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MeTtab0:113M HYKJIETHOBUX KHCIIOT

1. TPABJIEHHA BIJIKIB

[lin BHOIMBOM KOMIUIEKCY TiAPOJITUYHUX (PEPMEHTIB MOJEKYJId OUIKIB 1%kl
PO3IICTUTIOIOTHCST IO aMIHOKHCIIOT, BTpayaloud TaKUM YMHOM CBOIO BHJIOBY 1 TKAaHUHHY
cnenuiuHICTh, 1 CTAaIOTh JOCTYIMHUMHU [JIsl KIITHHU. binbllla yacTHHA aMiHOKHCIIOT
BCMOKTYETBCS Yepe3 MEMOPAHH KIIITHH TOHKOTO KUIIKIBHUKA 1 HAJXOJUTh Y KPOB.

CknamgHi  OIKM  (HYKJIEONPOTEIHM, XPOMONPOTEIHM Ta 1H.)  CIIOYATKy
PO3IICTUTIOIOTHCS HA MPOCTHI O17I0K 1 MPOCTETUYHI rpynu (HYKJIETHOBI KHCJIOTH, TeM Ta
1H.).

IIpocTi OUIKK PO3MICTUIIOIOTHCS 10 aMIHOKHCIIOT, a MPOCTETHYHI T'PYIH, B CBOIO
4epry, MiJi BILIMBOM BiJIMOBITHUX (PEPMEHTIB PO3KIAAAIOTHCS HA MPOCTIII CIIOTYKH.

VY poToBIii MOPOKHKHI OLITKM 1K1 MiAJA0THCS TUIBKA MEXaHIuHIi 00po0I11l, TOMY IO

CJIMHA HE MICTUTh OPOTeomiTHYHUX (hepMeHTIB. [Iporiec XiMidHOTO MepeTBOPEHHS OUTKIB

IMOYMHAETHCA B HIJIYHKY.

TpasneHus OLIKIB V IUIVHKY

Tpasnenns 61JKiB BiIOyBa€ThCA B IMUIYHKY 1 KUIIEYHUKY. B MUTYHKY PO3IIEIUICHHIO
OUIKIB CIIPUSIOTH JIBAa YAHHUKHU:

1) npoTteonitTuuHi HepMeHTH;

2) KucIe cepeoBUIIE.

OcHoBHMM (epPMEHTOM IUTYHKa € TIeTNCHH, ONTHMaibHEe 3HadeHHs pH skoro
3HaXOAUThCS B Mexax 1,5-2,5. [lpu 3pocranni pH nis nencuny cnabmae, a mpu pH 5-6 -
BiH mpocto He aie. Kucne pH y HUTyHKY CTBOPIOETBHCS 3aBISKM COJSIHIA KuchoTi. BoHa

YTBOPIOETHCS B KIITHHAX IUTYHKOBHX 3aJI03 1 CEKPETY€EThCS B MOPOXKHUHY LUTYHKA, A€ ii
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KoHIeHTpauisa csarae 0,6 %. 3a paxyHOK IbOTO HUTYHKOBHH BMICT Mae 3HaueHHS pH y
mexax 1,5-2,5. ConsiHa KuclioTa B LUIYHKY CTHMYJIFOE€ IEPETBOPEHHS HEAKTUBHOIO
NENCMHOTEHY B aKTUBHUU TEINCHH, CTBOPIOE onTuMainbHe pH st Horo nii, BUKJIMKaE
HaOyxaHHS O1JIKIB.

[Tericun BUALISETHCS OCHOBHUMHM KIIITHHAMU 3aJ103 IITYHKA B HEAKTUBHIN hopMi, y
BUIISIIL TpopepMenTy (TonepeHuKa NeNCuHy) — mnencuHoreny. OcTaHHIN MijJ BILTMBOM
COJITHOI KHCJIOTH TIEPETBOPIOETHCS B AKTUBHHUM MPOTECOMITUYHHA (HEPMEHT — TICTICHH.
[lepeTBOpeHHsI TMENCUHOTEHY B TENCUH MOXE BiAOyBaTHCS 1 TMiJ BIUIMBOM CaMOT'O
MENCUHY, TOOTO, aBTOKATAJITUYHO.

Pi3HiI OUIKK PO3ILICITIOIOTHCS TEINCUHOM 3 HEOJIHAKOBOIO IIBUIKICTIO. 30BCIM HE
NEPETPABIIIOIOTHCS TIETICHHOM KEpaTHH, KojJareH. JIerko po3IeritoloThesl M'sI30B1 OUIKH
(MioreH, MiO3MH), a TAaKOX adbOyMIHM 1 r100yiHM. [lencuH rigpomizye nenTuaH1 3B'93KH,
YTBOPEHI KapOOKCUIILHUMHU IPYIIaMHU apOMAaTHUYHUX aMiHOKUCIOT ((heHiIananit, THPO3HH),
a TaKoX JICHIIMHY 1 TJIyTaMIHOBOI KHUCJIOTH. BUIKM %K1 B HUIyHKY PO3MICTUIIOIOTHCA J10
MOJINENTH/IIB 1 KOPOTKUX MEMTH/IIB.

TpasieHHs OUIKIB V KHIIIEYHUKY

TpaBHI COKHM KHIIEYHUKA MICTATh (PEPMEHTH MIJUUTYHKOBOI 3ajl03W 1 BIIACHE
kumeyHuka. [liamomyHkoBa 3alio3a  CeKpeTye (PEepMEeHTH: TPHIICHH, XIMOTPHUIICHH,
npoenactazy. Cik MiIUTYHKOBOI 3aJI03H sIBJIsie 00010 citabkonyxHy piauny (pH 7,2-7,8)
3aBASKUA BMICTY TIAPOKapOOHATy HATPIIO.

Hisi TpurncuHy crOpsiMOBaHa Ha TENTUAHI 3B'S3KH, yTBOPEHI KapOOKCUIHLHUMU
rpynaMu JIy)KHUX aMIHOKHUCIIOT (apriHiH, JII3WH) Ta aMIHOTPyNaMH I1HIIUX aMIHOKHUCIOT,
XIMOTPHUIICUH NIEPEBAKHO T1IPOJII3YE Ti MENTUIHI 3B'SI3KU, SIKI YTBOPEHI KAPOOKCUILHUMU
rpynaMyd  apoOMaTUYHUX aMIHOKHUCIOT (TUpo3uH, (deHuanaHiH, TpuntodaH) U
aMIHOTpylamMu IHIIUX amiHOKuciaoT. DepMeHT enacta3a Mae€ MUpHIy CyOCTpaTHy
cHelu(ivyHICTb, ajle HaWKpalle TiApoJi3ye MEeNTUIHI 3B'S3KH, 110 YTBOPEHI TIIILKHOM,
CEpPUHOM, aJaHIHOM Ta MPOJIIHOM.

VY TpaBieHHl OUIKIB y TOHKOMY KHIIEYHUKY aKTHUBHA Yy4YacTb HAJEXKUTh 1
KapOOKCHUIIETITHa3aM, IO CHHTE3yIOThCS B MIJUUIYHKOBIM 3a/1031 W aKTHUBYIOTHCS

TpUTNICUHOM. BOHM BIIIETIIIOOTH Bij noJinenTuAiB C-KiHIEeB1 aMiHOKHUCIIOTH.
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3aBepIIyoTh TIAPOTITUYHE PO3MIEIIICHHS OUIKIB 10 aMIHOKUCIIOT JUTICNITUIA3H, K1
PO3IICILIIOIOTh OKPEeMi JUIENTUIU. Y MeMOpaHHOMY TpaBJCHHI MENTUAIB OepyTh y4acThb
dbepMeHTH ex3onenTuaazu (KapOOKCUTICIITH 1a31, aMIHOTICTITH1a31) 1 TUTICTITH/Ia3H.
HemneperpaBneni OinkM Ta aMIHOKHUCIOTH, SKi HE BCMOKTAIHCS, HAIXOISATh Y
TOBCTHM KHUIIIEYHUK, JI€ MijJ BILIUBOM (PEepMEHTIB MiKpO(DJIOpH YTBOPIOIOTH MPOIYKTH, HE
XapaKTepHI sl 0OMIHY aMiHOKHUCIIOT B OpraHi3Mi JIIOJIMHM 1 HaBITh OTpYHHI. L{ei mpoiiec
Ha3UBAETHCSI THUTTSAM OLIKIB.

