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BaXxnnBrM Y/HHUKOM, LLO BMNAMBAE Ha BUHWUKHEHHS NOPYLLEHb MeTaboniaMy, € nepeayacHi nonorn. MNMopiBHAHO 3 JOHOLWEHNMY NepeayacHO
HapoaXeHi € 0COBNMBOIO FPYMNOK AITEN, Y AKX MOPGONOris opraxis Ta ixHi (isionoriyni GyHKL]i e He NOBHICTIO CPOPMOBaHI, a aKTUBHICTb
GEepMEHTIB, NOB'A3aHNX i3 MeTab0oniaMOM BiNKiB, € HEAOCTATHLOIO, LLLO NPU3BOANTE A0 NOPYLWEHb, Y TOMY YKCAi 0 610KYBaHHA OOMIHY AESKMX
amiHokm1cnoT. [Nepexia i3 BHYTPILLHbOYTPOBHOMO CepeaoBULLA, WO NPU3BOANTL A0 3MiHM CTaHy NOBHOI 3a/1EXHOCTI Bif MaTtepi 40 He3anexHoro
no3ayTpooHOro cepeaoBumLa, €, MabyTb, HabINbLL PI3KOK Gi3I0NOMYHO Ta METAOONIHYHOK NOAIEID B XUTTI. HApOAXEHHS Ta paHHs aganTadis
NMPOBOKYIOTb GOPMYBAHHA 3HAYHVIX 3MiH Y OIlIKOBOMY Ta EHEepreTiyHOMy OOMiHaxX.

KoHueHTpauii amiHok1cnoT € 6ioMapkepamu 6inkoBoro Metabosniamy. BUBYEHHS iXHIX CTRYKTYD Ta PIBHIB Yy HEAOHOLIEHVX HEMOBAST MOXE
BUSIBUTI METAOONIYHI 3MiHW, NOB’A3aHi i3 CynyTHIMK GpakTopamu. Ha CbOroaHi BCTAHOBNEHO HOPMATVIBHI 3HA4YEHHS KOHLIEHTPALLji aMiHOKIMCNOT
y Mnasami AOPOCAVX, HEMOBAIAT i AiTe CTapLoro Biky. OCKiNbKM aMiHOKNCNOTY € BXKIMBUMIM KOMIOHEHTAMM BENVIKOI KiNbKOCTI XUTTEBO BAXIIN-
BVMX CNONYK, NOPYLIEHHS disionoriyHoro metaboniamy 6isIKOBOI NaHk1 MOXe NPU3BOANT A0 GOPMyBaHHS 3aTPUMKM 3POCTaHHA NepeaqacHo
HapoaXeHoi AnTnHN. CHOPMOBAHO Te3N, L0 ASsKi GakTopy MOXYTb BNAIMBATY HA CKPUHIHIOBI MOKA3HMK METAabO0NIHHOro CTaTyCcy NnepeaqacHo
HapoIXXeHVX AiTert. PO3yMiHHA Ta iHTepnpeTauia MeTaboniyHoro crtarycy 3abesneqdye HayKoBy OCHOBY Ta BOAHOYAC MICTUTb peasbHi BKa3iBku
LLOAO MIABULLEHHS SKOCTI BUXOOXYBaHHS NepeayacHO HapOaXXeHX AiTel 3 TOHKM 30py MeTaboniamy. MeToto A0ChiaxXeHHsA 6yno y3aransHeHHs
niTepaTypHyX AaHvx, PO3yMiHHA 0COONMBOCTEN METAbONI3MY OKPEMUX aMIHOKUCIOT Y NepeadacHO HapOaXEHWX AiTEN, a TakoX cucTemMarmsa-
Lig AaHyx Npo 3MiHW PIBHIB aMiHOKCNOT Ha TNi NepurHaTanbHOI NaTonorii.

ABTOPW 3a8BNSHOTb MPO BIACYTHICTb KOHMANIKTY iIHTEPECIB.

