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BaxIMBUM YMHHKKOM, LLO BMNAVMBAE HA BUHVKHEHHST NOPYyLIEHb MeTaboniamMy, € nepeayacHi nonoruv. MopiBHAHO 3 AOHOWEHNMK NepeaYyacHo
HapoaXeHi € 0CobAMBOIO FPYNOI0 AITEN, Y AKX MOPQONOris OpraHiB Ta ixHi GidionorivHi GyHKUji e He NoBHICTIO chOPMOBaHi, a akTUBHICTb
GepmMeHTIB, NOB’A3aHIX i3 MeTabonisMoM BiNKiB, € HEAOCTaTHLOIO, LLIO NPU3BOANTL A0 NMOPYLIEHb, Y TOMY YUCAI A0 6/10KYBaHHA OOMIHY AESKMX
amMiHOKMCNOT. Mepexia, i3 BHYTPILLIHbOYTPOOHOIrO CepeaoBnLLa, WO NPU3BOANTL A0 3MiHM CTaHy NOBHOI 3aNEXHOCTI B, MaTepi A0 HE3anexHoro
no3sayTpobHOro cepenosmLLa, €, MabyTb, HalbinbLL Pi3KOKO Gi3ioNori4HO Ta MeTaboNiHHOIO NOAJEI0 B XUTTI. HapoaxXeHHs Ta paHHA aaanTaLs
NPOBOKYIOTb GOPMYBAHHSA 3HAYHVIX 3MiH Y OIIKOBOMY Ta EHEPreTMiHOMY OOMIHaX.

KoHueHTpauii amiHok1cnoT € Giomapkepamn BinkoBOro Metaboniamy. BrBYEHHS iXHIX CTPYKTYP Ta PIBHIB Y HEAOHOLLIEHVX HEMOBAST MOXE
BUSIBUTW METaO0MIYHI 3MiHM, NOB’si3aHi i3 cynyTHIMM dakTopamu. Ha cboroaHi BCTaHOBNEHO HOPMAaTVIBHI 3HA4YEHHST KOHLIEHTPALLi aMiHOKMCOT
y Nna3mi A0POCIVX, HEMOBAAT i AiTel CTaploro Biky. OCKiNbkM aMiHOKUCOTY € BXANBUMY KOMAOHEHTaMU BEAVKOI KINbKOCTI XUTTEBO BaXIM-
BVIX CNONYK, NOPYLUEHHS didionoriyHoro Metaboniamy GinkOBOI NaHK1 MOXE NPU3BOANTA A0 GOPMYBAHHS 3aTPUMKU 3POCTAHHA NepeaYacHo
HapoaxeHoi anTnH. ChopMOoBaHO Tean, Lo Aesiki GakTopy MOXYTb BNAMBATY HA CKPUHIHIOBI MOKa3HMKI MeTaboNi4YHOro ctatycy nepeadacHo
HapoaXeHVx AiTeit. Po3ymMiHHA Ta iHTepnpeTauia MeTaboniyHoro crtarycy 3abeanedye HaykoBy OCHOBY Ta BOAHOYAC MICTUTb peasbHi BKagiBku
10O MiABULLEHHS SKOCTI BUXOAXKYBAHHSA NEpeaYacHO HaPOMXEHWX AiTe 3 TOUKM 30py MeTaboniamy. MeTolo O0CIAXEHH:A OyN0 y3aranbHEHHA
niTepaTypHNX AaHnx, PO3yMiHHS 0COOANBOCTEN METab0NI3MY OKDEMUX aMIHOKUCAOT Y NepeaYacHo HapoaXeHVIX AiTel, a Takox cuctematnsa-
L9 AaHux Npo 3MiHV PIBHIB @MiHOKCNOT Ha TNi NeprHaTanbHOI NaTonorii.

ABTOPU 3a9BNAI0Tb MPO BIACYTHICTE KOHMAIKTY IHTEPECIB.

Kno4oBi cnoea: nepeyacHo HapoaKeHi, aMiHOKNCNOTI, 3POCTaHHSA.
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An important factor influencing the occurrence of metabolic disorders is premature birth. Compared to full-term children, prematurely born
children are a special group of children in whom the morphology of organs and their physiological functions are not yet fully formed, and the
activity of enzymes associated with protein metabolism is insufficient, which leads to disorders, including blocking the metabolism of certain
amino acids. Thesis has been formed that certain factors will influence screening indicators of metabolic status in prematurely born children.
The transition from the intrauterine environment, leading to a change from a state of complete dependence on the mother to an independent
extrauterine environment, is perhaps the most dramatic physiological and metabolic event in life. Birth and early adaptation provoke
the formation of significant changes in protein and energy metabolism.

Amino acid concentrations are biomarkers of protein metabolism, and studying their patterns and levels in preterm infants may reveal metabolic
changes associated with contributing factors. To date, standard values for the concentration of amino acids in the plasma of adults, infants and
older children have been established.

Since amino acids are important components of a large number of vital compounds, disruption of the physiological metabolism of the protein
component can lead to growth retardation in a child born prematurely. Thesis has been formed that certain factors can influence screening
indicators of metabolic status in prematurely born children. The purpose of the study was to summarize the literature data, understand the
characteristics of the metabolism of individual amino acids in prematurely born children, and also systematize data on changes in amino acid
levels against the background of perinatal pathology.

Understanding and interpreting metabolic status provides a scientific basis and at the same time provides real-world guidance for improving the
metabolic quality of care for preterm infants.