]_IY)KC TOKCUYHUMH IIPOAYKTAMH € KaJIdBCPHUH, IMYTPCCIIMH 1 arMaTuH IICPCBAXXHO

YTBOPIOIOTbCSL TpPH THUTTI Tpymna (TpymHi oTpytu). Ilpum posmami CipKOBMICHHUX
aAMIHOKHCJIOT METIOHIHY 1 IUCTETHY B KUIIEYHUKY YTBOPIOIOThCS Ta3u, cipkoBojaeHb (H,S)
1 metunmepkantad (CH3SH).

depMEHTH MIKPOOPraHi3MiB KaTali3yloTh TaKOX po3MaJl OOKOBHX JIAHIIIOTIB
TpunTodady 1 TUPO3UHY 3 YTBOPEHHSIM TOKCHUYHUX MPOAYKTIB — Kpe3ody 1 (eHomy,
CKaToJy ¥ 1HJ0ITy.

HeBenmki KiTBKOCTI IIUX PEYOBUH BCMOKTYIOTHCSL Y TOBCTY KHUIIKY, MTOTPAIISIOTH Y
NEYIHKY, /1€ 3HELIKO/KYIOThCS, IEPETBOPIOIOYNCH Y HETOKCUYHI BOJOPO3UMHHI CHOIYKH,
SIK1 BUBOJATHCS 13 CEUEIO.

BcMOKTYBaHHS OPOAYKTIB PO3IIEIJIEHHS O1IKIB

AMIHOKHUCIIOTH HIBUAKO BCMOKTYIOTHCS B MIKPOBOPCHMHKAaxX TOHKOTO KHIIIEYHHUKA.
Ane mnpu HasSBHOCTI (PYKTO3M 1 TajakTO3M BCMOKTYBaHHSI 1X CHOBUIBHIOETHCS.
BcMmokTyBaHHST aMiHOKHMCIOT — AaKTUBHHMM miporiec 1 BuMmarae eHeprii ATd, 3a
MEXaHI3MOM TOJI0HE 10 BCMOKTYBAHHS TJIIOKO3M 1 TOMY 3aJ€XKHUTh BiJ TPAHCIOPTY B
KJIITUHU HATPiIO.

BcMmokTyBaHHST  aMIHOKHCIIOT — 3AIMCHIOETBCA 32 JIONIOMOTOIO  CHEI[abHUX
TPAHCIOPTHUX  CUCTEM. TpaHCHOPT  aMIHOKHCIOT, MOAIOHO [0  TPaHCIOPTY
MOHOCaXapuAiB, € BTOPUHHUM aKTHUBHUM 1 JUIsl MOTO 3A1MCHEHHS HEOOXITHUUN Tpagi€HT
ioniB Na®, mo ctBoproetscst Na*, K'-AT®-a3010 MeMOpaHu emiTeNilo KUIIeYHuKa. IcHye
JeK1IbKa MEPEHOCHUKIB JIJISI aMiHOKHCIIOT.

2. METABOJII3M AMIHOKUNCIJIOT

B opramax 1 TkaHMHAxX 3HAXOIUTHCS HEBelMKa KuUTbKicTh BUIbHHX AK. Ilicis

BCMOKTYBaHHSI aMIHOKHCJIOTH TOTPAIUISIOTh Yepe3 MOpPTajIbHy CHCTEMY B MEUIHKY, SIKA €
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TOJIOBHUM OpPTaHOM OOMIHY aMiHOKHCIOT B opraHi3mi. [lepudepuyni TKaHUHU 3 PI3HOIO
€(EeKTUBHICTIO OTJIMHAIOTH ITUPKYJIIOI0Yl B KPOBI aMiHOKUCTIOTU. KpiM aMiHOKHCIIOT 1%,
(GoH/ BUIbHUX aMiHOKHCIIOT B OpraHi3Mi MOMOBHIOETHCS 33 PaXyHOK pO3Maly TKAHUHHUX
OINKIB 1 CHHTE3y 3aMIHHMX aMIHOKHCJIOT. TKaHWUHHI OIIKH  TiIpOJi3YIOThCS
IPOTEOJITUYHUMH (epMEHTaMU-KaTelICHHAMK (TMIENTUATApoIa3aMu), SKi JIOKaJIi30BaHi,
TOJIOBHUM YHHOM, y Ji30COMax KIITHUH. 3arajibHa KUIbKICTh BUIBHMX aMIHOKHCIIOT B
oprasi3mi moauan ckianae 6im3pko 30 T (M 9ac TpaBICHHS BMICT 1X 3HAYHO 3pPOCTAE).
AMIHOKHCIIOTH BUKOPUCTOBYIOTHCS JaJli B TAKUX HAMPSIMKAX:

1) cuHTE3 OLIKIB;

2) CUHTE3 MEeNTHU/IIB,;

3) yTBOpEHHS pI3HOMAHITHUX HHU3bKOMOJCKYSIPHUX a30TOBMICHHUX PEYOBHH-
OlOr€HHUX aMiHIB, MYpPHUHIB, HIPUMIAUHIB, KpEaTUHY, XOJIHY, TaypuHY, THUPOKCHUHY,
nop(ipuHiB TOIIO,

4) po3UICIUICHHS 10 KIHIIEBUX MPOJIYKTIB;

5) nepeTBOPEHHA y BYIJI€BOAM YU JIIIIAH.

Cunre3 1 po3naj OUIKIB B OpraHi3Mi JIOPOCJOi JIFOAWHHU BiJJOYBaIOThCS 3 PIBHOIO
mBUIKICTIO. Tak, y 1opocioi atoauau Macoro 70 Kr 3a 100y CUHTE3YEThCA 1 PO3MAJAETHCA
o6muspko 400 r Ounka. L1 maHi cBig4aTh MpO BUCOKY MIBUAKICTH OHOBJIEHHS OUIKIB Tija.
O4eBuHO, 110 301IBIICHHS CyMAapHOI KUIBKOCTI O1JIKIB MPU POCTI OPraHi3My 4d B MPOIIEC]
BU3IOPOBJICHHS BIIOYBAETHCS 32 PAXYHOK OUIKIB TXKi.

3a paxyHOK OKHCHEHHsI aMIHOKHUCIIOT TokpuBaeThes 10-15% motpedbu opranizmy B
eHeprii. OKUCHIOBAJIbHE PO3IICTIJICHHSI aMIHOKHUCIIOT 3pOCTA€ MPHU MEePEBAXXHO OLTKOBOMY
XapyyBaHHI, FOJIOAYBAaHHI Ta LyKpoBOoMY aAiaderi. Ha moyaTkoBiil cTajili OKMCHIOBAILHOTO
po3Maay aMiHOKKCIOTH BTPadalOTh CBOI aMiHOTpynu y ¢opmi amiaky, SKUH B OpraHi3Mi
JIOJIMHU W16 Ha CUHTE3 CEYOBWHHU, [0 BUBOIUTHLCS 3 CEYCH0. BimIIenieHHs aMiHOTPYITH
BiJl aMiHOKHUCJIOT TIPU3BOJUTH IO YTBOPEHHS O-KETOKHUCIIOT, K1 MOTIM OKUCHIOIOTHCS JI0
CO; 1 H;O. 0-KEeTOKUCIOTH TaKOX MOKYTh IEPETBOPIOBATUCH Y BYTJICBOIA UM JIIITIIH.