Kno4yoBi cnoBa: nepeayacHO HapOoXeHi, aMiHOKUCNOTH, 3POCTaHHS.
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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

QKIUBUM (DAKTOPOM, IO BIJIMBAE HA
BUHUKHEHHSI TOPYIIEHHS MeTad0i3My,
€ nepenyacHi nosioru. IlopiBHSIHO 3 710-
HOIIEHUMU TIEPEAIACHO HAPOIKEHI € 0COOIMBOTO
TPYIIOIO /IiTel, y skuxX MOPGOJIOTid OpraHiB Ta ixXHi
(iziosoriuni (yHKIi 11 HE MOBHICTIO chOPMO-
BaHi, a aKTUBHICTh (hePMEHTIB, MMOB’I3aHUX i3 Me-
TabosisMoM OLIKIB, € HegocTaTHbOIO. Lle mpusBo-
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JIUTH JI0 TIOPYIIEHb, Y TOMY YUCJi 0 OJOKYBaHHS
0oOMiHYy JesKuX aMiHOKUCIOT. OCKiJIbKH aMiHO-
KUCJIOTU € BaXJIUBUMH KOMIIOHEHTAMU BEJIMKOI
KiJIbKOCTI KMTTEBO BAKJIUBUX CIIOJIYK, ITOPYIIIEH-
Hs1 iziosoriunoro Merabosiamy 6iTKOBOI JTaHKU
MOJKe TIPU3BOANTH 10 (POPMYBaHHS 3aTPUMKH 3PO-
CTaHHs TepeaYacHo HapoikeHol auTuHU. Hapasi
copmoBani Te3u, 1m0 NeBHI (GakTOPH BIJIMBAIOTH
Ha CKPUHIHTOBI IIOKa3HUKU MeTaboJIiYHOTO CTaTy-
Cy B TIepeluacHO HaPOKEHUX JIiTe.
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Mema nociijpkeHHsT — y3arajJbHUTU JIiTe-
parypHi JaHi 100 PO3YMiHHSI OCOOJUBOCTEN
MeTaboTi3My OKPEMUX aMiHOKUCJIOT Y TiepedacHo
HaPO/KEHUX JIiTel; cucTeMaTu3yBaTu JaHi MO0
3MiH PiBHIB aMiHOKHCJIOT Ha TJIi IePUHATAJIbHOIL
TaTOoJIOTII.

[Tepexin i3 BHYTPIIIHLOYTPOOHOTO CepeOBHU-
1113, 1110 IPU3BO/IUTD /10 3MiHU CTaHy ITOBHOI 3aJI€XK-
HOCTI Biji Marepi 0 HEe3aJIeKHOTO 11032y TPOOHOTO
cepelioBuUIIa, €, MabyTh, Hallpi3Kimoio diziosoriy-
HOIO 1 MeTabo/1iuHoI0 TIozielo B kuTTi. Hapomken-
HJ Ta PaHHS aJarTaiisi MPOBOKYIOTh (hOpMyBaH-
HS 3HAYHUX 3MiH Y OiJTKOBOMY Ta €HEpreTHYHOMY
oOmiHax [41].

Xoua mepeBaskHa OiJIbIIICTh HOBOHAPOIKE-
HUX [EPEXOAUTh Y T03ayTPOOHE CepeloBHIIe
6e3 yCKJIa[HEHD, ¥ DSy HEMOBJIST, 30KpeMa Ie-
pemrdacHo HapOKEHUX, MOXKYTh (OpMyBaTHUCS
3HAYHi coMmaTn4Hi Ta MeTabosiuni mpobaemu [11].
[lepemuacHo HapoKEH] iTH MAIOTh MEHIIII TITAHCH
Ha BWXKHMBAHHS Y 3B’SI3KY 3 BUCOKHUM PHU3UKOM
(bopmyBaHHS MaToJIOTIH, OB SI3aHNUX 13 MOP(OTIO-
TiYHOIO Ta (PYHKITIOHATHHOIO HE3PLIiCTIO OpPraHiB
i cucreM, i3 HAABHUM €HEPTeTUYHUM 1 HYTPUTHUB-
HUM AediluToM TIpW HapOKEHHi, SKWH MIBU/I-
KO IIPpOrpecye Ha TJi Ha3[oraHsi04oro 3poCcTaHHs
Ta IepUHATAJIBHUX cTpecoBux ctanis [11,41].

