKHCIIOT). J[o O17KiB 3 010JIOTIYHOIO IIHHICTIO, 110 MICTATH
ycl HE3aMiHHI aMIHOKHCIIOTH B ONTHUMAJIbHUX CHIBBIAHOIIEHHSX 1  JIETKO
NEPETPaBIIOIOTECS HaJIeXKaTh OLTKK Kypsduoro sifist, M’sica, pubu, Mosioka. PocinunHi
OUIKM MICTATh HEJOCTAaTHIO KUIbKICTh HE3aMIHHMX aMIHOKHCIIOT, 30KpeMa JIi3HHY,
METIOHIHY, TPUINITO(aHY 1 TOMY € MEHIII I[IHHUMHU.

TpaBnenns OUIKIB BiAOyBaeTbCsl y MNIIyHKY Ta KHIIKIBHUKY. B HIIIyHKY
PO3IICIUICHHIO OUIKIB CHOPUSAIOTh 2 (akTopu: NpOTEOoTiTHYHI (EepMEHTH Ta KHUCTe
CepeIOBHIIIE.

OcHoBHMM (pepMEHTOM NUTyHKA € TMEeNCUH, ONTHUMaibHe 3HadeHHs pH skoro
nepeOyBae B mexkax 1,5 —2,5. [Ipu 3pocranni pH ais nencuny cnabmrae, a mpu pH S — 6
BiH mipocTo He aie. Kucne pH y mmyHKy cTBOproeThes 3aBAsKH CosiHil KucioTi. ComnsiHa
KHCIIOTa CTUMYJIIOE TEPETBOPEHHS HEAKTUBHOTO IENCHHOTEHY B AKTUBHMU TMEICHH,
cTBOpIO€ ontuMaibHe pH ju1s Horo Aii, BUKIIMKae HaOyxaHHs OUIKIB, 3a11001rae po3BUTKY
B IUIYHKY MIKpo(JopH, CTUMYIIOE BUPOOJICHHS CEKPETHHY Ta TMPUCKOPIOE
BCMOKTYBaHHs 3amiza. 3a mgomomoroio HCl mepeTBOpeHHS MENCHHOTEHY Yy TETCHH

3IIUCHIOETHCS TIOBIILHO, TO/I, SIK AyTOKATATITHYHUHN TPOIIEC — JTy’KE MTBUJIKO.

HCI
NencuHoreH — rnerncuH (NoBifbHO)

nencuH
NnencuHoreH ——= nencuH (LWBUAKo)

Pi3Hi G11KH PO3MIETITIOIOTHCA MENICHHOM 3 HEOAHAKOBOIO MIBUAKICTIO, @ 30BCIM HE
MEPETPABIIOIOTHCA KePAaTHH 1 KojareH. JIETKO po3mIerIior0ThCS M 3081 OUTKH (MIOTEH,
Mi103UH), anbOyminu, rnoOymiHu. llemcun rigposidye menTuaHi 3B’A3KH, YTBOPEHI
KapOOKCWJIBHUMHU TpylnaMyd apoOMaTHUYHMX aMiHOKHUCIOT ((eHinanaHiH, THPO3UH), a
TaKOX JICUIIMHY 1 TIYyTaMiHOBOI KMCJIOTH. BiKM 1Ki B HNUIYHKY pPO3MIEIUTIOIOTHCS IO
MOJINENTH/IIB 1 KOPOTKUX MENTUAIB. Y JITEH IPyAHOTO BIKY 3a7103aMH CIM30BOT ITYHKY
BUPOOIIAETECS (EPMEHT XIMO3WH (PEHIH), SKU MEepPEeTBOPIOE Ka3eTHOTEH MOJIOKa Y
HEPO3UYMHHY KaJbII€BY CUTb Ka3eTHy 3a paXyHOK BIALICTUICHHS TENTHILY.

TpaBHI COKM KUIIKIBHUKA MICTSATh MPOTEOTITUYHI (PEPMEHTH MiALUTYHKOBOI 3aJ1031
1 BJIacHEe KWIIKiBHUKA. [[iANuTyHKOBa 3a703a CEeKpeTye MpOo(PEepMEHTH: TPUIICHHOTEH,
XIMOTPHUIICHHOTEH, Tipoenacta3y. Ilin BrmmBoM (epMEHTY KHIIKIBHUKA €HTEPOKIHA3H
(eHTEpOMENTHA3H) TPUIICUHOTEH TMEPETBOPIOETHCS Y TpHUIICHH. Bcei iHII depMeHTH
NEepexo/IsATh B aKTUBHY (pOpMy TiJ BIUIMBOM TpUIICHHY. Jlisl TPUTICHHY CIpsSMOBaHa Ha
NEeNTH/IHI 3B’ SI3KH, YTBOPEH1 KapOOKCUILHUMU TPYNIaMU JTYKHUX aMIHOKHUCIIOT (apriHiH,
JI3MH) Ta aMiHOTpyHaMH IHIIUX aMIHOKHCIOT. XIMOTPHUIICUH TiApPONi3y€e MENTUIHI
3B’A3KM YTBOPEHI KapOOKCHMJIBHUMH TpyHaMd apoOMaTHYHUX aMIHOKUCIOT (THPO3UH,
beninananin, TpuntodaH) ¥ aMiHOTpyNaMy IHIIMX AaMIHOKHCIOT (TOMIOHHMM 10
Tpuricuny). Enacrasza mae mupiny cyocTpatHy crieiiuiqHICTh, ajie HalKpallle r1iapotizye
MEeTTH/IHI 3B’ A3KH, 1110 YTBOPEH] TIIIUHOM, CEPUHOM, aJJaHIHOM Ta MPOJIIHOM.