Jlezaminysanns amiHOKUCIOmM

JlezamiHyBaHHS aMIHOKHUCIIOT — 1I€ TPOIEC BUIMIEIJICHHS aMIHOTPYIU  BiJl

aMIHOKHCJIOTH 3 YTBOPEHHSIM MOJEKYJIH amiaky. Po3pi3HsOTh JAeKiIbKa THIIB

Jie3aMiHYBaHHS: BIJIHOBHE, OKHCHIOBAJbHE, TIIPOJITHYHE 1 BHYTPIIIHHOMOJEKYJISIPHE.
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Tun nezamiHyBaHHS aMIHOKHCIIOT 3aJIeKUTh BiJ YMOB 1 BUAY oprasizmiB. B opranizmi
JIOAVHYU BIJIHOBHOTO J€3aMIHyBaHHS 3a3HAIOTh AMIHOKHCIIOTH B TPAaBHOMY TPaKTi IMiJ
BIUIUBOM MIKpO(JIOpH KHUIIIEUHHUKA. Y TKAaHWUHAX JIIOAWMHU BiIOYBA€THCS  TUIBKH
OKHCHIOBaJIbHE J€3aMIHYBaHHA. KpIM aMiaKy B IIMX PEaKIisfX MOXYTb YTBOPIOBATHCS
0€3a30TUCTI PEUOBMHM: HacHMueHa ab0 HEHacW4yeHa >KUpPHA KHCJIOTa, KeTo- abo
OKCHKHCIIOTA, 110 3aJISKUTh BiJl BUAY JI€3aMiHyBaHHI.
VY BUIIMX TBApUH OCHOBHUM IIUISIXOM € OKHCHIOBAJIbHE JI€3aMiHYBaHHS, IIPH SIKOMY,

KpIM amiaky, yTBOPIOETBHCS (i-KETOKHUCIIOTA.
R_CI:H —COOH -2H R—(if—COOH ﬂ)» R—CliH—COOH+NH3
NH, NH o

OkHCHIOBAJIbHE  J€3aMIHYBAaHHS  IJyTaMiHOBOI ~ KHUCJIOTHM  BIJOYBAa€ThCs B
MITOXOH/IPifIX TIEYiHKM (2 TAaKO iHIIMX OpraHiB) 3 yTBopeHHsM amiaky, HAJITH+H" i o-
KETOTJIYTapOBOi KUCIIOTH, IKa MOXE OyTH BUKOPHMCTaHAa y LMKl JIUMOHHOI KUCIOTH. Lls
peaxilisi € OCHOBHUM JXKEPEJIOM aMiaKy B OpraHi3Mi JIFOJIUHU.

Tpancaminyeanus (nepeaminy6amnis)

TpancamiHyBaHHSI — LI€ MPOLIEC MEPEHECEHHsI aMIHOTPYyNU 3 aMIHOKHCIIOTH Ha O-
KETOKHUCJIOTY 0€3 MPOMI)KHOTO YTBOPEHHS amiaky, B PE3yJIbTAaTi YOr0 YTBOPIOETHCS HOBA
KETOKHMCJIOTa 1 HOBAa aMIHOKHCIIOTA.

VY xoxi peakuii TpaHCaMiHyBaHHSI aMiHOTPYIa BiJl (.-aMiHOKHCIIOTU MEPEHOCUTHCS
Ha 0 -KETOKUCJIOTY, 1110 MPU3BOJUTH 10 YTBOPEHHS HOBOI 0-KETOKUCIOTH (YTBOPIOETHCS 13
BUXIJHOI 0-aMIHOKHCJIOTH) 1 HOBOI 0-aMiHOKUCIOTH (YTBOPIOETHCS 13 BUXIAHOI 0-
KETOKHUCIOTH). Ll peakuis € 3BOPOTHOIO, 1 HANpSIMOK IEPETBOPEHHS 3aJIEKUTh BiJl
KOHIIEHTpaIli cyOcTpariB. Maike y BCIX peakiiix TpaHCaMiHyBaHHsS OEpyTh Y4acTh
riiyTamaT 1 BIAMOBIIHUN HOMY 0-KETOTIyTapar:

0i-aMIHOKHCJIOTA + 0-KETOTJIyTapaT <> 0-KETOKUCIIOTa + TiTyTamaT

@depMeHTH, IO  KaTali3ylOThb  NIPOLEC  TpaHCaAMiHYBaHHS,  HA3MBAIOTHCS
aMiHOTpaHc(epazaMu, abo TpaHCaMiHA3AMH.

PeanvHoro nesaminyBaHHs (BIAMICTICHHS aMiaKy) B PEaKIlisgX TpaHCaMiHYBaHHS HE
B1IOYBA€ThCS, OCKUIBKH J1€3aMIHYBaHHS 0-aMIHOKHCJIOTH CYIIPOBO/IKYETHCSI aMIHYBaHHSIM
0.-KETOTIYyTapoBOi KUCIOTH. TakuM YMHOM, aMIHOTPYIIU BiJ PI3HUX KHUCIIOT 30UpaIOThCs y

dopmi rayramary. Ilig 1i€l0 BHCOKOAKTHBHOI TJIyTaMaTIEriAporeHa3y Bil0yBa€eThCs
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peasibHe J1e3aMiHyBaHHs IIyTaMaTy 13 BUAUIEHHSAM amiaky. [loeqHaHHsA TpaHcaMiHyBaHHS
3 OKHCHIOBAJILHUM JI€3aMiHYBAHHSAM TJyTamaTy HA3WBAIOTh HEMPSMHUM J€3aMiHyBaHHSIM
aMIHOKHUCJIOT (TpaHce3aMiHyBaHHAM). TakuM HMUISXOM Pi3HI aMiHOKHCIIOTH BCTYIIAIOTh Y
peakiriro katabomi3My 3 YTBOPEHHSIM 0-KETOKHCIOTH, BimHOBIeHOTO HAI 1 amiaky. I1Imsax
a-KETOKUCIIOTH M aMiaKy pO3IJISIIA€ThCs Jajl.

TpancamiHyBaHHS 1 OKHCHIOBaJIbHE JE€3aMIHYBaHHS TIIyTamaTy, SIK 3a3Ha4yalioch
BHUIIE, € 3BOPOTHUMH Tporiecamu. lle 3abe3nedye MOXKIMBICTb CHHTE3Y aMiHOKHCIOT 13
BIIMOBIAHUX  O-KETOKUCJIOT 1 amiaky. IloeqHaHHS BIJHOBHOTO aMiHYBaHHS — O-
KeTorIyTapary 3 TpaHCaMiHyBaHHSM Ha3WBAaIOTh TpPaHCpEaMiHyBaHHsIM. B opranizmi
JIOJAWHU UM [UIIXOM CHHTE3YIOThCS 3aMiHHI aMIHOKHCIIOTH, BIJMOBIAHI SKUM O-
KETOKHUCIIOTH YTBOPIOIOTHCS 13 BYTJIEBOMAIB. 30KpeMa, ajlaHIH 1 acrmapTaT CUHTE3YIOThCS B
pe3ynbTaTi TpaHCaMiHYBAaHHS BIJIOBIIHO 13 MIPYyBaTy il OKcanoalerary.

Jlexapboxcunio8ants amiHOKUCIOM.

JlekapOOKCHITIOBaHHS aMIHOKHUCIIOT TIOJISITAE y BIAMICTUICHH] TIOKCHY BYTJICIIO Bij
MOJIEKYJIM aMIHOKHCJIOTH 3 YTBOPEHHSM aMiHIB (010T€HHUX aMiHiB), OUIBIIICTh 3 SIKMX €
010JI0T1YHO aKTUBHUMU CHIOJyKaMu. JlekapOOKCUITIOBaHHS 3a3HAIOTH SIK alipaTU4Hi, TaK 1
IUKIIYHI aMIHOKUCJIOTH; Y CeUl JIFOIMHU 3HaIeHO OJIM3bKO COpoKa O10r€eHHUX aMiHiB.

JlexapOOKWITIOBaHHS aMIHOKHUCIIOT Bi1IOyBa€eThCs 3 ydacTio aekapOokcuias. Lli
depmenTn, sK 1 aMiHoTpaHcdepasd, MICTATh Y SKOCTI MPOCTETUYHOI TPYIMH
nipugokcanbpocpar. MexaHi3M peakiii BKIOYAE YTBOPEHHS MPOMIKHOTO KOMILIEKCY
MK aMIHOKUCIIOTOIO 1 mipujokcanbhochaTom (mudoBi OCHOBU) 3 HACTYITHUM PO3PHUBOM
3B's13Ky C-COOH 1 3ButbHEHHSIM CO).

3acanvui winaxu memaobonizmMy 8yeleyesux CKelemieé AMIHOKUCIOM 8 Op2aHi3MI.
I nokozenni ma kemozenHi AMIHOKUCIOMU.

Karabomni3M BCiX aMIHOKUCIIOT 3BOAUTHCS JO YTBOPEHHS IIECTH CHOJYK, K1 3T010M
BCTYNAalOTh y 3arajbHUN NUISIX OOMiHY, 1e — mipyBar, anetuii-KoA, o-kKeroriyrapar,
cykunHu-KoA, ¢pymapar, okcanoanerar .