Txka, 11 cxmmaz i croci6 HAIXOMKEeHHS 10 oprasis-
MY HOBOHAPOJI)KEHOTO € OCHOBHOIO PYIIIHHOIO CH-
JIOI0, 10 BIJIMBAE HA MOTO 3POCTAHHS TA CTaH 3710-
POB’s 3arajioM.

Ha niepinie Micite B pasi mpu3HavueHHI HyTPUTHUB-
HOI IIATPUMKY 3 TIEPIINX 10 KUTTs CTAa€ 3aBIaH-
Hs1 3abe3leyeHHs] aJleKBaTHOTO ITOCTHATAIbHOTO
(hismyHOTO TAa KOTHITUBHOTO PO3BUTKY MAJIOKa,
MpU IIbOMY OINTUMAaJIbHE 3POCTAHHS TMepeaIdacHO
HAPO/KEHOI [UTHHU Ma€ TPOJOBKYBATHCH b0
YaCTKOBO TIOBTOPIOBATH KPUBY BHYTPIITHBOYTPOO-
HOTO 3pocTanus [49].

Ha Bcix dasax ¢isuunoro i 6ioximiunoro o-
3piBaHHs, ajie 0COOJUBO B TEPio/] PO3BUTKY IO
Ta B IIOCTHATAJbHOMY Ie€piojli PaHHBOI ajanTaltii
HEMOBJIATH, aMiHOKUCJIOTA HeOOXiHI B IIJIbOBUX
KIJIBKOCTSIX JIJIsI CUHTE3Y CTPYKTYPHHMX OiJIKiB,
dbepMeHTiB i GIIKOBMX TOPMOHIB, SIKi € JKUTTEBO
BKJIMBUMU JIJI TIPOTIECy pocTy [25]. 3 Touku 30py
XapuyBaHHsI BAKJIMBUM ACIIEKTOM O1JIKOBOTO KOM-
[IOHEHTAa € M0T0 aMIHOKMCJIOTHUN CKJIaJ,, OCKIJIbKI
OIJIKM CKJIAIATIOTHCS 3 JIAHITIOTIB aMiHOKMCJIOTHUX
cyOOMHUID, 3'€AHAHUX MiK COOOI0 MENTHIHIMN
3B’ s13kamu [37].

Bask/uBicTh aMiHOKHCJIOT He OOMEKYEThCS IX-
HBOIO POJLIIO SIK CTPYKTYPHUX KOMIIOHEHTIB O1/IKiB,
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OCKIJIbKH 0arato 3 HUX MAlOTh Iy:XKe crerudidme
3HAUEHHsI B HEOLIKOBUX METaDOJIYHUX IPOIIecax
[25,37,49].

AMIHOKUCJIOTH € He3aMiHHUMU TOTepeIHIKA-
MU B CUHTE31 BEJIMKOI KiJIbBKOCTI a30TOBMiICHUX CII0-
JIYK 13 mupokumu Giosorivnnmu yHKiismu [45].
Jlestki 3 1ux 6i0AaKTUBHUX CIOJIYK € HEHPOTpaHC-
MiTepamu (y-aMiHOMAac/isTHa KHCJI0Ta, JodamiH,
CEpOTOHIH), TopMOHaMH (aJpeHasiH, Hopajpe-
HaJIiH, TPUHOITUPOHIH, TAPOKCHUH ), Ba30INJIATaTO-
pamu, CUTHAJIBHUMHU MOJIEKYJaM¥, aHTHOKCU/IaH-
Tamu (TJIyTaTioH, KpeaTWHiH, MeJaTOHIH, MeJaHiH
i TaypuH), JJOHOPAMHM METWJIbHUX TPYII, a TaKOX
KJIIOYOBUMHU PETYJISITOPAMU MeTab0Ti3My, 3pOCTaH-
H¢I, PO3BUTKY, IMyHHOI Bi/ITIOBi/Ii Ta 3/[0POB’S.