VY TpaBneHH1 OUIKIB y TOHKIN KUl aKTUBHA YYaCTh HAJICKUTh 1 €K30IeNTHIa3aM
— KapOokcurenTyaa3zam (BIIIEIUTIOTD B mojinentuaiB C-KiHI[eB1 aMIHOKHCIIOTH ), 1110
CHUHTE3YIOThCS B MIANUTYHKOBIN 3271031 i aKTUBYIOThCS TpUIICHHOM. J[0 amiHOMenTHIa3
(BIAMISTTIOIOTh aMIHOKUCIOTH 3 N-KiHI) HajekaTh ajaHiHaMiHOMENTHIa3a Ta
JeHIMHAMIHONIENTHAa3a. 3aBEepUIYIOTh TiIPOJITHYHE PpO3LICIUICHHS OIIKIB /10
aMIHOKHCIIOT JAMTENTHIA3H, K1 PO3IMICIUTIOITh OKpeMi aumnentuau. OCHOBHI MPOIECH
riiponizy OUIKIB (SK 1 BYIVIEBOAIB Ta >XKMpPIB) NepeliraroTh Ha IMOBEPXHI CIU30BOI
000JIOHKM KUIITKIBHUKA (TaK 3BaHE MPUCTIHKOBE, 800 MeMOpaHHE TPABJICHHS).

AMIHOKHCIIOTH IIBHIKO BCMOKTYIOTHCS Y MIKPOBOPCHHKAX TOHKOI KHIIKA 32
JIOTIOMOTOFO CIEI[iaIbHUX TPAHCIIOPTHUX CUCTEM. TpaHCTIOPT aMiHOKHCIIOT € BTOPUHHUM
akTUBHMM 1 3abesmeuyerbess Na'- K'-AT®da300 MeMOpaHH €IMTETiI0 KHUIIKiBHHKA.
["anpMyr0OTh TpPaHCIIOPT aMIHOKUCIOT dYepe3 MeMOpaHH EHTEpOLMTIB Trajakro3a i
bpykTo3a. Y KHUIIKIBHUKY BiOYBa€ThCA TAaKOXX BCMOKTYBAaHHS HEBEIIMKOI KiTHKOCTI
JTUTIENTUAIB 1 HETIIPOJII30BaHUX OUIKIB NMUISIXOM MIHOIMTO3Y, SIKI BCEPEIWHI KIITUH
T1IPOJII3YIOTHCS JT130COMAIbHUMH MPOTEA3aMH.

Heneperpagpneni OUIKM Ta aMiHOKHCIIOTH, sIKI HE BCMOKTAJIUCS, HAAXOATh Y TOBCTY
KHIIIKY, JI€ T1]] BIUIMBOM (DepMEHTIB MIKpO(hIOpH YTBOPIOIOTH TPOAYKTH, HE XapaKTepHI
JUIs OOMiHY aMiHOKHCIIOT B OpraHi3Mi JIFOJIMHH 1 HaBITh TOKCUYHI UM OTPYHHI (Kpe3o,
dbenon, ckaron, iHgoin). llei mporec Ha3MBA€THCS THATTSIM OLIKIB. Tak, HEMPUEMHUIN
3amax BMICTY TOBCTOI KUK 3yMOBJICHUH YaCTKOBO CKATOJIOM Ta 1HIOJIOM.

MeTa00.J1i3M aMiHOKHCJIOT.
Binku Tina

CUHTE3 3aMiHHUX
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CVHTE3 a30TOBMICHUX
NH; HU3bKOMOMNEKY NAPHUX
a-KeTokuenoT GIONOriYHO aKTUBHUX
PEYOBMH
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YXUpHI KucnoTu,
AT® KeTOHOBI Tina

AsKepeaa BIABHHX aMiHOKHCAOT OPraHi3My i IIASIXH
1IX BUKOPHCTaHHS.