VY pe3ynbTaTi NpAMOro W HENpSMOro Je3aMIHYBaHHS aMIHOKHCIOT YTBOPIOIOTHCA,
K TIOKa3aHO BHWINE, O-KETOKHCIOTH. OKHUCHEHHsSI OCTaHHIX i7Ie¢ 4epe3 IUKI JMMOHHOI
KUCIOTH. JI7Is KOXHOI aMiHOKHCJIOTH ICHY€ CHEUM(PIYHUN MIISAX pO3IIETIICHHS

ByrieneBoro ckenera. I xou mius 20 amiHOKHCIOT € 20 pi3HUX KaTaOOJIIYHHUX IUISAXIB, B
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OCTAaTOYHOMY MIJCYMKY BOHU 3JUBAIOTHCA W YTBOPIOIOTH M'ATH MPOIYKTIB (aueTmi-KoA,
o-KeTorayTapaT, cykumHiI-KoA, okcamoarerar i (pymapar), 10 BKJIIOYAIOTHCS B ITHKJII
JUMOHHOI KHCJIOTH 1 3ropsitoTh TaMm 10 CO, 1 H,O. Takum 4MHOM aMiHOKHCIIOTH BHOCSTh
CBIi BKJIQJ y 3arajibHE 3a0€3MeUeHHS OpraHi3My €HEpPTi€ro.

Tigpku 17 JEKUIBKOX aMIHOKHCIIOT BTpaTa aMiHOTPYNH BiJipazy Ja€ MPOMIKHI
OPOAYKTH LMKTY. [l 1HIIMX aMIHOKHUCIOT NUISAXW Jerpajanii BYyTJeleBOro cKeiera
BKJIIOYAIOTh JIEKIJIbKa (DEPMEHTATUBHUX PEAKIIii, a B Psi/ii BUMAIKIB KaTaOOMIUYHUHN IIISAX
JIOCUTh CKJIQJIHUM.

Byrnenesi ckenetd aMiHOKHCIOT MOXYTh TaKOK MEPETBOPIOBATHCS y BYTJICBOJIH,
KUPHI KACJIOTH, KETOHOBI TUIA. PO3PI3HAIOTE enikoeenni i kemozenHni aMiHOKUCIOTU. J1o
IJIIKOTEHHUX aMIHOKUCIIOT BIAHOCATSH Ti, 3 IKMX YTBOPIOIOThCS IMIPYBAT, OKCAJ0AlETaT, o.-
KeTorayTapar, CyKuuHiI-KoA 1 ¢pymapaT, OCKUIbKH MIPYBaT 1 OKcajgoareTaT € BUXITHUMHU
cyOcTpaTaMu TIIOKOHEOT€HE3y, a O-KeToriyrapar, cykiuuHii-KoA 1 ¢gymapar y xomui
[UKJIY Jal0Th OKcajoaneTar. I3 mecT aMiHOKUCIIOT, K1 PO3MaJaloThCs 0 alleToaleThI-
KoA 1 anernn-KoA MOXyTb yTBOPIOBATUCh KETOHOBI Tila, TOMY iX BUAUISIIOTH Yy TPYILY
keroreHHuX. Cepell HUX BUKIIOYHO KETOT€HHUMH aMIHOKHCIIOTaMM € JIEWLHUH 1 JII3HH, a
1HOIl OJHOYACHO HAaJekaTh J0 000X TIpyI, OCKUIBKM YacTHUHA BYIJICLIEBUX aTOMIB iX
MOJIEKYJIU TIePEXOUTh y TMOMEPEAHUKH TIJIIOKO3H, a Apyra 4yactuHa — B aneTui-KoA
3a3Ha4ynMMoO, 1110 TJIIKOT€HHI aMiHOKHCIIOTH MOXKYTh TMEPETBOPIOBATHCH Y MIpyBaT, KU
IpU OKUCHIOBAJIbHOMY J€KapOOKCWIOBaHHI JAacTh aneTwi-KoA. Takum uyuHOM,
TJIIKOT€HHI aMIHOKHMCIIOTH MOXYTh IEPETBOPIOBATUCH SIK y BYIVIEBOJIU, TaK 1 B KUPHI

KHCJIOTA ¥ KETOHOBI T1j1a

3. CUHTES3 BUJIKIB

biocunTe3 615kiB BiAOYBAETHCS y LUTOIUIA3M1 KIITHHUA Ha CHELIaIbHUX OpraHenax
— pubocomax. Koxkna pubocoMa Mae BeIMKY 1 Mally CyOOAMHMIN, SIKI BiAIrparoTh
BAXJIMBY pOJIb Ha PI3HUX eramax OlocuHTe3y OulkiB. OCHOBHA poJib Yy BCTAHOBJICHHI
CTPYKTYypH cuHTe30BaHux O1KiB HanexuTh JJHK. TlocmimoBHICTE aMiHOKHCIIOT B O1IKOBiH
MOJIEKYJIl BHM3HAYa€ThCsl MOCHIOBHICTIO HykieoTuAiB B Mojekym JHK. Koxna
aMIHOKHCJIOTa BU3HAYAETHCSI TPhOMA  PO3TAILIOBAHUMH  TOPST  HYKJIEOTHAAMU

(Tpureramu) - kogoHamu. Yotupu Hykineotuau (A — aneHid, I' — ryanin, T — tumin, 1 —
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IUTO3MH), Akl BxojATh 10 ckiany JHK, moxyTs yTBOproBatu 64 pi3HHX TPHILIETH, 1
3akoyBaTH 2(0) aMiHOKHUCIIOT.
Cama JIHK Ge3mocepeanboi yuacTi y CUHTE31 OLIKIB He Oepe.

BiocuHTE3 O1JIKA IPOXOIUTE V 4 eTarmu.

I eran. Tpanckpuriiiss — nepeaaya iHGopMmarlii mpo CTpykTypy Oinka 3 mosexkynu JJHK

Ha [IPHK. Oco6auBuii pepment PHK-nomimepasa, npocyBatouncek no monekyini JJHK, 3a
MPUHIIMIIOM KOMILJIEMEHTApHOCTI MiAOMpae HYKJICOTHIU 1 3’€AHY€ iX B OJWH JIAHIJIOT.
Hinsuka JIHK (ren abo rpyna rexiB) € marpuieto s BianosigHoi iPHK. Ha mouarky
KOXKHOI TPYNU TEHIB € CBOEPINHUN MOcaaoyHuii Maimanuuk ans ¢epmenty PHK-
noiiMmepasu — mnpomortop. Tuibku mnpuennaBmmch a0 Hei, PHK-momimepasa 3matha
nouatu cunte3 1IPHK. ¥V kinmi rpynu reniB PHK-nomnimepasa 3ycrpidae cTom-curHain —
TepMiHATOp (y BUIJISAAlI MEBHOI IOCHIIOBHOCTI HYKJIEOTHAIB), SKHI CUTHaII3ye IIPO
INPUINIMHEHHS npolecy TpaHckpunuii. Cunre3osani Monekynu 1IPHK nepexonsts 13 siapa B
nuToriazmy, a JIHK BiTHOBITIOE CBOIO CTPYKTYPY.

Il eran. AxrtuBaiis amiHokucior. lledl mnpouec BigOyBaeThCcs B IIUTOILIA3MI.

AKTHUBOBaHI MOJIGKYJIM aMIHOKHUCIOT 3’€IHYIOThCS 3 BIANOBIIHUMH MOJIEKYyJaMH
tpancnoptHux PHK. V monekym TPHK € nBi BakiuB1 AUISIHKY: aKLIENTOPHA JUISHKA, 10
SIKO1 TIPUKPITUTFOETHCS BIMOBIIHA aMIHOKHMCIIOTA, aHTUKOJOH — TPHUILIET HYKJICOTH/IIB,
aKui koMruiemMeHTapHui kogony IPHK naHoi amiHOKMCIOTH. AKTMBOBaHI aMiHOKHCIIOTH,
cnosyueri 3 TPHK, Hanxonars 1o pubocom.