Mera6osisM aMiHOKMCJIOT 3MIiHIOETbCS IIPH
pisHNX ((}Hiz3ioNOTIYHNX 1 TATOJOTIYHUX CTaHaX,
MIPU3BOIAYN IO 3MiHU TOMeOCTa3y B Iijomy [43].
Konrmentiis 1mpo  ¢GyHKITIOHAIBbHI  aMiHOKHCIIO-
TA JIA€ 3MOTY PO3IJISIIaTH iX SIK MoauikaTopu
roMeocTasy, 110 PeryJiioioTh KI04oBi MeTaboIiuHi
HIJISIXY Ta CIPUSIOTH MOJIIIIIEHHIO CTaHy 3/10POB’d,
ONITUMATHFHOMY 3POCTAHHIO, HEPBOBO-TICUXIYHOMY
po3ButKy. HemocratHicTh (yHKITIOHATBPHIX aMi-
HOKWCJIOT 3/IaTHA TIOPYIIyBaTH HE JIWIE CUHTE3
6iJika, asie it romeocTas 3arajom [31,46].

[IpioputeTHUM 74 TlepeyacHO HapPOJKEHOl
JMTUHU € OTPUMAaHHSI caMe 301JbIIeHOI KiJIbKOCTI
6iJIKiB, OCKIJIBKU BOHU B TIOBHOMY 00CsI31 BUKOPH-
CTOBYIOTHCS [IJISI CHHTE3Y HOBUX TKAHWH i € OCHOB-
HUMW CTPYKTYPHUMH Ta (DYHKITIOHATBHUMHI KOM-
ITOHEHTaMM BCiX KJITHH B opraHizmi. bajanc mix
CUHTE30M i jierpaaitieio 6ika € BaKJINBOIO eTep-
MiHaHTOIO pocTy [32].

KrnacudikoBano monan 100 aminokucior, 3
akux moHazx 20% O0epyTh ydacTh y cHHTE31 6iKa,
a MEHIIa MOJIOBUHA BBAKAETHCS «HE3aMiHHUMUY.
KracuuauM BU3HAYEHHAM HE3aMiHHUX aMiHO-
KHUCJIOT € O-aMiHOKHCJIOTH, BYTJIEIIeBUI CKeJeT
SIKUX He MOKe OyTH CHMHTe30BaHMiI B OpraHismi
JIOJIMHU B JIOCTATHIM KiJTbKOCTI Jist 3abe3redyeH-
Hs 6azoBoro (isiosoriunoro merabosismy [4,21].
Tomy BoHM MatOTh BXOIUTH 10 PAIIOHY Y BUTJISI
6isika abo y BibHIN dopmi abo B iHIINUX CIOJY-
Kax. Xoua «3aMiHHi» aMiHOKHMCJOTU 3aTrajioM MO-
KYTh CHHTE3yBaTUCS 3 OyIb-sIKOTO aJeKBaTHOTO
JUKepesa XapuoBOTro a30Ty, came JieiluT «3aMiH-
HUX» aMIHOKHCJIOT MOJK€ BUSBUTHCS BaKJIUBUM
JimMiTyrounM (haKTOPOM HEeTOCTaTHOCTI GITKOBOTO
XapuyBaHHs 1/a00 3/aTHICTIO OpPraHi3aMy /10 OTO
3acBoeHHd [21].