No conflict of interests was declared by the authors.
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Beryn

QKJIUBUM (DAKTOPOM, 1[0 BIJIMBAE Ha
BUHUKHEHHST MOPYIIEHHsT MeTabosi3My,
€ nependacHi nosoru. [lopiBHSHO 3 J10-
HOIIEHUMU TIePeAYacHO HAPOKEHI € 0COBIMBOTO
TPYyTIOIO JIiTei, y KX MOp(doJIoTis OpraniB Ta ixHi
(izionoriuni ¢GyHKI 1Me He MOBHICTIO chOpMO-
BaHi, a aKTUBHICTHh (hePMEHTIB, MMOB’A3aHUX i3 Me-
tabosisMoM OiJIKiB, € HegocTaTHbOIO. 1le npusBo-
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JIUTH JI0 TIOPYIIEeHb, Y TOMY YUCJI 10 OJOKYBaHHS
oOMiHy neskux amiHOKuca0T. OCKiTbKU amiHO-
KHCJIOTU € BaKJIMBUMH KOMIIOHEHTAMU BEJIMKO]
KIJIBKOCTI JKMUTTEBO Ba)KJIMBUX CIIOJIYK, ITOPYIIEH-
Hs1 (iziosorivaoro MerabosiizmMy GiJTKOBOI JIAHKK
MO3Ke TIPU3BOANTH 710 (POPMYBAHHS 3aTPUMKH 3PO-
CTaHHA TIepeuyacHo HapojyKeHoi autuHu. Hapasi
cchopmoBaHi Te3u, MO TeBHi (HhaKTOPU BILIUBAIOTH
Ha CKPUHIHTOBI MOKA3HUKK METaOOIYHOTO CTaTY-
CY B Ilepe/luacHO HApPO/KeHUX JliTel.
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Mema nocnijpkeHHsT — y3araJbHUTHU JiiTe-
parypHi gaHi 10040 PO3YMIHHS OCOOJUBOCTEI
MeTab0J1i3My OKPEMUX aMiHOKHCJIOT y TEePeIIacHo
HAPOJIKEHUX JITel; CUCTeMAaTU3yBaTh JIaHi 10/10
3MiH PiBHIB aMiHOKHCJIOT Ha TJi IepruHATaJIbHOI
MaToJIoril.

[Tepexin i3 BHYTPilIHLOYTPOOHOTO CepeNOBU-
113, 110 TIPU3BOIUTH /10 3MiHU CTaHy TTOBHOI 3aJI1€K-
HOCTI Biji Marepi /10 HE3ATIEKHOTO 032y TPOOHOTO
cepeioBHUIIa, €, MabyTh, Hallpi3Kimow diziosoriv-
HOIO 1 MeTaboJIiuHOI0 1ozicio B xkuTTi. Hapomxen-
HJ Ta PaHHS aJanTailisi MpoBOKYIOTh (hOpMyBaH-
HS1 3HAYHUX 3MiH Y GiJIKOBOMY Ta €HEpreTHYHOMY
oOminax [41].

Xoua mnepeBaskHa OiIBIIICTH HOBOHAPOJKE-
HUX TI€PEXO/UTH y 103ayTpoOHE CepeoBUIIle
6e3 yCKJIaJHEHb, y PSIZIy HEMOBJISIT, 30KpeMa Iie-
pPEeUacHO HAPO/KEHNX, MOXKYTb (HOPMyBaTHUCS
3HaYHi coMaTH4Hi Ta MeTabosiuHi pobaemu [11].
ITepemuacHo HAPOKEH] IITH MAIOTh MEHTITI TTAHCH
Ha BWKWBAHHS y 3B’SI3KYy 3 BUCOKUM DPHU3NKOM
(bopmyBaHH4 1MaTOJIOTIH, TTOB SI3aHUX 13 MOPGOIIO-
FYHOIO Ta (PYHKITIOHATBHOIO HE3PIJIICTI0O OPTaHiB
i cucTeM, i3 HAIBHUM €HEPreTUYHUM 1 HYTPUTHB-
HUM J1eiliUTOM TIPU HAPOJKEHHi, SKWUW IIBU/I-
KO IIPOrpecye Ha TJIi Ha3/[0TaHSI0u0T0 3POCTAHHS
Ta IepUHaTaJIbHUX cTpecoBux crais [11,41].

T>ka, ii cxuaz i croci6 HaxXOMKEHHS 10 OpraHi3-
MY HOBOHAPOJIKEHOTO € OCHOBHOIO PYIIIHHOIO CH-
JIOIO, TIT0 BIJIMBAE HA MOTO 3POCTAHHS TA CTaH 3710-
POB’S 3araJioOM.

Ha nepine miciie B pasi npu3HayeHHi HyTPUTHUB-
HOI MATPUMKH 3 TIEPIITUX 0 KUTTSI CTA€ 3aBIaH-
Hs1 3a0e3leveHHsT a/[eKBaTHOTO IMOCTHATAJIBHOTO
(hismyHOTO Ta KOTHITUBHOTO PO3BUTKY MAJIOKa,
MpU 1[bOMY OITUMAaJibHe 3POCTAHHS IepPEeadacHO
HAPO/PKEHOI [UTHHU Ma€ IIPOAOBKYBATHCh abo
Y4aCTKOBO TIOBTOPIOBATH KPUBY BHYTPIIIHBOYTPOO-
HOTO 3pocTaHHs [49].

Ha Bcix daszax ¢isuunoro i 6ioximiunoro o-
3piBaHHSI, ajie 0COOJIMBO B TEPIO PO3BUTKY TLIO/A
Ta B MOCTHATAJIBHOMY TIEPio/ii paHHbBOI ajamnTailil
HEMOBJIATH, aMIHOKUCJIOTU HeoOXi/iHI B 1[IJIbOBUX
KIJIBKOCTSIX JIJISE  CUHTE3y CTPYKTYPHHUX OiJIKiB,
(dhepMeHTIB i OIIKOBMX TOPMOHIB, SIKi € JKUTTEBO
BaKJIMBUMU JIJIsI TIpOItecy pocty [25]. 3 Touku 30py
XapuyBaHHSI BaKJIMBUM acIleKTOM OiJIKOBOTO KOM-
MMOHEHTa € MOr0 aMiHOKUCJIOTHUN CKJIajl, OCKIJIbKA
OIJIKM CKJIAMAIOTLCS 3 JIAHIIOTIB aMiHOKUCJIOTHUX
cyOOIMHUIb, 3'€IHAHUX MiXK COOOI0 MENTHIHUMU
3B’si3kamn [37].