III eran. TpaHcadAllis — CHHTE3 TNOJNIMENTUIHUX JaHIIOTIB. BinOyBaeThesa Tak:

Mosekyna 1IPHK pyxaeTbcst Mk nBoMa CyOOAMHHUIISIMU PUOOCOM, 1 JO HET MOCHIAOBHO
npueanyotbess modekynan TPHK 3 aminokucnoramu. [lpw mpomy 3a npuUHIMIIOM
koMmriemeHnTapHocti komonu IPHK Bcrymarote y 3B’s30k 3 antukomonamu TPHK.
[locninoBHICTH poO3TallyBaHHS aMIHOKUCIOT TMpPU I1[bOMY BHM3HAYAEThCS TMOPSIKOM
yepryBanHs TpurieTiB 'y moiekyii [PHK. Tlpo 3aBeprieHHs cuUHTE3y MOJIMENTHIHOTO
naHirora cur"amizye tepminytounii kogon iPHK (YAA, YAIL, YT'A). Ilpomec cunTesy
MOJIEKYJM Olnka mnoTpedye BenuMKUX BHUTpaT eHeprii. Ha cmoaydeHHs KOXKHOT
aminokucyot 3 TPHK BuTpadaerscs eneprist asox mosnekyn AT®. Kpim Toro, eHepris e

nBox mosekysn AT® notpiOHa st nepecyBanusa pudocomu no [IPHK.
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Cunre3 omHoro Oinmka TpuBae Bim 20 go 560 cexyHa. Ajne I MBHUAKICTH Oyne

MiIBUINEHA,  AKIIO  CHHTE3  MOJINENTUAHOTO  JIAHIIOTa  BimOynmeTbess — Ha

noTipud0oCcOMaIbHOMY KOMITIEKC1 (ImojicomMl) — cKymueHHi pubocoM (1o 80 it Oinblie),

Kou BoHU 00’ eqHani ogHieto [PHK B rpymy.

IV eran. YTBopeHHsI BTOPUHHOI 1 TPETUHHOI CTPYKTYp O11K0BOT MoJiekyiu. Lleit etan

3,[[iI>iCHI-O€TBC5I B HI/ITOHJIaSMi IUBIXOM  CKPYYYBAHHA, 3TOPTAHHA HOHiHGHTHI{HOFO

nanimora. [1oTiM 10 HBOTO MPUENHYIOTHCS PI3HI OpPraHiuHI MOJIGKYJIHM — BYIJICBOJH,

}KI/Ile KHCJIOTH TOIIO.

Etanu 6iocunTte3y Oinka

Eranu XapakTepucTrKa

[. Tpanckpunuia | Ilepenaua iHdopmanii mpo cTpykTypy Ouika 3 mosiekyau JITHK na IPHK.

Jlinsuka JIHK € matpuniero juis Bignosigaoi IPHK.

CunreszoBani monekynu IPHK mepexonsats 13 siapa B muroruiasMy, a

JIHK BiJTHOBIIOE CBOIO CTPYKTYPY

[I.AxTHBaIs BinOyBaeTbcs B muTOmIIaZMi. AKTHBOBAaHI MOJEKYIM aMIHOKUCIIOT]

AMIHOKHCIIOT 3’e€qHYIOThCS 3 BiAnoBigHMMHU Mosekynamu TPHK. ¥V monekyni TPHK e aBi

TIJISTHKH: aKIIENTOPHA, JI0 SKO1 MPHUKPITIIIOETHCS BIIMOBIAHA aMIHOKHUCIIOTA,
Ta JUISHKA, 110 MICTUTh AHTUKOJAOH — TPHUIUIET HYKJIEOTU[IIB, SKUU
koMmriemeHnTapauii kogony IPHK  manoi  aminokucnorn. AKTHBOBaH]

aMiHOKuca0TH, ciosrydeHi 3 TPHK, nHaaxoasate 1o pubocom

[11. Tpaucsiis CuHTE3 MOMINENTUIHUX JIAHIIOTIB.

Monexyna IPHK pyxaerbcst Mk nBoma cyOOIMHULISAMH pUOOCOM, 0
HEel MOCHIOBHO MpHenHytoThes: Mosiekynu TPHK 3 aminokucinoramu. 3a)
MpUHITMTIOM KoMmruieMeHTapHocTi kojgoHu IPHK BcTymaroTh y 3B’s30K 3

anTnkonoHamu TPHK.

[Ipo 3aBepiieHHs cUHTE3y cuUTHami3ye TepMminytounii koaoH [PHK

(VAA, VAT, YTA)
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[V.YTBOpEHH
BTOPUHHOI
TPETUHHOT
CTPYKTYD
011KOBOT

MOJIEKYJIN

3MICHIOETBCS B IUTOIUIA3Mi TUIIXOM CKPYYyBaHHS, 3TOpPTaHHS
imoyinenTtuaHOTO JaHIfora. [loTiM 0 HROTO MPUETHYIOTHCS OpTaHIYHI
MOJICKYJIH — BYTJICBOJIM, KUPHI KUCIIOTH ToIo. Llei mporiec BinOyBaeThCs

B EIIC ta xomruiekci ['oypmK1

[le#t mnpomec mnpoxomuth B EIIC Ta xommiekci [ompmki 1 Ha3WBaeThCA

MOCTTPAHCIIAIMHIME MOTUDIKAITISIMH.

Cunre3 OUIKIB y KJIITHHI BIIOYBa€eThCs B iHTEpPa3si.

CTpyKTypHu Ta pEUOBHHH, 1110 OEPYTh Y4acTh Y O10CHHTE31

JAHK 30epirae iHpOpMALIiO PO MEPBUHHY CTPYKTYpY OljKa
IPHK Komiroe cnagkoBy iHbopmarito 3 auisHku moJekynn JJHK-rena i
MEPEHOCUTH ii 10 MiCIlsl 30MpaHHs MOJINEeNTHAA
TPHK [Ipuennye aMiHOKHUCIOTH 1 IEPEHOCUTH 1X B pUOOCOMU
pPHK CrtpykTypHa OCHOBa pruboCOM
depMeHTH biokaranizatopu
AMIHOKHUCIIO _
Monomepu O11Ka
TH
ATO® Enepronociii
Pubocomu binkoBo-cuHTe3ytounii anmapat. YtBoptoe Ha IPHK nonipubocomu

4. METABOJII3M AMIAKY. CUHTE3 CEHOBMHU
IDicepena ymeopenns amiaxy. KaraboiizM aMiHOKHCJIOT Y TKaHWHAX MPOXOJHTH

NOCTIMHO 31 mBHIKCTIO Mpubau3Ho 100 r/no0y y pe3ysbTari 4oro 3BUIBHAETHCS aMiak,

KOHIICHTpAIlisl AKOT0 Y KpoBi cTaHOBUTH 0,4 — 0,7 mr/a (25 — 40 MKkMOIIB/11).

OCHOBHUMHU JKEpEJIaMU aMiaKy B OpraHi3Mi €:
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1. JlezamiHyBaHHS aMiHOKUCIIOT ( HEMPsIME, OKHCHIOBAJIbHE);
2. OxucHIOBaJIbHE  JIe3aMiHyBaHHS OlOTeHHUX amiHiB  (TicTaMiHy,

CEpPOTOHIHY TOIIO);

3. JlezaMiHyBaHHS IypUHOBUX OCHOB (TyaHIHY 1 aJieHIHY);
4, Jle3amiHyBaHHS aMiJliB aMIHOKHUCJIOT (acmapariny 1 IIyTaMminy);.
5. Po3naja mipuMiIMHOBUX OCHOB (yparuiy, TAMIHY, IUTO3UHY).

OCHOBHMM Y KIJIbKICHOMY BiJTHOIIIEHH1 JPKEPEJIOM HAKOTIMUYEHHS amiaKy B OpraHi3mi
JIOJIMHU € OKHUCHIOBAJIbHE J€3aMiHYBaHHsS aMIHOKHCJIOT, TOOTO O1JIKOBHMM KaTabomi3M:
a30T CEUOBMHU — KIHIIEBOTO a30TOBMICHOTO MPOAYKTY Aerpajailii O1IKiB — CTaHOBUTH
pu6an3Ho 90 % BCHOTO a30TY, 110 EKCKPETYETHCH.

JlonaTKOBUMH  JDKEpelaMH E€HIOICHHOIO amiaky € peakiii Je3aMiHyBaHHS
OlOreHHUX aMiHIB, a30THCTUX OCHOB, SIKI YTBOPIOIOTHCA MpU KaTaOodi3MI HYKJICOTHIIB.
3HayHa KUJIBKICTh BUILHOTO aMiaKy MOCTYIA€ Y KPOB 13 CUCTEMH BOPITHOI BEHU BHACIIIOK
HOro yTBOPEHHS MpU KaTaboOJi3Ml a30TOBMICHMX Ol0OpraHIYHUX CHOJYK (OCHOBHUM
YUHOM, OLJIKIB MPOAYKTIB XapUyBaHHs) KUIIKOBUMH OaKTEPIIMH.