BxiioueHHsT aMiHOKKMCJIOT 10 CKJIaxy OLJIKiB
BiZIOyBa€ThCs HANOLIBII IHTEHCUBHO y (eTasib-
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HUI Ta HeoHaTaJbHUU Tepiogau. Bimomo, 1mo op-
ra”i3M 24-TUKHEBOTO ILJIO/IA CKJIAJIAETHCS 3 BOJU
Ha 90%, a HOBOHAPO/XKEHOI TUTUHU — Ha TIOHA]
75%, mpudomy 2/3 ii — 3a paxyHOK MO3aKJIITHHHO-
ro KoMIoHeHTa. ToMy mepuiuii nepioz 1o3ayTpoo-
HOI ajianTailii XapaKTepu3y€eThCs BTPATOI0 Macu
TiJIa HEIOHOTIIEHOTO HOBOHAPOJIZKEHOTO 332 PAXyHOK
BTpaTu piauau. [lati 3 mepiioro THAKHS KATTS Ma€
MicIle TPOMIKHUU MK IHTEHCUBHOCTI TIPOIIECy, 110
CYIPOBOIKYEThC cTabili3allielo Macu Tijia mepej-
YacHO HapoOJKeHol iuTunu. 1licsas 1pyroro THKHS
JKUTTST HACTYTIAE TIePioj] BiJIHOBJIEHHS MacH TiJia,
I/l yac SIKOTO TPW HEraTWBHIN AWHAMIIll aHTPO-
[IOMETPUYHUX IIOKa3HUKIB MOKe copMyBaTucs
CUH/IPOM TIOCTHATAJIbHOI 3aTPUMKU (Pi3UUHOTO
PO3BUTKY BHACJI/IOK HYTPUTUBHOI HEJOCTATHOCTI,
30KpeMa, 0OMEeKeHOTO HAIXO/KEHHST aMiHOKUCJIOT
JI0 paIlioHy XapuyBaHHS TlepeyacHO HapOKEeHOI
mtunm [19,45].

[Topymennst 6iKoBOro 0OMiHY, 1[0 XapakTe-
PUBYETHCS HAaKOMUYeHHsIM 200 aedinuToM OKpe-
MUX aMiHOKMCJIOT Y KpOBi, MOKe ITPU3BOAUTU
nepeyciM /10 HeJ0CTAaTHOCTI COMAaTUYHOTO 3PO-
CTaHHs, YPaKeHHsT OPTaHiB i cucteM i 6e3 TOTO TIe-
PEBaHTaKEHOTO UTSYOTO OPraHi3aMy, 3 BHCOKUM
pu3nkoM GOPMYBaHHS Bi/IaIeHUX HACJI/IKIB.

[ledinuT aMiHOKUCJIOT, KpiM HEraTUBHUX
HACJIKIB /I 3POCTaHHS B HaKOIWYeHHi Oijika,
MOJKe TIPU3BOIUTH JI0 TAaKUX HECITPUATINBUX Ha-
CHJIKIB, SIK 3HUWJKEHHSI B IJIa3Mi iHCYTIHOMOMIO-
HOTO (paKkTOpa 3pOCTAHHS, MOPYIIEHb isJIBHOCTI
KJIITUHHUX TPAHCIIOPTEPiB TJIIOKO3U Ta, OTXKE,
rinepriikemii, rinepkamiemii, eHepreTUuHoro aedi-
IUTY KJTITUHYU Ta iH. [47].

3MiHu PiBHIB aMiHOKHCJOT, sSKi € He3Had-
HUM JIJIST CTapIioi AUTUHU, MOXYTh CIIPUYUHATH
HETIOTIPaBHi TOPYIIEHHST B TJIO/Ia Ta HEMOBJISTH,
SIKi TBUIKO POCTYTH [7].