[ToTik aMiHOKHCIIOT, III0 BUXOJUTH 3 aMiHOKHCIIOTHOTO MyJNy (pKepenaMu myiy €
aMIHOKHUCJIOTH, SIKI BCMOKTAJUCAd Y KHIIKIBHUKY, BUBUIBHUJIUCA BPE3yJbTaTI
PO3IIEIUICHHs] BJACHUX KIITHUHHUX 1 MO3aKJIITUHHUX O1JKiB, a00 X CHHTE3yBajuCs B
Oprasi3mi), BKJIOYa€ aHaOOJIYHI 1 KaTraOoJIYyHI NUIAXH TMEePEeTBOPEHHS BUIBHUX
aAMIHOKHCIIOT 1 CKJIaIa€ThCS 3 TAKUX KOMIIOHEHTIB:



1. Buxopucmanns aminokuciom 0 cuwme3y 0OinKig, MENTUIIB opraHizmy. llei
MOTIK y TOPOCIHX JIOACH, 10 CIIOXKUBAIOTh 30aJITaHCOBAHY JI€TY, 3a0€3Meuy€e MOKPUTTS
IPOTEOJII3y BIACHUX OUIKIB — CTaH a30THCTOi piBHOBaru. JIjisi CHHTE3y BJIACHUX
(hepMEHTHUX, CTPYKTYpHHX O1IKIB Ta (Di310J0TIYHO AKTUBHHUX CIIOJIYK OLIKOBOI 1
nenTuaHo1 npupoau (Ha anaboaiuni nompebu) BUKOPUCTOBYEThCS Oym3bko 75 — 80 %
aMIHOKHCIIOT, III0 BUBLIBHAIOTHCS IPU PO3IIEIUICHHI TKAHWHHUX OUIKIB Ta aMIHOKHUCIIOT,
SIK1 HAAXOIATh 13 KUIIIEYHUKA.

2. Buxopucmamnnsa aminoxuciom, §Ki HE BKJIIOYEHI B aHAOOJIYHI MPOLIECH, 6
kamaboniunux peakyiax. IIpu 1bOMY MOJEKYJIH aMiHOKHCIOT PO3MIETUTIOIOTHCS 3
ytBopeHHsM CO,, H,O (4epe3 UK JUMOHHOI KHCJIOTH) Ta KIHIEBHX MPOIYKTIB
a30TUCTOr0 0OMIHY (Y JIFOIMHU — MepeBakHO ceuoBUHM ). [IeBHA yacTHHA 6€3a30TUCTOTO
BYTJICIICBOTO CKEJeTa AaMIHOKHCIOT BHKOPHUCTOBYETHCS JJISI YTBOPEHHS TIIIOKO3U
(TTIOKOHEOTEHE3Y) Ta KETOHOBHX TiJl (KETOTEHE3Y).

PosmiennienHo miuiAraloTh yci aMiHOKHCIOTH, II0 HE BUKOPHUCTOBYIOTHCS MAJIS
cuHTe3y OUIKiB abo (izionoriyHo akTuBHUX crnodyk (DAC) HesanexHO Bim pKepena
MOXO/IXKEHHSI, OCKUIBKHA Pe3epBH OUIKIB y TBAPUHHUX OpraHi3Max He YTBOPIOIOTHCS (Ha
BIJIMIHY BIJ BYIVIEBOAIB Ta JdimifiB). Pazom 3 TuMm, OloeHepreTMuHe 3HAYEHHS
KaTaboJi3My aMiHOKHCIIOT Y 3I0pOBO1 JIFOJIUHU HE3HAYHE, MOPIBHSIHO 3 BYTJIEBOJIaMH Ta
mimigamu (6mu3bpko 10 % Bijg 3araJbHUX €HEPTETUYHUX MOTPED), CYTTEBO 301IBITYIOUNCH
JIUIIIE 32 YMOB T'OJIOAYBAaHHS.

3a paxyHOK OKHMCHEHHS aMIHOKUCIIOT okpuBaeTbes 10 — 15 % nmotpebu opranizmy
B eHeprii. Ha mouaTkoBOMy eTari OKHCHIOBAJIBHOTO PO3IICIICHHS aMIHOKHUCIOTH
BTpayaroTh CBOi aMiHOTPYIU Y (popMi aMiaky, sSIKMil B OpraHi3mi JIOJIUHM Hje Ha CUHTE3
CEYOBHHHU, IO BUBOJUTHCS 3 Ceuer0. BijlerieHHs amMiHOTPYIU BiJ aMIHOKHCIIOT
NPU3BOJIUTH JI0 YTBOPEHHS 0-KETOKHCIIOT, sIKi MOTIM OKHCHIOIOThCS 10 CO, 1 HyO. a-
KETOKHCJIOTH TaKOX MOXYTh MIEPETBOPIOBATHCS Y BYTJICBOIN UM JIIITI IH.
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CxeMa 3ara/IbHHX HLIAXIB MepeTBOPeHHSA aMIHOKHCI0T. CYyinbHi cmpiaku — peaxyii

BUKOPUCMAHHA AMIHOKUCIOM 6 AHAGONIYHUX MA KAMAOGOAIYHUX Npoyecax; nepepeni
CMPIIKU — peaxyii HAOX0OHCEHHA AMIHOKUCIOM € 3a2aNbHUNl AMIHOKUCTOMHUL NYIL.