BaskmBicTh aMiHOKUCTOT He 0OMEXKY€EThCS iX-
HBOIO POJLJTIO SIK CTPYKTYPHUX KOMIIOHEHTIB O1JKiB,
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OCKLJIbKM 6arato 3 HUX MaioTh AysKe crerudiyne
3HauYeHHs1 B HeOLIKOBUX MeTaboJIYHUX IIpolecax
[25,37,49].

AMIHOKHCJIOTH € He3aMiHHUMMW ITOTIepeHuKa-
MU B CUHTE31 BEJIMKOI KiJIbKOCTI Q30TOBMiCHUX CTIO-
JIYK 13 IUPOKUMU OiosorivauMu QyHKIisgMHU [45].
Jlesiki 3 1ux 6i0aKTUBHUX CIOJIYK € HEHPOTpaHC-
MiTepam# (y-aMiHOMAacsTHa KHUCIO0Ta, JAodaMiH,
CEpPOTOHIH), TopMOoHamMu (ajapeHasiH, HOpaape-
HaJIiH, TPUHOATUPOHIH, TAPOKCHUH ), BA30INJIATATO-
pamu, CUTHAJIBHUMU MOJIeKyJIaMu, aHTHOKCH/IaH-
Tamu (TJIyTaTioH, KpeaTUHIH, MeJIATOHIH, MeJIaHiH
i TaypuH), IOHOPAMM METUJIbHUX TPYT, a TaKOX
KJIIOYOBUMU PETYJISATOPAMU MeTabO0Ti3MY, 3pOCTaH-
Hs, PO3BUTKY, IMyHHOI BiJITTOBiJIi Ta 37I0POB’.

MerabostisM aMiHOKHCJIOT 3MIiHIOETBCS TPH
pisunx @iziosoOriyHMX 1 TATOJOTIYHUX CTaHax,
MIPU3BOJISTYN JI0 3MIHW TOMEOCTa3y B Iijiomy [43].
Konmeniiig mpo  (dyHKITIOHAIbHI  aMiHOKHCJIIO-
T /Ia€ 3MOTY PO3TJANATH 1X AK Momaudikatopu
rOMeOCTasy, 10 PeryoTh KJIY0OBi MeTaboiuHi
MIJISIXY Ta CIIPUSIOTH MOJITIIIEHHIO CTaHy 3/10POB’S,
ONTUMAJIBHOMY 3POCTAHHIO, HEPBOBO-IICUXIYHOMY
po3ButTky. HezmocraTHicTh (yHKIIOHATBHUX aMi-
HOKMCJIOT 3/1aTHA TIOPYIIYyBaTH He JIUIEe CUHTE3
6inka, ase i romeocras 3arajom [31,46].

[IpioputeTHUM Ui TIEpEYACHO HAPOJKEHOI
JUTUHU € OTPUMaHHS caMme 301JIbIIeHOl KiIbKOCTI
6iJIKIB, OCKIJIBKM BOHU B IIOBHOMY 00CsI3i BUKOPH-
CTOBYIOTBCS [IJIs1 CUHTEe3Y HOBUX TKaHUH i € OCHOB-
HUMM CTPYKTYPHUMU Ta (DYHKI[IOHAIBHUMHI KOM-
[MIOHEHTAaMM BCiX KJIITUH B opraHi3dmi. bamanc mix
CHHTE30M 1 ierpajaltieio Oijika € BasKJINBOIO JeTep-
MiHaHTOO pocty [32].

Knacudikosano mnownax 100 aminokucior, 3
strux onazx 20% 6epyTh y4acTb y cuHTe3i Oijka,
a MEHIINa MOJIOBUHA BBAKAETHCI <«HE3aMiHHUMUY.
KrnacnynuM BU3HAYeHHSIM He3aMiHHUX aMiHO-
KHCJIOT € O-aMiHOKHCJIOTH, BYTJIEIEBUH CKeJeT
SIKUX He MOKe OyTH CUHTE30BaHWil B OpraHi3mi
JIOIMHYU B JIOCTATHIN KiJIBKOCTI jJist 3abe3redeH-
Hs1 6asoBoro ¢isiosoriunoro merabosismy [4,21].
Tomy BOHU MaIOTh BXOJIUTH /IO PAIiOHY Y BUTJIS/II
Ginka abo y BiibHIE (opmi ab0 B IHIIUX CIIOJTY-
Kax. Xo4a «3aMiHHi» aMiHOKHCJIOTHU 3arajioM MO-
KYTh CHHTE3yBAaTHUCST 3 OY/b-SIKOTO aIeKBATHOTO
JUKepesia XapuoBOro a3oTy, came jieiluT «3aMiH-
HUX» aMIHOKHCJIOT MO’K€ BUSIBUTHUCS BasKJIUBUM
JiMiTyiounM (haKTOpOM HeZ0CTaTHOCTI GIIKOBOIO
XapuyyBaHHs 1/a00 3[aTHICTIO OpraHiamy 10 Horo
3acBoeHH: [21].