[cnyioTh 10Ka3y, sIK Ha TBapUHAX, Tak i Ha JIO-
JISIX, 10 3aTPUMKA 3POCTaHHS Yepe3 BUCHAKEHHS
6isKa 200 aMiHOKKC/IOT Y PAaHHbOMY HEOHATAIbHO-
MY Billi HIKOJTH He MOsKe OyTU MOBHICTIO BUTIPABJIe-
HOIO, He3aJIeKHO BiJl TOTrO, HACKIJIbKY aJleKBATHUM
€ TIojaJiblile XapuyBaHHsI Ta crabimizaiist MeTa-
6omiuroro crarycy [9]. Xoua 1e crocrepeskeHHs
CTOCYETBCSI POCTOBOTO 3POCTAHHS, BOHO BUKJINKAE
HE3PIBHSAHHO GiJIblITe 3aHETIOKOEHHS 010 PO3BUT-
Ky nenTpaibHoi HepBoBoi cuctemu (IITHC). Mozoxk
€ YHIKaJIbHUM OPTaHOM i3 TOYKU 30py MeTaboJri3-
My OIJIKIB 1 aMiHOKHCJIOT, PSIJl aBTOPIB MTOKA3y0Th,
1[0 HEPBOBI KJIITUHU BUKOPUCTOBYIOTH CaMe ami-
HOKMCJIOTH Ta OLIKH K JZKePeJIo eHepril, a He TJIio-

ko3y [9,13,34].
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Yu Mmoxke mopyiientst OLIKOBOro oOMiHy B
AUTUHCTBI OyTH TMOB’sI3aHe 3 MOAAIBIINM 0OMe-
JKEHHSIM 3/1aTHOCTI 10 HaBYaHHS, HA CbOTO/IHI He
BCTAHOBJICHO, OJHAK ICHYIOTh TPUIIYCTUMI JaHi,
AKI THKPECTIO0Th BaKIUBICTh aJleKBaTHOTO OiJi-
KOBOTO XapuyBaHHS 11 (hi3i0I0TivHOTO 03PiBaH-
H KOKHOTO OpraHa MmepeiluacHO HapOJXKEHOI [I1-
tunau [14,16,30].

Psit aMiHOKHCIOT MOsKe MaTi 0COOJIBE 3HAYEH-
H4 /I TlepeldacHO HapOJKEHUX JiTel, OCKIIbKU
JIJIS1 TTbOTO KOHTUHTEHTY XapaKTepHa HeZIOCTAaTHICTh
psany cnenmndiyHnx (hepMeHTiB, Bl GyHKITIOHATD-
HOI aKTUBHOCT] IKUX 3QJICKUTH TONAIBITUNA 0OMIiH
aMiHOKUCJIOT, 1110 HA/IXO/JSATh BUKJIOUHO 3 Xapuy-
BauHsaM [29,39].

Deniasianin € He3aMiHHOIO apOMaTHYHOIO
aMiHOKMCJIOTOI0. OCHOBHUMU TIIAXaMH YTHJIi3a-
1ii (beHisamaHiHy € OTO BUKOPUCTAHHSA JIJIsT CUH-
Te3y Oinka abo #Oro MepeTBOPEHHST Ha THPO3WH
cucreMoro deninananinriapokcuiaaszu [23]. Ilpore
(benimananin Takox MOXKe CJIYryBaTH IHOTEepeHM-
KOM JIJII YTBOPEHHSI KaTeXOJaMiHiB ajpeHasiny,
HOpaJipeHasliHy Ta a0(aMiHy MIISAXOM HEOOGOPOT-
HOTO TiIPOKCUJIIOBaHHSA 70 Tupo3uny. [li xKarexo-
JaMiHu 6epyTh ydacTh y OaraThox (hizioorivHux
rpolecax B OpraHiaMi IepeayacHo HapoOKeHOI
JUTUHM, JI0 TIPUKJIALY: B MeTaboJIi3Mi TIIOKO3H Ta
JIMiIB, peryJidilii aprepiaJbHOTO TUCKY Ta cep-
1eBoi AisibHOCTI. IIIBUAKICTD CUHTE3Y TAa BUBIJIb-
HenHsa katexosaminiB y [THC i cmmmaroanpena-
JIOBUX KJITMHaX pearye Ha (}isiosoriui 3MiHu
KOHIIEHTpAIil TUPO3UHY, 1110 MOXKe IIPU3BOAUTH /10
(hiziosoriuvHMX peakiiiii 3 BUCOKOIO aKTUBI3AIIEI0
HelipoHiB [48]. OcCHOBHUMU MiCIISIMU T1/[POKCHUITIO-
BaHH: (heHLTaMaHiny € mevyinka i Hupku. Bpaxosy-
109r MOpGOJIOTiUHY Ta (DYHKITIOHATBHY HE3PiTicTh
OprafiaMy neperyacHo Hapo/KeHOi TUTUHH, TToTe-
pe/Hi JaHi JoCai/PKeHb TeYiHKH JIIOJCHKOTO IOy
in vitro CBiYATh NPO 3HUKEHY 3JaTHICTD ILI0JA
JIIOJITHY TIePeTBOPIOBATH (peHimanmanin Ha TUPO3UH.
1o, cBo€IO Yeprot, BKasye Ha 1oTpedy i BuIIe-
HOTO MOHITOPUHTY PiBHIB IIUX aMiHOKHUCJIOT y Tie-
perdacHo HapoKeHuX fiTeit [27,50].