[lepmium  etamoMm Katabomi3My BUIBHUX L-aMIHOKHMCIOT € BIJIIEIJICHHS O-
aMIHOTPYNM B PEAKISAX MPAHCAMIHYBAHHA Ta Oe3aminyeanHs. JIesiki aMIHOKHCIIOTH
BUKOPHUCTOBYIOTBCSI B pEaKIisAX OdexkapOokcuntosanus 3  YTBOPEHHSIM  aMiHIB
TOPMOHAJIFHOI Ta HEWPOMEIIATOPHOI [ii, sIKIi B TOJAIBIIOMY TaKOXX PO3IIEILTIOIOTHCS
[IUISIXOM JI€3aMiHyBaHHS.

VY xoni peakuiit mpancaminygannsa aMiHOTpyTIa BiJ] 0-aMIHOKHCIIOTH IEPEHOCUTHCS
Ha 0-KETOKHUCJIOTY, 110 MPU3BOANUTH 0 YTBOPEHHS HOBOI 0l-KETOKUCIOTU (YTBOPIOETHCS
3 BUXIJHOI 0i-aMIHOKHMCJIOTH) 1 HOBOi O-aMiHOKUCIJIOTH (YTBOPIOETHCA 3 BHUXIJTHOI O-
KETOKUCIIOTH). Ll peaxilis € 3BOPOTHHOIO 1 HANPSIMOK TEPETBOPEHHS 3aJICKUTh Bij
KOHIIEHTpaIlii cyocTpaTiB. Maibke y BCIX peakilisix TpaHCaMiHyBaHHsS O€pyTh y4acTb
rJIyTaMar 1 BIJMOBIIHUHN HOMY 0-KETOTJIyTapar:

o-aMiHOKUCNOTa + a-KeTornyTapar

o-KeTokucrnora + rnytamar

depMmeHTH, IO  KaTali3ylOTh  HpOLEC  TpaHCAMIHYBaHHS  HAa3MBAIOTh
aminompancgepazamu, abo mpancaminasamu. Y Ha3By (PEpPMEHTY BKIIIOUAIOTh Ha3BY
aMIHOKHCIIOTH, 110 KPiM TIyTaMaTy € CyOCTpaTOM Yu MPOAYKTOM peakiii. 3a BUHATKOM
JI3MHY 1 TPEOHIHY BCl aMIHOKHCIOTH MOXYThb OpaTH y4yacThb y IepeaMiHyBaHHI.
HaiiGinbp11 akTHBHUMH € ajlaHiH- 1 acmapTaTaMiHOTpaHcdepasy.
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Acnapmam a-Kemoraymapam Oxcaroauemam Iaymamam

BbioximiyHe 3HaueHHsI TpaHCAMIHYBAaHHS CYTTEBO BIJIPI3HSAETHCS B PI3HUX OpraHax.
VY nmediHIl poJib TpaHCaMiHyBaBaHHsI TOJIATa€ B HMOTO KOJIGKTOPHIN (yHKIli, TOOTO
30MpaHHI aMIHOTPYII BiJl pI3HUX aMIHOKHCIIOT MIEPEBAYKHO B OJHINA MOJIEKYJISIpHIA Gopmi
— y Bursial L-rimyTamMiHOBOT KUCIOTH. BioXiMiuHMII CEHC TaKOro MpoIecy MOJsrae B
TOMY, IO caMe L-riayramMar € OCHOBHUM CyOCTpaTOM peakiiil ae3amiHyBaHHS, TOOTO
MOCTaYyaJIbHUKOM aMIHOTPYII Ha METaOOMIUHUHN HUISAX YTBOPEHHS CEYOBUHU — KIHIIEBOTO
MPOAYKTY a30TUCTOr0 KaTtabomizMy. Y M’s3ax CIIPSIMOBAHICTh peaKIliil TpaHCaMiHyBaHHS
PU3BOJINTHL J0 YTBOPEHHsI 3HAYHOI KIJBKOCTI alaHiHy (3a paxyHOK IepeaMiHyBaHHS
aMIHOKHUCJIOT 3 MIpyBaTOM), IO BHUAUISETHCA B KPOB’SIHE PYCIO 1 MOTVIMHAETHCSA
renaTrorydTaM; B TICUIHIIl aJlaHiH 3HOBY IIEPETBOPIOETHCA HA MIpyBaT, SKUM
BUKOPHCTOBYETHCS B TJIFOKOHEOTCHE3I.

[Ipouec  BiamIerUieHHs ~ aMiHOTPYNH Bl ~ aMIHOKMCJIOTH  HA3UBA€THCA
0€3aMIHY8aAHHAM AMIHOKUCIOM, TIPU LIbOMY YTBOPIOETHCS aMiakK Ta 0i-KETOKHUCIIOTA.