Bruriouennst aMiHOKHCJIOT [0 CKiaaxy OiKiB
BijI0OyBa€ThCsl HaiOiIbIT iHTEHCUBHO y (eTasb-
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HUI Ta HeoHaTaJbHUU Tiepiogau. Bimomo, 1o op-
TaHi3M 24-TUKHEBOTO TIJI0/IA CKJIAJIAETHCS 3 BOIN
Ha 90%, a HOBOHAPOXKEHOI TUTUHU — Ha TIOHAJ
75%, nipudomy 2/3 ii — 3a paXyHOK MO3aKJIi THHHO-
ro KoMIoHeHTa. ToMy mepiiuii mepio mos3ayTpoo-
HOI ajlanTallil XapaKTepU3YEThCS BTPATOIO Macu
TiJIa HEeZIOHOTIIEHOTO HOBOHAPO/)KEHOT'0 32 PaXyHOK
BTpaTu piinuu. Jlasi 3 Iepiioro THKHS JKUTTST Ma€e
Micile TIPOMIKHUH ITiK IHTEHCUBHOCTI 1IpoIlecy, 110
CYIPOBO/IKYEThCsI cTabimi3aliero Macu Tisia nepes-
4yacHO Hapo/upKkeHol auTuHu. [licasa apyroro TrskHs
JKUTTS HACTYIAE TepioJ] BiIHOBJIEHHSA MacH Tija,
i/l yac sIKOTO TPU HETaTUBHIN JAUHAMIIll aHTPO-
MMOMETPUYHUX TIOKa3HWKIB MOKe chopMyBaTucCs
CUHZIPOM TIOCTHATAJIbHOI 3aTPUMKH  (Pi3UIHOTO
PO3BUTKY BHACJII/IOK HYTPUTUBHOI HEJIOCTATHOCTI,
30KpemMa, 0OMEKEHOTO HA/IXO/PKEHHST aMiHOKUCIIOT
JI0 pallioHy XapuyyBaHHS IlepeuacHO HapOKeHOl
matunn [19,45].

[MopymuieHHst 6iKOBOro OOMiHY, 10 XapakTe-
PHU3YETHCST HaKOTMUeHHIM ab0 gedinutoM oKpe-
MHUX aMiHOKHUCJIOT Yy KpOBi, MOKe TPU3BOIUTH
nepeayciM /10 He0CTaTHOCTI COMaTUYHOIO 3PO-
CTaHHsI, ypasKeHHsI OpraHiB i cucteM i 6e3 TOro Ie-
PEBAHTAKEHOTO IUTSYOTO OPraHi3My, 3 BUCOKUM
pu3nKoM (OpMYBaHHS Bijl/IaJIeHUX HACJI/IKIB.

Jledinur  aMiHOKHCJIOT, KpiM  HETaTUBHUX
HACJI/IKIB JIJIT 3POCTaHHS B HAKONWYeHHi OijKa,
MOJKe TPU3BOIUTH /10 TAaKUX HECIPUATINBUX Ha-
CHIJIKIB, SIK 3HMIKEHHsI B ILJIa3Mi IHCYJIIHOIOMIO-
HOTO (hpaKkTOpa 3POCTAHHS, MOPYIIEHb isJIBHOCTI
KJITUHHUX TPaAHCIOPTEPIiB TJIOKO3U Ta, OTKeE,
rinepriikemii, rinepkaiiemii, eHepreTUYHOro fedi-
UATY KJIITUHU Ta iH. [47].

3MiHM piBHIB aMiHOKHCJIOT, sKi € He3Hau-
HUM JIJIS1 CTapiiol JUTUHU, MOXKYTb CIIPUYUHATH
HETOTIPaBHi TOPYIIeHHS B IJIO/Ia Ta HEMOBJISTH,
SIKi TMBUIKO POCTYTH [7].

[cHytoTh TOKA3M, sIK HAa TBApMHAX, TakK 1 HA JIO-
JI9X, 1O 3aTPUMKA 3POCTAHHST Yepe3 BUCHAKEHHS
6iska a60 aMiHOKUCJIOT y PAaHHBOMY HEOHATAIBHO-
MY Billi HIKOJIM He MOsKe OyTH IIOBHICTIO BUIIPaBJIe-
HOIO, He3aJIeKHO BiJl TOTO, HACKIJIBKY aJlecKBaTHUM
€ Iojajiblile XapuyBaHHs Ta crabimisaiis mera-
6omigroro cratycy [9]. Xoua 1e crmocrepekeHHs
CTOCYETHCSI POCTOBOTO 3POCTAHHS, BOHO BUKJINKAE
He3PIBHSAHHO GiJIblITe 3aHETIOKOEHHSI MI0JI0 PO3BUT-
Ky 1ieHTpanbHoi HepBoBoi cuctemu (ITHC). Mozox
€ YHIKaJIbHUM OPraHOM i3 TOYKU 30py MeTaboJIi3-
My GLJIKiB 1 aMiHOKHCJIOT, Psi/l aBTOPIB MOKa3yIOTh,
110 HEePBOBI KJITUHU BUKOPUCTOBYIOTH CaMme aMmi-
HOKHCJIOTH Ta OLJIKY SIK JIKEPEJIO eHeprii, a He TJI0-
xo3y [9,13,34].
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Yu Moxke mopylieHHs: OiJKOBOro oOMiHY B
AUTUHCTBI OyTH TMOB’sI3aHe 3 MOAAJIBIIAM 0OMe-
JKeHHSIM 37aTHOCTI 710 HaBUYaHHS, HA ChOTOJHI He
BCTAHOBJICHO, O/IHAK ICHYIOTH MPHUITYCTUMI JaHi,
SKI IKPeCIIO0Th BaKJIMBICTh aJeKBaTHOTO OiJI-
KOBOTO XapuyBaHHS 7151 (Pi3i0J0TIUHOTO 103PiBaH-
HS KOXHOTO OpraHa HepeyacHO HapOLKeHOl JIH-
tunan [14,16,30].

Psi aMiHOKHCIOT MOJKe MaTH 0COOJTMBE 3HAYEH-
HS JIJIST TIepeIYacHO HAPOJKEHUX JIiTel, OCKITbKU
JIJIS1 1IbOTO KOHTUHTEHTY XapaKTepHa HeJIOCTaTHICThb
psany crienuiaanX (hepMeHTiB, Bijl (DyHKITIOHAb-
HOI aKTUBHOCTI SIKUX 3JI€KUTH TOAAJIBIITNNI 0OMiH
aAMIHOKHUCJIOT, 10 HAIXO/SATh BUKJIOYHO 3 Xapyuy-
BanHaM [29,39].