OCHOBHMM J)KEpEJOM YTBOPEHHsI aMmiaKy B TKaHHMHI TOJIOBHOTO MO3KY € peaKIlis
rigpoaitTuuHoro ae3aMminyBaHHs AM® no iHo3uaMoHodochaty (IMD), mo kaTamizyeTbes

(hepMEHTOM adeHO3UHOE3AMIHA3010.
AM® + H,O0 ——>»IM® + NH;

AMiak, SIKWi BUBUIBHSIETHCS, 3HEITKOIKYETHCSI B PE3YJIbTATI 21YMAMIHCUHMEMA3HOT
peaxyii, yTBOPIOIOUHU 3 TIIyTaMaty 21ymamiH, SIKUid BABOJUTHCS 3 TOJOBHOTO MO3KY.

AMiaKk € TOKCHYHOIO PEUOBHHOIO, OCOOIMBO HEOE3MEUHOIO JIsi TOJOBHOTO MO3KY.
HanMmipHe HakomuyeHHST B OpraHi3Mi amiaky CIIOCTEPITaeTbcsl MpPU  MOPYIIECHHI
CEYOBHHOYTBOPIOBAILHOT (DYHKIIT MediHKU (BIpyCHI Ta TOKCHUYHI T€HNaTUTH, HUPO3U
NEYIHKU), a30TOBUALIBHOI (PYHKI[IT HUPOK (rocTpa ado XpOHIYHA HUPKOBA HEIOCTATHICTB),
CHAJKOBUX (BPO/KEHUX) TIMEPAMOHIEMIAX, IO CHPUYMHEHI TeHETUYHUMHU TedeKTamu
(dbepMEeHTIB CHHTE3y CEUOBHHHU.

KniniuHo einepamoniemia XapakTepu3y€eThCsi TIIMOOKUMHA TIOPYIICHHIMHU  (PYHKITIT
IIEHTPAJIbHOI HEPBOBOI CHUCTEMH, MOXJIMBUM PO3BUTKOM KOMATO3HOTO  CTaHy.

TOKCHMYHICTh amiaky MOB'SI3yIOTh 13 WOro 3[aTHICTIO MOPYUIYyBaTH (PYHKI[IOHYBaHHS
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TPUKapOOHOBOTO IMKJIY B MITOXOHJPISIX HEHPOHIB TOJOBHOTO MO3KY BHACHIIOK

BuBeneHHs 13 L{ITK a—ketormyrapary:

NH, + a-wetornyrapar + HAI®H + H * —» L-rriyramar + HA$ + H,0O

s  peakuis (8ioHOGI08AILHE — AMIHYBAHHA Q—KEeMO2Iymapamy) BUBOJUTh  O—
KeTorayTapaT 3 IyJly MeTa0oJiTiB TpukapOoHOBoro nukiy. Hecraua oa-keroriyrapary
IOpU3BOJUTE A0 3HWKEHHS KoHueHTpauii merabomirtiB L[TK, a ne npuckoproe cunTes
oKcayoarerary 13 TipyBaTy, IO CYIPOBOKYETbCSI I1HTEHCUBHUM CIIOKUBAHHSIM
Byriekucioro rasy. llocunene ytBopenHst Ta crnoxuBaHHi CO,mpu rinepaMoHieMii
0COOJIMBO XapaKTEPHO ISl KIIITUH FOJIOBHOTO MO3KY.

AnbpTepHaTHBHA TEOPIsI HEHPOTOKCUYHOCTI aMiaky MOB'I3y€e HOTO HEraTUBHI €(PEKTH
3 TOLIKOJKYIOYOK Ji€I0 Ha HEWPOHM BHUCOKMX KOHIIEHTpAlliil TIJyTaMmiHy, SKHi
YTBOPIOETHCS B HAAMIPHIN KIJIBKOCTI 3 aMiaKy Ta IrIyTaMary.

[TinBuIeHHsT KOHIEHTpalii aMmiaky B MO3Ky 10 0,6 MMOJIb/J1 BUKIUKA€E CYAOMH,
TPEMOpP, HEUWICHOPO3AUJIbHY MOBY, HYAOTY, OJIOBOTY, T'OJIOBOKPY)KIHHS, BTpary
CBIJIOMOCTI. Y TSKKHUX BHUIAJKaX PO3BUBAETHCA KOMA, IO MOXKE 3aKIHUUTHUCS JIETAIBHO.
3HIKEHHSI KOHIIGHTpAIlli TiyTaMaTy Mopyurye OOMIH aMiHOKHCIIOT 1 HEeHpOoMemiaTopis,
3o0kpema ['”AMK, 3MeHIIIy€eThCSl TPOBEAECHHSI HEPBOBOIO IMITYJIbCY, BAHUKAIOThH CYJOMH.

HanMmipHa koHueHTpauis amiaky B KpoBi 3mimye ii pH y nyxHuii 01k (BUHUKae
ankano3), Lle, B cBoro depry, 30UIBIIy€E CHOPIAHEHICTh T'E€MOTJIOOIHY 10 KHCHIO, IO
MPU3BOJUTH 10 TIMOKCIi TKaHWH, TIMOEHEPT€TUYHOTO CTaHy. 3 IHIIOTO OOKYy, BHMCOKI
KOHIIEHTpAIIll aMiaKy CTUMYJIIOIOTh CHHTE3 TUIyTaMiHY 13 TJIyTamaTy B HEPBOBIM TKaHWHI,
10 MPHU3BOAMTH 10 MIJBUIICHHS OCMOTHYHOTO THUCKY B HMX , a 1€ MOXE MPHU3BECTU 10
HaOPSIKy MO3KY.

Mexanizmu 3HewkoOxcenHs amiaxy.Y TKaHHWHAX JIOJCHKOTO OPraHi3My ICHYIOTh
MEXaH13MH 3HEIIKO/XKEHHS aMiaky, 10 SIKUX HaJeKaTh:.

1) yTBOpEHHSI CEUOBHUHU;

2) BIiIHOBHE aMiHyBaHHS a00 TpaHCpeaMiHYBaHHS;

3) yTBOpPEHHS aMi/liB aMIHOKHUCJIOT — aclapariny Ta riiyTaMiHy;

4) yTBOpPEHHS aMOHIMHUX COJICH.
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biocunmes cevosunu. YTBOpPEHUN y KIITHHAX OpPraHi3My aMiak TPAHCIIOPTYETHCS B
MEYIHKY, /e TIEPETBOPIOETHCSI HA HETOKCUYHUHN TPOAYKT - ce4oBHUHY. lle mepeTrBopeHHs
Bi1I0yBaeThCs y (hopMi LUKITY, IO OyB Ha3BaHUM LHMKJIOM CEYOBHHHU (200 OPHITHHOBHM
1ukioMm). CedoBHHA CHHTE3YEThCS B aepOOHMX yMOBaX MpHU JOCTaTHIM KiTbKOCTI ATO.
VYei mi ga”l gand MOXKIJIMBICTH OINMUCATH ITUKIIYHUM MpOIEeC, IO CKIATAETHCS 3 JBOX
OCHOBHUX €TaIliB: CHHTE3y apriHiHy Ta HOTo riJipoJii3y Ha CEYOBUHY 1 OPHITHH.

[{ux ceyoBUHU BiOYBAETHCS Maike BUHATKOBO Yy TEUIHII, 3BIIKA HOTO KIHIICBUI
POJIYKT — CEYOBUHA — TPAHCIIOPTYETHCS KPOB'IO 10 HUPOK, 1€ BIIOYBAETHCS
il ekckpenis 13 ceuero. OpraHizM JIOAUHHA BULISIE 0113bK0 10 KT ce4OBHHH 3a PiK.

CymapHe piBHSIHHSA METa00JIIYHOTO HUISIXY:

NH; + HCO-3 + Acnaprar + 3 AT® — CeuoBuna + @ymapar + 2 A1 +

20, + AMD + OD,,.