R-CH-COOH _ 2H  R—Cc—CcooH *H0 R—C—COOH + NH;
I —_— 1 — 1l
NH NH
VY KIiTUHAX JIOJUHY 1 TBApUH HAWOUIBII aKTUBHO J€3aMIHY€ThbCsS L-riryramiHOBa
kuciota. I[lpomec BimOyBaeThCs 3a MEXaHI3MOM OKHCITIOBAJIBHOTO JI€3aMIHYBaHHS 1
karam3yeTrbes pepmentom HAJ[-3anexHor0 enymamamoeziopozenasoro:

COOH COOH
(|:H2 (i-:H2
CHy +HA(HALOY) +H,0 === CH; *NH3+HALH+H'
CH—NH, ¢=0 (HAQ®H + H)
COOH COOH

L'I'AYIHG.MGIH a-xemorAymapam

Ockinbku L-rimyTamMar € aMiHOKHMCIIOTO0, 1110 YTBOPIOETHCS IPU TpaHCAMIHYBaHHI
oinbiocti L-aMiHOKUCTOT, Tevis L-rayramaTtaeriaporeHa3Hoi peakilii € IeHTpaIbHUM
O10XIMIYHMM MEXaHI3MOM, 3aBJASKH SIKOMY 3I1HCHIOETHCS JA€3aMiHYBaHHS OUIBIIOCTI
BUTBHUX aMIHOKHUCJIOT 1 YTBOPIOETHCSI OCHOBHA KUIBKICTh aMiaKy B OpraHi3Mi.

JlezamiHyBaHHS BIUIbHUX L-aMiHOKHCIOT 3a MEXaHI3MOM CHpPSDKEHHS peakiii
TpaHCaMiHYBaHHS 3 0-KETOTJyTapaToOM i OKHCIIIOBAJIBHOTO Je3aMiHyBaHHA L-riyTamary
OTPUMAJIO Ha3BY HENpAMO20 0e3aMIiHY8aAHHI:

L-TI'myTamat

L-0.-AMIHOKHCIOTH f’ @

ot
o.-KeTOKHCIIOTH o-KeTormyTapat HAJH +H
CxeMa HempsIMOro Ie3aMiHYBaHHS L-aMiHOKHCIOT.

Haiibinpmr  akTUBHO HempsiMe  J€3aMIHyBaHHS  aMIHOKHCIOT 3a  y4acTIO
rIyTaMaTAeriiporeHasn BiOyBaeThCsl B TEYiHIN, J€ amiak, M0 3BUIBHIOETHCS,
HAJIXOIHUTh y ITUKJ CEYOBUHHU.

VY pe3ynbpTari NpsIMOTO 1 HENPSMOTO JIe3aMiHyBaHHS aMiHOKHUCIIOT YTBOPIOIOTHCA Ol
KeTOKHCIOTH. OKUCHEHHSI OCTaHHIX HJe uepes IMKJI JUMOHHOI KHCIOTH. J[1s KOKHOT
aMIHOKHCIJIOTH 1ICHY€E CHIEIU(pIIHUI UIAX PO3MICTIICHHS BYTJIELIEBOTO CKeneTa. | xou mis
20 amiHokucnoT € 20 pi3HUX KaTaOOJIYHMUX MIISAXIB, B OCTATOYHOMY MiJCYMKY BOHU
3UBAIOTHCA 1 YTBOPIOIOTH 5 MPOAYKTIB — aneTui-KoA, a-kerorimyrapar, cykuuHin-KoA,
okcasoarerer 1 ymapar, 110 BKIIOYAIOTHCA B IIMKJI JJUMOHHOI KHUCJIOTH 1 «3rOParoThy
tam 10 H,O 1 CO,. TakuM 4MHOM aMiHOKHCJIOTH POOJISATH CBIM BHECOK Yy 3arajibHe
3a0€3IeUCHHS OpraHi3My €HEPTIELO.
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BrAroueHHs ByraelneBHnx CKeAeTIB aMiHOKHCAOT YV OHKA AMMOHHOI KHCAOTH.

Peakuist dexapbokcuntosanna aminokucnoT mnonsrae y sinmeruienHi CO, Bin
MOJIEKYJIA aMIiHOKHCIIOTH 3 YTBOPCHHSIM aMmiHiB (01OTE€HHMX aMiHIB), 3HAYHA YaCTHUHA
SKUX Ma€ BHUCOKY (i310JIOT1YHY aKTHUBHICTh SK TOPMOHH, HEHpomemiaTopH, € iX
rornepeHuKaMu abo MeTaboTiTaMu:

Co,
R—CH—COOH . R—CH,;—NH,
N,
L- o-AMIHOKHCJIOTA AmiH
Peakuist kartamizyetbcsi (epMeHTaMH — OdekapOOKcunazamy  aMiHOKHUCIOT,

kKoepMeHTOM SIKUX € Tmipuaokcaibhocdar. Peaxiii rexkapOOKCHIIIOBaHHS HE3BOPOTHI.
JlekapOOKCHITFOBAaHHIO MOXKYTh IMJIATATH K alIMKIIIYHI, TaK 1 [IUKJIIYHI aMIHOKUCJIOTH.
B ceul moauHu 3HaWaeHO OJM3BKO cOpoka OiloreHHMX amiHiB. biloreHHi amiHM
1HaKTUBYIOTbCS B PEaKIliIX OKHCHIOBAJIBHOTO JE€3aMiHyBaHHsS Mij di€l0 (HEepMEHTIB
MOHOAMIHOOKCUOA3 Y MITOXOHJIPISX KIIITHH MEYIHKH.

MeTa060J1i3M amiaky. CHHTE3 CeYOBHHM.