QDenisasanin € He3aMiHHOI0 apOMaTUYHOIO
aMiHOKHCJI0TO0. OCHOBHUMU MIJISIXaMU  YTUJTI3a-
1ii (peHiMamaHiny € HOTO BUKOPUCTAHHS JIJIST CUH-
Te3y Oijka abo MOro IepeTBOPEHHS Ha TUPO3UH
cuctemoro deninananinrigporcuaaszn [23]. IIpore
(heHimaTaHiH TAKOK MOXKE CJIYTYBATU IONEPEHN-
KOM [IJId YTBOPEHHSI KaTeXOJIaMiHIB aJ[peHasiny,
HOpaJpeHaliny Ta nodaMiHy HLISIXOM Heo00pOT-
HOTO TiIPOKCUJIIOBAaHHA /10 Tupo3uny. [li xkarexo-
JaMinu 6epyTh ydacTb y Oararbox (hiziosroriyHmx
mmporiecax B OpraHi3aMi TepeadyacHO HapOKeHOI
JIMTUHU, 10 TIPUKJIALY: B METa0OTI3Mi TTFOKO3H Ta
JIITIJIB, PEryJsilil apTepiaibHOTO THUCKY Ta cep-
1eBoi AisibHOCTI. [IIBUAKICTD CUHTE3Y Ta BUBIJIb-
HenHs katexosaminiB y [THC i cummnaroanpena-
JIOBUX KJITWUHAX pearye Ha (Hi3iosioriuHi 3MiHU
KOHIIEHTPAIlii THPO3UHY, TII0 MOKe TTPUIBOJAUTHU /10
(izionorivHNX peakIliii 3 BUCOKOIO aKTUBI3AIli€I0
HelpoHiB [48]. OCHOBHUMM MIiCIISIMU TiJ[POKCHITIO-
BaHH# (beHITamaHiHy € TedinKka i HupKu. BpaxoBy-
109n MOPGhOJIOTIUHY Ta (DYHKITIOHATBHY HE3PiiCTh
oprasizmy nepenyacHo HapOXKEHOT IUTUHHU, TIOTIe-
PeIHI JIaHi TOCIIPKeHD TIeIiHKY JITOJCHKOTO TIJIOLY
in vitro CBil4aTh MPO 3HWKEHY 3/IaTHICTH IJ10/1a
JIIOIMHU TIEPeTBOPIOBaTH (DeHiTaIaHiH Ha TUPO3WH.
1o, cBO€IO Yeproio, Bkasye Ha motpely IiaBuIie-
HOT'O MOHITOPUHTY PiBHIB I[UX aMiHOKUCJIOT y Tie-
peyacHo HapoKeHux mireit [27,50].

Tuposun — 1e Bak/JuWBa aMiHOKHCJOTA, SIKa
€ TIOTIePeTHUKOM MejiaTopiB  (modaminy, HOP-
aJIpeHasiny, a/[peHaJliHy), TOPMOHIB (TUPOKCHUHY )
i Mestaniny. TpaHsuTopHa HE3PiTiCTh METAOOIYHUX
(hepmenTiB, 30KpeMa 4 riipoKkcudeH TPy BaT/IIOK-
curenasu (4HPPD), y noeaHanHi 3 BUCOKOOIIKO-
BUM XapuyBaHHSIM MOTEHIIIHHO MOKe TPU3BOAUTH
1o dopmyBaHHs TpaH3uTopHOI THpo3uHeMii (TT)
i MeHIIo Mipoto — ji0 deniananinemii. TT 1o-
TEHIIIHO OTIUCYETHCA SIK OJTHE 3 HAWYACTINTNX aMi-
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HOKHCJOTHUX TopymieHb y aiteit [10]. Joremnep 3a-
JIUTIAIOTHCS HEBIIOMUMU €ITiZIeMioJIoTiuHI 1udpu
SJK Ha HaI[lOHAJTbHOMY, TaKk 1 Ha MiXKHApPOIHO-
My piBHI. 3a JJaHUMU OKpeMUX JocJijiKeHb, TT
yacTillle CIOCTEPiraeTbcsl B IepeyacHO Hapo-
mkenux (10 30%; npubsiusno 1:113), mpore pusuk
BUHUKHEHHS B JIiTel, HAPOKEHUX IOHONICHUMH,
3QJIMIIAETHCS HA JIOCUTb BUCOKOMY PpiBHiI (Bin
0,5—-5%; mpubausao 1:461). Ha cboromni Hemae
€IMHUX PEKOMEH/AIiil 100 Oe3MeYHNX HOPM
PiBHIB THPO3UHY B KPOBI JIOHONIEHUX 1 TIepe/[9acHO
Hapo/pKeHuX JiTedl. B onmcax KJIiHIYHUX BUTIAI-
KiB KaTaMHECTUYHOTO CIIOCTEPEKEHHS TaIli€HTIB
i3 TT BigMiua€Thcd PO3BUTOK HETATUBHUX HEBPO-
JIOTIYHUX HACJI/IKIB, y TOMY YUCJI1 3HU)KEHHS Hell-
POJIIHTBICTUYHUX 3/i6GHOCTEN, IHTENIEKTYaTbHOTO
nedinuty, TpyAHONIiB i3 HaBuanHaM [1,12,40].