O. 11. cKJIaIaeThes 3 TPhOX OCHOBHUX PEAKI[iN: IEPETBOPEHHS OPHITUHY B YUmMpyJiiH,
UTPYJIIHY — B apeinin 1 po3IIEIUIIOBAHHS apTriHiHYy Ha CEYOBUHY 1 OpHITUH. Peakii | 1 11
BUMAaralThb BUTpaTH €HEprii, sfKa AO0CTaBIsAeTbCA Yy (opmi ageHO3UHTPUPOCPOpPHOT
kucnoTu (AT®). Peakuis | mpotikae B nBa eranu: 1) yrBopeHHs kapbamindocdara, 1mo
Boyioziie Oararoro eHepriero (ochataum 3B's3koMm, 3 Nhs, Co,i1 nBox Momekyn ATO
(peakuist akTuByeThcst N-arerinrinyramiHoBoi kuciaotoro; Nhj;, MabyTh, JOCTAaBIsSETHCS B
NEYIHKY Yy BUIVISAI TAyTaMmiHy, SKUH PO3IICIUTIOETHCA TIYyTaMiHA300 TICYIHKKA Ha
Nh 31 erymaminosy kuciomy ); 2) yrBOpeHHS LIUTPYJIiHY MPU B3aeMO/IiT kapOamindocdara
3 OpHITMHOM (peakiiisi Hae 3a paxyHOK eHeprii 3B's3Ky kapOamindocdara). Peakmis |l
TAKOX JBYXCTaJliiHa: UWTPYJiH, pearylud 3 aclapariHoBOI KHUCJIOTOK, YTBOPIOE
APTUHIHOSHTAPHYIO KUCJIOTY (peakiis iae npu ydacti AT® 13 3BUIbHEHHSIM aJeHIJIOBOT
kucimotu — AM® — 1 mipodocpara H,4P,07;), a apruniHosHTapHas KHCJIOTa
PO3LICTUIIOETHCS Ha apriHiH 1 ¢pymapoBy kucnoTy. Peakuis III: apridin rugposizyercs A0
CEUOBMHU 1 OPHITHHY, SIKMHM 3HOB BCTymae B IUKI. O. II. BUSBIEHUI y CCaBIB, ka0,
yepernax, JOIOBUX YEPB'SKiB, ajie BIICYTHIN y 3Mii, ITUIlb, 1, UMOBIPHO, Y KOCTUCTUX PHO
(B axkynoBux BiH (yHKLIOHYE). B pocnuH 1 MikpoopranizmiB O. 1. — BaKJuBa A0pora
CKpITIJICHHSI aMOHIWHUX COJIEH 1 IEPETBOPEHHS X B OPraHivYHI a30THUCTI CIIOTYKHU

Pezynayis oominy aminokuciom 6 opeanizmi


https://uk.wikipedia.org/wiki/%D0%9F%D0%B5%D1%87%D1%96%D0%BD%D0%BA%D0%B0
https://uk.wikipedia.org/wiki/%D0%9A%D1%80%D0%BE%D0%B2
https://uk.wikipedia.org/wiki/%D0%9D%D0%B8%D1%80%D0%BA%D0%B8
https://uk.wikipedia.org/wiki/%D0%95%D0%BA%D1%81%D0%BA%D1%80%D0%B5%D1%86%D1%96%D1%8F
https://uk.wikipedia.org/wiki/%D0%A1%D0%B5%D1%87%D0%B0
https://uk.wikipedia.org/wiki/%D0%93%D1%96%D0%B4%D1%80%D0%BE%D0%BA%D0%B0%D1%80%D0%B1%D0%BE%D0%BD%D0%B0%D1%82%D0%B8
https://uk.wikipedia.org/wiki/%D0%90%D1%81%D0%BF%D0%B0%D1%80%D1%82%D0%B0%D1%82
https://uk.wikipedia.org/wiki/%D0%90%D0%A2%D0%A4
https://uk.wikipedia.org/wiki/%D0%A4%D1%83%D0%BC%D0%B0%D1%80%D0%B0%D1%82
https://uk.wikipedia.org/wiki/%D0%90%D0%94%D0%A4
https://uk.wikipedia.org/wiki/%D0%A4%D0%BE%D1%81%D1%84%D0%B0%D1%82
https://uk.wikipedia.org/wiki/%D0%90%D0%9C%D0%A4
https://uk.wikipedia.org/wiki/%D0%9F%D1%96%D1%80%D0%BE%D1%84%D0%BE%D1%81%D1%84%D0%B0%D1%82
http://vseslova.com.ua/word/%D0%A6%D0%B8%D1%82%D1%80%D1%83%D0%BB%D1%96%D0%BD-119585u
http://vseslova.com.ua/word/%D0%90%D1%80%D0%B3%D1%96%D0%BD%D1%96%D0%BD-5364u
http://vseslova.com.ua/word/%D0%93%D0%BB%D1%83%D1%82%D0%B0%D0%BC%D1%96%D0%BD%D0%BE%D0%B2%D0%B0_%D0%BA%D0%B8%D1%81%D0%BB%D0%BE%D1%82%D0%B0-25427u
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AMIHOKHMCIIOTHUH OajlaHC B Opra”i3mi JIOJWHU 3aJIe)KUTh BijJ TOBHOIIIHHOCTI
O1JIKIB, SIKI TOCTYNAIOTh 3 Dkero. [Ipoliecu BUKOpUCTaHHS aMIHOKUCIIOT 3 O10CHHTETUYHOIO
METOI0 30aJaHCOBaHI 3 MPOIeCaMM iX MOCTYIUICHHS (T1ApojIi3 TKAaHWHHUX OUIKIB, CUHTE3
3aMIHHUX aMIiHOKHCIOT). TpaHCHOPT aMiHOKUCIIOT y KIITUHHU Pi3HUX OpPraHiB, OYEBHUIHO,
BU3HAYAETHCS E€(PEKTUBHICTIO OKPEMHUX CHCTEM TNEPEHOUIUKIB JUIA PI3HUX TPyl
aMiHOKHUCJI0T. B Hupkax Bij0yBaeThcsi peabCopOIlisi aMiHOKHMCIOT 13 ce4l B KpOB, IO
JI03BOJISIE X 30€perTu AJisl OpraHi3my.

Opnnum 3 GakTopiB, K1 PEryI00Th 0OMIH aMIHOKUCIIOT, € OCTYIUICHHS iX 3 DKErO.
CroXuBaHHS BEIMKOI KIJTLKOCTI OLTKOBOT 1K1 MPU3BOAUTH /IO IHTEHCUBHOTO HAXOHKCHHS
iX B NEYiHKYy, J€ aMIHOKHUCIOTH CHpPHSIOTH IIJIBUIIEHHIO AaKTHUBHOCTI ()EPMEHTIB, SKI
BUKJIMKAIOTh X poO3Maj A0 KIHIEBUX MPOAYKTIB OOMIiHY ((hepMEeHTH Iae3aMiHyBaHHS
aAMIHOKHCJIIOT 1 CHHTE3y ce4oBMHM). [Ipu rosoayBanHi, HaBNaku, BiIOYBAETHCS aKTUBHUI
po3mnaj OUIKIB y TKAHMHAX 3 YTBOPEHHSM BUIBHUX aM1HOKUCIIOT.

Perynsmiss aMiHOKUCIOTHOro OajaHCy MOKJIMBA Ha e€Tamnax ix TPaHCHOpTYy uepes
KHUIIKOBUI emiTeniil (Ipu BCMOKTYBaHH1), Hepu@epiiiHi TKaHWHU (IIPU NPOHUKHEHH1
BCEpEANHY KIITUH) 1 KaHaIbIl HUPOK (mpu peabcopOirii). CTUMYTIOETECS MeMOpaHHUMN
TPAHCHOPT aMIHOKHCIIOT, 34€0UIbIIOro 1HCyJIiHOM. COMaToTpoOniH, TUPEOiHI TOPMOHH,
KIHOYl Ta YOJIOBIYl CTaTeBl TOPMOHHM CHPHSIOTH BUKOPUCTAaHHIO AaMIHOKHUCIOT Y
OiocuHTe31 OUIKIB. [ TIOKOKOPTUKOIIU MOXKYTh MPUCKOPIOBATH OOUBA MPOIECH: B OJIHUX
TKaHMHAX — po3Maj OUIKIB 1 yTBOPEHHA aMIHOKHUCJIOT, B I1HIIMX — BHUKOPUCTaHHS

aMIHOKUCIIOT Y O10CHHTE31 O1JIKIB.

5.MeTa001i3M HYKJI€IHOBUX KHCJIOT

TD&BJ’ICHHH HVKJ'I@OHDOTG.I.HiB

VY mporeci TpaBiaeHHS HYKJIETHOBI KHUCJIOTH 1K1 PO3MANalOThCS 0 HYKJICOTHUIIB 1
HYKJI€O3UAIB, 5IKI BEMOKTYIOTHCSI KJIIITUHAMHM CITM30BOI KUILIEYHUKA.