AMiaK YTBOPIOETBbCS B pe3y/bTaTi J€3aMiHyBaHHS aMiHOKHCIOT, aMiJiiB, aMiHIiB,
HykiaeotuniB.  OCHOBHMM  JDKEpEJIOM  amiaky €  OKHCHEHHS  TJIyTaMary
[IyTaMaTAeT1IpOreHasor0, 1Mo BiA0YBAEThCS MPAKTUYHO Y BCIX TKAaHMHAX OpraHi3my.
OcCKinbKH aMiak — BHCOKOTOKCHMYHA pPEYOBHHA, OCOOJIMBO JJII HEPBOBOI CHUCTEMH, Y
MPOIIECT €BOJIOIIT BUPOOJICHI MEXaH13MU MOT0 3HEIKOIPKEHHS.



OCHOBHUMH KIHIICBUMH TMPOJAYKTAaMU METa00JI3My amiaKy y TBapUH 1 JIIOJUHU €
CEYOBHMHA, YTBOPEHHs sKOi BinOyBaeTbcs y mediHii. IlepeHeceHHs amiaky Bij
nepuepuyHUX TKAHUH JO TI€YIHKHM 1 HUPOK BIAOYBAETHCS y BUIJISAII TIIyTaMiHY
(rmytaminoBa kuciota + NHs, mijx ai€ro riiyTaMiHCUHTETa3H), sIKUM JIETKO MPOXOIUTh
yepe3 KJIITUHHI MEMOpaHu:
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COOH c?
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CHy AT® +NH, (:ZHZJHZ
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CH=NH, . CH-NH,
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COOH AP+ Loon

VY nedinili Ta HUpKaxX riIyTaMmiH Mif 1€ TIyTaMiHa3| ripoi3yeThes A0 TIIyTaMary
1 BUIBHOT'O amiaKy:

rnytamiH + H,O —— rnytamart + NH,

VY TpaHcnopTi amiaky 3 M’si31B J0 TI€4iHKH Oepe ydacTh anaHiH. [Ipu iHTeHCHBHIN
M’S130Biil pOOOTI YaCTMHA aMIHOKHCIIOT MUISIXOM TJIFOKOHEOTEHE3Yy MEPETBOPIOETHCS B
IJIIOKO3Yy. 3a IUX YMOB Yy M’si3aX YTBOPIOETHCS 3HAYHA KUIBKICTH amiaky. AMiak
B3a€MOJIIE 3 0-KETOTIyTapaTOM — YTBOPIOETHCS IIyTaMaT, SIKMi B3a€MO/II€ 3 MIPYBATOM
(BMICT SIKOTO € BUCOKUM 3a PaXYHOK TJIIKOJII3Y) HIJIIXOM TIepeaMiHyBaHHS:

rnytamar + nipyBat ——= o-KeTornyTtapart + anaHiH

AJNaHIH NMEepEeHOCUTHhCS KPOB’I0 /10 MEYIHKH, /i€ TEepellae CBOI aMIHOTPYMY O-
KeTorayTapary (mij ai€ro ajaHiHaMiHOTpaHchepasu), a Jaji 3 TIyTaMaTy BUBLUIbHIEThCS
amiak. [3 mipyBaTy B MEHiHII pECUHTE3Y€EThCS TIIOK034, KA 3HOBY HAJAXOAHUTH Y M’ SI3H.

Hukniyauii mpouec cuHte3y ceuoBuHu Biakputuii I'. Kpebecom 1 K. Xencenaiitom y
1932 p. ¥V nuxm 6epyTh ydacTh Bl aMiHOKHCIIOTH, SIKi HE BXOISATh O CKJIaAy OUIKIB
(OpHITHH 1 UIMTPYIIiH) 1 Bl aMIHOKHMCJIOTH, 110 MICTAThCA y OUIKax (apririd, acrmaprar).
[ukn ckimagaeTbest 3 5 peaxiii.

Y nmepmniii peaxiii (BiAOYBa€TbCS 'y MaTPUKCI MITOXOHAPiM, ¢(EepMEeHT —
kapOamoindocdarcunrerazu 1) 3 amiaky ta CO, 3a yuactio 2 Monekyn AT
YTBOPIOETHCS MAaKpOepTiuHa crojiyka kapoamoindocdar:

NH3 + CO, + 2AT® + HyO — HyN—C~PO3H, + 2A00 + &,

VY npyriit peakiiii MKy OpHITHH-KapOamoinTpaHcdepasza Kataiizye nepeHeCeHHs
KapOaMOiIbHOI TPYIH Ha OPHITUH 3 YTBOPCHHSM LUTPYIIIHY:
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Hamni, B xomi ATd-3anexH01 peakiiii HATPYJIIH KOHACHCYEThCS 3 acrapariHoBOIO
KHUCJIOTOIO, SIKa € JAPYTUM JOHOPOM aMIHOTPYIHU 3 YTBOPEHHSM apriHIHOCYKIIMHATY