AMIHOKHUCJIOTH 3 PO3TAIYKEeHUM JIAHI[IOTOM
(branched-chain amino acids — BCAA), neii-
L1H, i30JIeHIUH 1 BajiH, OyJM peTeabHO BUBYEHI
in vivo Ta in vitro 4epes BaXKJWUBY POJIb JEHIUHY
B cuHresi Oinka B cremeTHux M'sizax [2,5]. Jleii-
MUH — T1le YHIKaJIbHAa aMiHOKHCJIOTA, OCKIJIbKHU
BOHA CITPUsIE CUHTE3Y O1JIKa MIJISTXOM PETYJIIOBAHHS
iHimianii TpaHcIALil, IpUTHiYy€E aerpajaiio 6ij-
Ka Ta CTUMYJIIOE cekpettio incysiny [6,15]. BCAA
MeTaboMi3YIOThCST  MIIIXOM  OOOPOTHOTO — TPaH-
CaMiHyBaHHd 3  YTBOPEHHSIM  BIiJIIIOBIJIHUX
O-KETOKHUCJIOT 13 pO3rasly’KeHUM JIAHIIOTOM, SKi,
CBOEI0 4YEProio, 3a3HAlOTh HEOOOPOTHOTO JeKap-
OGOKCUIIIOBAHHS, 10 KaTaMi3yEThCs KeTOIeriapo-
reHa3HUM KOMILJIEKCOM i3 pO3TaIy:KeHUM JaHITIO-
rom (branched-chain o-ketoacid dehydrogenase
complex — BCKDC). Peryusiiisi crany axTHB-
HocTi BCKDC € kpuTuaHO BaskJIUBOIO JIJIST POCTY,
BiJIHOBJIEHHSI TKaHUH 1 MIATPUMKHU OiJTKa B Op-
ranizmi. Busnadeno nBi i3odopmu aminorpanc-
depasu 3 posramyskeHuMm Janimorom (branched-
chain amino acid aminotransferase — BCAT) y ccas-
IiB: MITOXOH/[piasibHa (hOpMa, SIKa eKCIIPECYEThCS
MOBCIO/IHO, 1 IIMTO30J1bHA (POPMA, SIKA €KCIIPECYETh-
Csl Y BEJUKHUX KIJTbKOCTSX Yy MO3KY, nepudepny-
nux HepBax. BCAT karanizye TpaHcamiHyBaHHS
BCAA 3 oa-kerorsytapatoM i yTBODEHHS PSLy
He3aMiHHUX aMiHOKHCJIOT, TaKUM YHHOM, Oepe
y4acThb y MiKOPraHHOMY TPaHCIIOPTYBaHHI a30-
ty. BCAT, nepemintytoun azor yepe3 pi3Hi MeTa-
GoJIivHI TIyJIM, BiZirpae BaKJUBY POJib Y HOro Ie-
PEpO3MOLI i/ yac KaTabori3My Ta akpertii Oijka.
Takosx BBaskaeTbcd, M0 caMe aMiHOKHUCJIOTH 3 PO3-
rajIy;KeHNUM JIAHITIOTOM BiflirpaioTh 0coOJINBe 3HaA-
yeHHd B 1o3piBanHi [ITHC i po3dBuTKy HOpMasibHOI
cTpecoBoi peaktlii [22,24,26,33].

90

OcobmBOi yBaru 3ac/jayroBylOTh CipKOBMIiCHI
aAMIHOKHKCJIOTH, 2 CaMe MEeTiOHiH, ITUCTEIH 1 TaypuH.
Pan nocrimpxens Bkaszye Ha BiZICYyTHICTb aKTUBHOCTI
TPAHCCYIbMhITHOTO MIIAXY MeTaboIi3My B MediHili
IJ10/1a JIIOJIMHU, TaKUM YMHOM, HEe3/IaTHICTb BHY-
TPIIHBOYTPOOHOI IUTHHU 0 CUHTE3Y LUCTEiHY
3 MeTioHiHY. BifmoBifHO I1UCTEIH HAJEKUTDH 10
YMOBHO He3aMiHHMX aMiHOKHCJOT IS IJ10/1a
Ta 1epedacHO HOBOHAPO/IZKEHOI INTUHU.

Mertionin, He3amMiHHa aMiHOKHCJIOTa, HeoOXiHa
IUIst cuHTe3y O1JIKa, TaKOXK € JUKEPETIOM METHJIb-
HUX TPYII JIJII METUJIIOBAHHST HYKJI€THOBUX KUCJIOT
(metmmioBanns /IHK npu excripecii pisnux retis),
6inka, GioreHHux aminiB i docdoimigis [18,38].
MeTabos1i3M MeTIOHIHY XapaKTepU3Y€EThCs JIBOMa
KomIioHneHTaMu. Ilepmnii — 11e MOBCIOJHUI ITUKJ
TPaHCMETUJIIOBaHHS, Y IKOMY MeTiOHiH TpaHCMe-
TUJIIOETBCS /0 TOMOITUCTEIHY 1 PeMeTUJIOETbCS
Hazazn. lluksa TpaHcMmeTW/IOBaHHS He TIPU3BO-
JUTHh 0 KaTtaboJi3My METiIOHiHYy, a CKopilie a€
3MOTY TIEPEHOCUTH METWJIbHI TPYIU B Pi3HUX Me-
TuiTpanchepasHuX Peakilisix i 3HOBY 3aXOILI0-
BaTU METHJIbHY rpyiy abo 3 dosar3aiexHoro
OJIHOBYTJIEIIeBOTO TyJy (S-MeTusterpariapodo-
jaty), abo 3 (He3asIeKHOTO Bijl BitTaMiHiB) GeTainy.
KinmeBuM MpogyKTOM UKy TPAHCMETUIIOBAHHS
€ Oiosoriuno  akTMBHA ~ CHOJyKa  S-aieHo-
3uii-MeTioHiH (SAM), gKa TakoK € YHIBEepCAIbHUM
JOHOPOM METHITY, 10 Gepe y4acTh Y YUCIeHHUX
MeTuaTpanchepazHux peakiligx [36].