Ane HasgBHICTB iX y DI He OOOB'SI3KOBa, OCKUJIBKUA Mailke BCl KIITHHU OpraHizMy
MOXXYTh CHHTE3YBAaTH HYKJIEOTHAU. HykIeTHOBI KHCIOTH TiAPONI3YIOThCA TMiJ MAI€I0
HyKJIea3 MiJIUTyHKOBOTO COKY.

biocuHTe3 MyprUHOBUX HYKJICOTHAIB 0€ NOVO



16
BcranoBieno, 1m0 mypuHOBE SAPO HYKJICOTHIB CHHTE3YEThCS 13 aTOMIB
aMIHOKHCIIOT TJIIHUHY, TiyTaMminy, acmaprtaty, CO,1 OJHOBYTJEIEBUX TPy, SIKI TAKOXK
YTBOPIOIOTHCS 13 aMIHOKHCIIOT 1 TIEPEHOCATHCS TETPariapodoli€eBor KUCIO0Tow. Jpyruii
KOMIIOHEHT HYKJIECOTHAIB — pudo3odochar — yTBOPIOETHCS B MEHTO30-(ochaTHOMY
UK 13 TIOoKo3u. [lypuHOBE KUIBIIE CHHTE3YEThCS Ha pub030-5-docdari muisxom
MOCTYTIOBOTO HApOIIyBaHHS aTOMIB HITPOTeHY 1 KapOOHY 1 3aMHKaHHS KiJiellb. biocuHTe3
MMyPUHOBHUX HYKJICOTHIIB y 3araJlbHOMY OJHAKOBUW SIK JUIsl CCaBIIiB, TaK 1 JJIS TTaxiB,
TpLKIKIB 1 OakTepiit. Bech numsix 6iocuHTe3y BKiItouae 11 mociiIoBHUX peakiiii, y Xoi
AKUX 31HCHIOETHCSI TTOCTYNOBE BKIJIIOUEHHS MONEPETHUKIB HYKJICOTH/IIB 1 HApPOIyBaHHS
[IAKJIIYHOT CTPYKTYPH, IO 3aBEPIIYETHCS YTBOPSHHSIM 1HO3MHOBOI KUCIOTH

biocunTes IIYPHUHOBHUX HVKJIGOTI/IIIiB 13 a30TUCTUX OCHOB

Po3rnsHyTrii 010CMHTE3 MypPUHOBUX HYKJIEOTHAIB 13 MPOCTUX IONEPEAHUKIB —
cuHte3 de NOVO — moTpeOye 3HAYHUX BUTpaT MeTaOoNiyHOI eHeprii y  dopwmi
MakpoepriuHux 3B’s3kiB AT® 1 I'T® 1 BinOyBaeTbcs HEe y BCix TkaHuMHaxXx. CHHTE3
MyPUHOBUX HYKJICOTHIIB (& NOVO BiIOYBa€ThCS, TOJIOBHUM YHHOM, Y TI€YiHIII, a 3alTaCHHMA
IUISAX — Y [03aMEYIHKOBUX TKAHUHAX, /1€ €KOHOMHO ITOBTOPHO BUKOPUCTOBYIOTHCS BUJIbHI
MypUHOBI OCHOBH. 30KpeMa B EPUTPOIMTAX, JICHKOIMTAX, KIITHHAX TOJOBHOTO MO3KY
BiIOYBAETHCS YTBOPECHHS HYKJICOTHIB 13 “TOTOBUX’ BUIBHMX ITYPUHOBUX OCHOB —
aZicHIHy, TyaHIHy Ta 6-OKCHUMYpHuHY (TIMOKCAHTUHY). [[eperomM MypuHOBHX OCHOB Jisi
TaKOT0 CUHTE3Y € MyPUHH, 5IKI YTBOPIOIOTHCS 3 HYKJICOTH/IIB, CHHT€30BaHUX Yy MEYiHII, Ta
HYKJICOTHU/IIB, Kl TOCTIHO BUBLIBHSIOTHCS B PE3yJibTaTi KaTabomi3Mmy (T1APOTITUYHOTO
PO3IICTITICHHS]) HYKJIETHOBUX KHCIOT 1 HYKJICOTHAIB BJIACHUX TKAHWUH Ta TaKHX, IO
HAJXOIATh Y CKJIaAl XapuyoBUX MpOAYKTiB. Lleil MexaHi3M OUIbII MIBUAKOTO O10CHHTE3Y
MyPUHOBUX HYKJIEOTHIB NUISIXOM TIOBTOPHOTO BKJIIOYEHHS B META0O0JI3M BUIBHUX
a30TUCTUX OCHOB OTPMMAB Ha3BY “LLISAX peyTUIi3awii’ .

Po3nan myprHOBHMX HYKJICOTHIIB BKIIOYAE peakilii BiamerieHHs (ocdaTHOro

3QJIMIIKY, PUOO3M W aMIHOTPYNM y BUIJISIAI aMiaky, 110 NMPU3BOJAUTH A0 YTBOPEHHS 13

AM®O® rinokcaHTuny, a 13 'M® — KkcaHTHUHY.



17

PexomenaoBana Jiiteparypa
baszoBa
1. IpakTukym 3 Oioximii: Hapuansuuii mocioauk / B.M.Tpau, M.I".Cu6ins, 1.3.I'moxuK,
[.M.bamxin, - JI., - JOAY®K. — 2014. — 238 c.
2. buoxumus. YueOHUK 111 MHCT-TOB ¢u3. KyiabTypsl //Ilom pen. B.B. Menmmukosa,
H.N.Bonkosa, - M.: ®uC, 1986.
3. buoxumus. Y4yeOuuk mis uHCT-TOB Gu3.KyasTyphl //Ilox pen. H.H.SIxoBnesa.-2e uzn.,

M.: ©uC, 1974.

4. bepezoB T.T., KopoBkun b.®. buonornueckas xumus. - Mocksa.: Menununa, 1998. -

704 c.

5. biosnoriyHa 1 61oopranivyna ximist: y 2 kH.: niapyyauk. Ku. 2. bionoriuna ximis / FO. 1.
I'yOcbkuit, 1. B. HixxenkoBcrka, M. M. Kopnaa ta iH. — Kuis, BCB «Meaununay, 2016.
— 544 c.

6. bionoriuna ximis. boeuko @.®.- K.: Bumia mxkoia, 1989.

7. bioximis moaunau : miapydnuk / S. 1. Toncekuit, T. I1. Makcumuyk ; 3a pen. . L

I'onchkoro. — 3-T€ BH., BUNP. 1 1omoB. — Tepuonias : TIAMY, 2017. — 732 c.

JlomomixkHa
1. Bionoriuna ximis. JlaboparopHuil npaktukyM : npaktukyM / [M. M. Kopga, I'. T'.
Mepmryn, M. 1. Kyninpka Ta iH.] ; 3a pea. M. M. Kopau. — 3-te Bua., Bump. i
nonoB. — Tepuonuis : TAMY, 2015. — 216 c.

2. boeuko @.D., boeuko JI.O. OcHOBHI 010XIMIYHI MTOHATTS, BA3HAYCHHS 1 TEPMIHHU. -

K.: Buma mxkona, 1993. - 527 c.

3. Kyuepenko M.€., babentok 10./1., Boiminpkuit B.M. Cy4acHi MeTou 610XIMIYHUX
nocimkens. - K.: ditocomionentp, 2001. - 423 c.
4. Jlenunmxep A. OcHoBbl Onoxumuu. - M.: Mup, 1986. - T. 1-3.
5. JIucung A.B. Bioximis. [lpaktuxym. Cymu: YHiBepcuterchka kaura, 2009. —
239 c.
Indopmauiiini pecypcu

1) iHTEpHET;



18
2) 616mioTeKu:
o 010mioTeka JIIY ®K(m. JIpBiB, By KocTromika);
 JIbBiBchbKka HaykoBa 0Oi0mioTeka iMeHi B.Crtedanuka HAH Vkpainu ( M.
JIsBiB, Byn. B. Ctedanuka);
« JIbBiBCBbKa OOJIacHa HaykoBa 01010Teka (M. JIbBiB, ipocm. 1lleBueHka);
. HaykoBa 6i6mioreka JIHY imeni l.®dpanka (M. JIbBiB, By

HparomaHnoBa).