(peax1iro KaTamizye apriHiHOCYKIIMHATCUHTETAa3a):

|
(T‘,H—NHZ (IZH—NHz
COOH COOH
Iumpyain Acnapmam ApririHocyKyuHam

APriHIHOCYKIIMHAT JaJTi pO3IICTUIIOETHCS Ha apTiHiH 1 ymMapart (peakxiiiro KaTtai3ye

apriHIHOCYKIIMHATIIia3a):

NH (llOOH f‘lle
(IZ—NH—(TZH (|3=NH
NH (|:H2 "IIH CIIOOH
CH, COOH CHj CH
| [ | + 1]
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CHy CHa COOH
CH=NH, CH=NH;
COOH COOH
ApriniHocyKyuHam Aprinin @Oymapam

Ha ocranniit cranii nmukiny gepmMeHT apriHasa, KMl MICTUThCS TUIBKW B TEYIHIII,
KaTaJli3ye riJipoJii3 apriHiHy Ha CeYOBUHY M OpHITUH. OpHITUH MOKE 3allyCKaTH HOBUMN

00epT MUKy YTBOPEHHS CEUOBHUHH.
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CeqoBHHA

MeTa0oTISHHI IHKIT CHHTe3Y CEI0BHHH.



[{yK)1 yTBOPEHHS CEYOBHMHH 1 ITUKJT IUMOHHOI KMCJIOTH TICHO B3a€MOITOB s13aHi. Tak,
HagxokeHHsT CO, 1 AT®, HeoOXiaHUX ISl YTBOPEHHS CEYOBHMHHU, 3a0€3MEUyEThCS
poOOTOI0 MUKy JHUMOHHOI KHCIOTH. Dymapar, IO YyTBOPIOETHCS TIPU PO3MAji
apriHIHOCYKIIMHATY, 3 Y4acTI0 ()EPMEHTIB MKy JUMOHHOI KHCIIOTH IEPETBOPIOETHCS
gyepe3 MajaT B OKcaloaleTaT, a OCTaHHIM — B acmapTaT (y peakiiii TpaHCaMiHyBaHHS 3
IIIyTaMaTOM):

CeuoBuHa NH,

2AT®
dymapar 4_7
CO, i

Uukn IUVIK Manar
CeUYOBUHU AT®

OkcanoaueTtar

Acnaprar
ymapar \

"IBoko.IicHHH Bes1ocunea" Kpedca. B3aeMo3B'A30K MK IHKJIAMH C€YOBHHH Ta
JTHMOHHOI KHCJIOTH

CedoBMHA € HEUTPaTbHOIO HETOKCUYHOIO BOJOPO3YMHHOIO CIONYyKOK. Bona
JOCTaBISIETHCSI KPOB'I0 Y HUPKU 1 BUBOJUTHCS 13 ceuero. 3a 100y 3 opraHizmy JIIOJUHU
BUIUISIETCA B cepeanboMy 30 T ceyoBuHH, 110 ckiagae 80 — 90 % ycporo a3oty B ceui.
[Ipu xonmBaHHI KUTBKOCTI OlfKa B TKI MIATPUMKA a30THCTOI PIBHOBAru JIOCSTA€ThCS
IIJISIXOM 3MiHM HIBHJIKOCTI YTBOPEHHS CEUOBHHH.

Biocunres 0ijka.

VY mporieci peanizanii reHetuyHoi iHGopmaiii JTHK ciyrye marpuiiero 1yt CHHTE3Y
PHK, a PHK — marpurero ans cunTe3y O1IKiB:

G,D,HK 2+ PHK —— 6inok

IcaytoTh 3 eranu nepenavi reHeTUYHOI 1HPOPMAIIIT:

1. Pennikauyia — cunte3 novipnix monekyn JAHK, inentnunux matepuncekit JJHK
(AHK — JTHK).

2. Tpanckpunuia — cuntes3 Ha wmatpuii JJHK wmonexkyn PHK, nykneotumna
MOCIAOBHICTh SIKUX KOMIUIeMeHTapHa rneBHid auisHii matpuill (JJHK — PHK).
Ha JIHK-matpuisix yrBoprotothest Bci Tpu tuniu PHK — MPHK (maTpuyni, abo
iapopmariiiai), pPHK (pubocomanshi), TPHK (TpancmoptHi).

3. Tpancnayia — cunate3 O1IKIB, aMIHOKUCIIOTHA TIOCIIIOBHICTh SIKMX BU3HAYAETHCS
HykjeotuaHoro nociigoBaicTio MPHK (MPHK — 6imox).

Permikariis ckinagaeTbes 3 BEIMKOI KIJIBKOCTI IMOCHTIOBHUX €TAalliB, IO BKIIOYAIOTh
pO3Mi3HAaBaHHA TOYKHM (MICISI) TOYATKy peIUIiKaiii, po3IUIiTaHHs MOABIAHOI cripaii
matpuni JIHK ¥ yrpumyBaHHS 11 JaHIIOTIB Ha JAOCTATHIM BiJICTaH1 OJWH BiJl OJHOTO,
yTBOPEHHS (PparMeHTIB ISl 1HIIIAIT CHHTE3Y JOUYIPHIX JIAHIIOT1B, €JIOHTAlllF0 CUHTE3Y



(HapoIleHHS MOJIIHYKJICOTUIHOTO JIAHIFOTa) 1 HOTo TepMiHalli0, YTBOPEHHS HATUBHOI
koHpopmarri monekya JTHK.