YTBOpeHHST METIOHiIHY —BiIOYBa€ThCS — IILIsI-
XOM KOHJIEHCAIlii TOMOIIMCTEIHY i3 CEepuHOM 3
YTBOPEHHSM ITUCTATIOHIHY, 1110 KaTaJi3y€eThCs
nucratioHin-B-cunrazon  (cystathionine-B-syn-
thase — CBS). IlucrarioHiH mepeTBOpIOETHCA Ha
IUCTEIH, 0-KeTOOYTUPAT Ta aMiak 3a JIOTIOMOTOT0
M PUIOKCUHBMICHOTO (hePMEHTY TUCTATIOHIH-Y-JIi-
asu (cystathionine-y-lyases — CGL). Byruere-
BUI1 CKeJsleT MeTiOHiHY okucaoeTbes B nki TCA
yepe3 a-KetoOytupar i mpomionis KoA, tomi sik
cyJib@ripuiabHa rpyra KOHJAEHCYETHCS i3 CEPUHOM
3 yTBOpeHHaM 1ucTeiny [28,36]. Y nopocioi Jio-
JVHU [UISIX TPAHCCYIb()yBaHHA Ma€e OOMeKeHUil
TKAaHWUHHUI PO3IOJLI, OOMEKYIOUNCH TEYiHKOIO,
HUPKaMU, KUIIEYHUKOM 1 TiIIIIYHKOBOIO 3aJ103010
[28,36,44]. Husbka maca Tijia IpU HAPOJKEHHI
i/a60 HeJJOHOIIEHICTD Y MOEHAHHI 3 BUCOKOOIIKO-
BUM XapyyBaHHSIM MOKYTb CIIPDUYMHUTH TPaH3U-
TOPHY TillepMeTiOHIHeMiI0, depe3 MOopQOJIOTiaHy
Ta (YHKIIOHAJIbHY He3piTicTh (hepMeHTaTUBHOI
dbynkiii meuinku. [imepmeTioHiHeMis € TOTEHITIH-
HuM (akropom ypakeHHd [LTHC i3 ¢hopmyBanHIM
HOPYIIEHHS IHTEJIeKTYaJbHOTO PO3BUTKY MaJIOKa.
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Taypun — He € TUMOBOIO aMiHOKHUCJOTOIO,
OCKIJIbKM, X04a BiH MICTUTb aMiHOI'PYIIM, BOHA He
Mae HeoOXifHOI KapOOKcmiabHOI Tpymu. Taypun
CUHTE3YETbCA 3 MeTioHiny nucreiny. Jledinur ta-
YPUHY MOsKe 301iJIbIITyBaTH TJIIKOKOH OTaTH KOBY-
HUX KHUCJIOT i TUM CaMMM IIPU3BOJUTH 10 XOJlec-
Tagy. Xoya TPUYMHA HEOHATAJIBbHOTO XOJeCcTasy
GaratoakTopHa, € JaHi, SKi BKa3ylOTh Ha Te, 110
diziosoriyauil cTaMNil PiBEHD TAYPUHY MOKE 3aT10-
6iratu xoJiectasy B Ilepe[4acHO HOBOHAPOJKEHX.
Kpim Toro, nedinut raypruHy MozKe TPU3BOJUTH /10
ypaskeHHs CITKIiBKM OKa [8,42].

[motamin € HaTIOMIMPEHIIIO 3aMiHHOIO aMi-
HOKHCJIOTOIO B KPOBI Ta B I1yJIi BLIbHUX aMiHOKHC-
JIOT B opraHi3mi [3]. BiH cuHTe3y€eThCS MPAaKTUIHO
KO’KHOIO TKAaHWHOIO B OPTaHi3Mi, Xo4a JuIe Jie-
SKI TKaHWHU, HANPUKJIAA, CKEJETHI M SI31, MO30OK
i Jlereni, BUALISAIOTH HOTO B KPOBOOOIT Y 3HAYHUX
KizbKoCTsIX. BiH BiJlirpae BaskJIUBY POJib Y MixKOP-
raHHOMY OOMiHI a30Ty Ta BYTJIEIO i € TIEPBUHHIM
OKMCJTIOBAJIBHUM MAJUBOM [IJI1 €HTEPOIUTIB 1 JIiM-
dorutis. Kpim Toro, riayramin € KJIOYOBUM CyO-
CTpPaToM [IJisi BUPDOOHUIITBA aMiaKy B HUPKax, I110-
repe;ITHUKOM JIJI CUHTe3y MyPUHIB 1 MIPUMIIUHIB i,
SK TIPUITYCKAIOTh, BiJlirPa€ TIeBHY POJIb y PeryJIsllil
cunTe3dy Oinka [23,35].

PsanoMm nociijskenb BUSABJIEHO KJIOYOBY POJIb
riayTaMiny B MeTabosi3Mi Kuiednnka. B enrepo-
[UTaxX TJIyTaMiH 3a3HA€ KITBKOX MeTabOIYHUX
[epeTBOpeHb, y pe3yJbraTi SIKUX YTBOPIOIOTHCSI
IUTPAT, JJAKTAT i BYTJIEKUCJIUH Ta3 K KiHIleBi Mpo-
IYKTU BYTJIEIIO, a TaKOK aMiak, aJlaHiH 1 aMiHO-
KUCJOTH IATPYJIiH 1 MPOJIH K OCHOBHI KiHIEBI
MIPOJLYKTH TTePETBOPEHHA a30Ty. [iyTaMid MBUKO
BCMOKTYETBCSI B KUIIIEUHUKY 1 IePETBOPIOETHCS HA
rjlyTamaT Ta aMiak 3a J0TIOMOToI0 IJyTaMiHazu. 3a
HOPMaJIbHUX YMOB TJIyTaMiH € KpalluM peciiipa-
TOPHUM TIAJIMBOM JIJIS1 KJIITUH, MO MIBUKO TTPOJIi-
(hepytoTh, TaKUX AK €HTEPOIUTH Ta JIM(MOIUTH.
Bin € peryssiTopoM KHUCIOTHO-JIY;KHOTO OaslaHCy
yepe3 aMOHii, a TaKOXK BaKJIMUBUM IHOIEPEHUKOM
HYKJIEIHOBUX KUCJIOT, HYKJIEOTHU/IIB, aMiHOIIYKPIiB 1
6iaka [20].

OnTuMaIbHMA PICT KITHH HOTPEOYE KiIbKOX
THUITIB aMiHOKHUCJIOT, HAaWBaKJIUBIIIO 3 SKUX €
came ruryramin. Exgorennnii 6iocunres rayraminy
MOske OyTH HeZIOCTATHIM JJIst TOTped TKaHWH Ha TJTi
MeTabOoIYHOTO CTpecy TepeayacHo HapOKEHOI
autuHu. IlepepyacHo Hapo/KeHi HEMOBJISITA YyT-
JnBi o pedimuty rayraminy. Kigbka nocriKenb
ITOKA3YI0Tb, 1110 TII0TaMiH Ha/I3BUYAHO BaXKJIUBUA,
0c00JIMBO /17151 301JTBIIIEHHST TTAPAMETPIB 3POCTAHHSI,
IIJTYHKOBO-KHUIITKOBOI CUCTEMHU, IMYHITETY, TIPO-

(hisTakTUKK aJeprivHuX peakIlii, 3aXBOPIOBAHOCTI
ta cMmepTHOCTI. Kpim Toro, medimut riyraminy
MO’Ke TIPU3BOIUTH /10 yPaskeHHd JiM(OiTHOI TKa-
HUHU KUIIEYHUKA, 301bIICHHSA KITbKOCTI IIa3Ma-
TUYHUX KJITHH, 0 MPOAYKYIOTh iMyHOTT00Y IiH A
(IgA), sHMKEHHS PiBHSI CEKPETOPHOTO (heKaJbHO-
ro IgA (sIgA), a TakoX MOCUJIEHHS TPUIUTIAHHS
i TpancIoKanii 6akrepiii i3 kuimeunuka [17].

ApriHiH — 1le aMiHOKHCJIOTa, HeoOXiaHa It
XapuyBaHHSI TIJI0Jla Ta HOBOHAPOJ/KEHOTO, MaE€
BUpIllIaJibHe 3HAYEHHs /I JIeTOKCHKallii amiaky
Ta CHUHTe3y Ha/A3BUYAHHO BaXJIUBUX MOJIEKYJ
(y TomMy uMCIi KpeaTwH, OKCHJ| a30Ty Ta IOJIi-
aminnm) [17,20].

3HAaYHOIO aJiMEHTAapHOIO MPOOJEMOI0 HEIO-
HONIEHUX JliTeil € pusuk dhopmyBaHHs jgedinury
aprifiny (TirmoapriHiHeMis), 10 MPU3BOJIUTH JIO
rinepaMOHieMii, a TaKOX CepllieBO-CyJANHHOI, Jie-
reHeBOl, HEBPOJIOTIYHOI Ta KUITKOBOI [UCHYHKITII.
[ledimuT apriminy Mo)ke CHPUYUHATHA BUCOKWUI
piBeHb JUTAYOI 3aXBOPIOBAHOCTI Ta CMEPTHOCTI,
MOB’SI3aHOI 3 TepeldacHUMM  ToJjioTaMu.  Psin
JIOCJIJIKeHb CBiJlYaTh, 110 KUIIKOBUI CHUHTE3 IU-
TPYJIiHY Ta apriHiHy (OCHOBHE €H/IOTeHHE /PKEPETIO
aprifiny) oOMeKeHWil y HeJIOHOIIEHUX HOBOHA-
POKEHNX uepe3 3HMKEHY eKCIIPECiio TeHiB KO-
yoBUX (epMeHTiB (HANPUKJIAL, IPPOJIiH-5-Kap-
OOKCUJIATCUHTA3N, ApPriHiHOCYKIIMHATCUHTA31
Ta Jlia3n ), TUM CAMUM 3YMOBJIIOIOYH PO3BUTOK TiIl0-
aprifginemii. € TpuUIyIIeHHs, [0 HU3bKUI PiBEHb
apriHiny B HEJIOHONIEHUX HOBOHAPOKEHUX MOKE
MiBUIIYBATH PU3UK (HOPMYBaHHS HEKPOTHYHOTO
E€HTEPOKOJITY uepe3 MPUTHIYEHHST IMYHITETY, 110-
pPYUIYIOUN [IPU 1bOMY KPUTHYHI IIJISAXU IMyHHOI
Bignosizi [20,35].

[Moganpini  gociijpkeHHs  PIBHA — apriHiHy
B Ilepe4acHO HOBOHAPOJKEHUX JMiTel AaAyTh
3MOT'Y TOJINIIUTA PO3YMiHHS MeXaHi3MiB, Bijl-
MOBIIATBHIX 32 COMATWYHE 3/I0POB’S 1 3POCTAaHHS
nepeiuacHoO HaPOJKEHUX i Te.

BucuoBku

Konrenrpariii amiHokucior € 6Giomapkepamu
6iskoBoro Merabosiamy. BuBueHHs1 IXHIX PIBHIB
Yy HEJOHOIIEHUX HEMOBJIAT MOKE€ BUSIBUTU METa-
Gostiuni 3minu, mop’sizani i3 cymyTHiME hakTo-
pamu. BusnaueHHSI KOHIIEHTpaIlil aMiHOKHCJIOT
JUIs aHaJi3y MeTaboJIiYHMX 3MiH Ta BHSIBJIEHHS
KOpeJIAIil MK 3HaYeHHsSIMU MeTaboJIiTiB, recra-
IIHHUM BiKOM, Macolo Tijla IPU HAPOJKEHHI, Ma-
TEPUHCHKUM 1 MiCIITOIOTOBUM aHAMHE30M, BiIKOM
HAa MOMEHT B3SITTSI 3Pa3Ka, CIOKWBAHHAM T10-
KMBHUX PEYOBUH, a TaKOXK KJIHIYHUMH, Jabopa-
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TOPHUMM TapaMeTpaMH Ta IapaMeTpaMHu PoCTy
JIAI0Th 3MOT'Y OIIHUTH XapuyOBUH CTaTyC i BUSIBU-

™
Ta

BKJIMBI HACMTIJIKW JJIST 37I0POB’S, 3POCTAaHHS
HEPBOBOTO PO3BUTKY B MailOyTHbOMY. [HTEp-

mpeTartist MeTaboJIiuHOTO cTaTycy 3a0e3redye Hay-
KOBY OCHOBY, BOJIHOUAC MIiCTUTb PeajibHi BKa3iBKU
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