I'en — ninsuka JIHK, Ha sxi1if 3anucana iHgopmaliis mpo NepBUHHY CTPYKTYpY O1JIKa,
[0 Ma€ BUIJISAJ MOCIHIJIOBHO PO3TAIIOBAHUX KOJOHIB. K0OOH — OAVHMIIS T€HETHUYHOI
iHpopMarlii, komOiHaIlig TppOX HykJIeoTH 1B y naHito3l JAHK, 3aBasku skii komyeTbes
MEeBHA AaMIHOKHCIIOTa, TOOTO TMOCIIJOBHICTh aMIHOKUCIOT Yy OUIKY 3aJ€XHUTh BIJ
MOCIIOBHOCTI a30THCcTUX OcHOB y JIHK.

JIist TpaHCKpUMIIi K MaTpUIsl BUKOPUCTOBYEThCS TUIbKKM ojuH janior JIHK.
TpanckpuOyethes He Bcs Mosiekyia JIHK, a nuie neBHa ginsHka (reH, 4u rpyria reHiB).
Tomy B JIHK € curHanbHi HyKJIEOTHJIHI TIOCIIIOBHOCTI, Kl BKa3ylOTh Ha MOYATOK Ta
KiHEellb JAUITHOK MOJICKYJIH, 110 IMiAJIAraloTh TPAHCKPHIILii (ITPOMOTOPHI 1 TepMiIHAJIbHI
nocnigoBHocti). Cnoyatky PHK momimepasa posmniznae mpomotopny auisaky JHK i
3B’s13yeTbest 3 Herwo. Jlanior PHK (MPHK) cuntesyethes y Hampsimky 5°-3°. CunHTes
nanmtora PHK npununsiersces, sk tinpku PHK-nonimepasa goxoauts 10 TepMiHaIbHOL
MOCJTIIOBHOCTI (CTOI-CUTHAITY).
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NpomoTop HKoayeansHa YacTHHa reHa TepmiHaTop
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Jlami, Ha etami OlocuHTe3y OlIKa (TpaHCIAIIT) BiAOYBAa€eThCS aKTUBAIlIS Ta BiAOIp
aminokucior. TPHK mocrauae HeoOXigHI aMIHOKHCJIOTH [JI0 Miclsl 30upaHHs
MOJTINENTUIHUX JIAHILIOTIB, 1 TakKUM YUMHOM BHKOHYE (YHKIIIO TpPaHCIAIIAHOTO
nocepenuuka. [lopsn 3 yHKITIEIO TOYHOTO pO3Mi3HaBaHHS BU3HAYeHOT0 Ko7oHy B MPHK
monekyna TPHK mocravae mo wiciigs CHMHTE3y NOJIMENTHIHOTO JAHIIOra CTPOTO
BU3HAYCHY aMiHOKHCIIOTY, 3amn(poBaHy 3a JOMIOMOTOI0 TaHOTO KOJIOHY.

TpaHcnopTHi PHK

OfuH KiHeup BMNi3HAE KOAOH B
m-PHK, iHWKIA— Hece
AMIHOKMCNOTY.
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pPHK pazom 3i cnenudigauMu 0171KaMu CTAaHOBJIATh OCHOBY CTPYKTYPH Ta (PYHKIII1
pubocoMm, B SIKMX B1IOYBAa€ThCS MPOIIEC TPAHCHALIT — OIOCHHTE3 MOJIMEHTUIHUX
JIAHIIIOTIB Ha OCHOBI KoY, 1110 noctaBiseTbes MPHK.

B xoxi Tpancasii BUALIAIOTE 3 asu:

1 — ¢a3za iniyiayii (MoYaTOK CUHTE3Y MOJIMENTHIY) — TOJIATAE B 00’ €JHAHHI TBOX
cybuacTok prbocom Ha Bu3zHaueH1d ainstHI MPHK;

2 — ¢aza enoneayii (MOAOBXKEHHS TENTHAY) BKIIOYA€ BCl peakilii BiJ MOMEHTY
YTBOPEHHS MEPIIOTo MENTHIHOTO 3B 3Ky /10 MPUETHAHHS OCTAHHBOT aMiHOKHCIIOTH;

— ¢aza mepminayii (3aBepIICHHS CHUHTE3y IMOJINENTHIY) — IIOB’s3aHa 3
po3nizHaBaHHsAM TepMiHaibHUX KomoHIB MPHK (VAA, YAI, VI'A). Ilpu nsomy
B1I0YBa€ThCS TIAPONITUYHE BIAIICTUICHHS CHHTE30BAHOTO TOJIMNENTUIY Bl KIHIIEBOI
TPHK, 3BinpHEHHS #ioro, a Takox kiHieBoi TPHK 1 MPHK Bix pubocomu 1 po3mnan ii Ha
TIB1 CyOUYaCTKH.
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