Tuposun — 11 Bak/JauMBa aMiHOKHUCJIOTA, sKa
€ TIoNlepeIHUKOM MefiaTopiB  (jloaminy, HOp-
aJIpeHainy, aJipeHajiiny), TOPMOHIB (TUPOKCHUHY )
i Mmestaniny. TpaHsuTopHa HE3PLIiICTh METAOOTIYHUX
(bepmenTiB, 30kpema 4 TipoKCcUdEeHITI Py BATIiIOK-
curenasu (4HPPD), y moenHanHi 3 BUCOKOOIIKO-
BUM XapuyBaHHAM MOTEHIIITHO MOKe IIPU3BOIUTH
1o (opmyBanHg TpansuTopHoi Tuposunemii (TT)
i MeHIIow Mipoio — 70 deninananinemii. TT 1o-
TEHIITHO OMUCYETHCA K O/IHE 3 HAWUACTIIITNX aMi-
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HOKMCJOTHUX nopyieHb y aiteit [10]. lorerep 3a-
JINIIAIOTHhCST HEBIAOMUMM €ITiIeMioJIoTiuHI 1 pu
dK Ha HaI[lOHAJbHOMY, TaK 1 Ha MiXKHapOJHO-
My piBHI. 3a JaHUMM OKpeMHX JocJikenb, [T
YacTilie CIOCTEPITAETBCA B TEpeYacHO Hapo-
mxkennx (10 30%; npubausso 1:113), mpore pusuk
BUHWKHEHHS B JIiTell, HAPO/KEHUX TOHOIIEHUMHU,
3aJIUINAETCSI HA JIOCUTh BHUCOKOMY PiBHI (Bin
0,5-5%; npubmmsuo 1:461). Ha cporoani nemae
€IMHUX PEKOMEH/Aliil 100 Oe3leYHUX HOPM
PiBHIB TUPO3UHY B KPOBI JIOHOIIEHUX 1 IIepe/[4acHO
HapoO/KeHWX AiTell. B ommcax KIiHIUHUX BUTAM-
KiB KaTaMHECTUYHOTO CIIOCTEPEKEHHS TAIliEHTIB
i3 TT BigMiuaeTbcss PO3BUTOK HETAaTUBHUX HEBPO-
JIOTTYHUX HACJI/IKIB, Y TOMY YUCJi 3HUKEHHS Hell-
POJIHIBICTUYHMX 3HiOHOCTEN, IHTEJEKTYaabHOTO
nedinuty, TpPyAHOIIIB i3 HapdauHsaM [ 1,12,40].

AMIHOKUCTIOTH 3 PO3TATYKEeHUM JIAHITIOTOM
(branched-chain amino acids — BCAA), neii-
IMH, i30JIeHIMH 1 BajiH, Oyl peTebHO BUBYEHI
in vivo Ta in vVitro 4epe3 BaXKJUBY POJIb JEHIUHY
B cuHTe3i Oifika B ckeseTHUX M'sizax [2,5]. Jleii-
IIMH — Tle YHiIKaJbHA aMiHOKUCIOTA, OCKILIBKHU
BOHA CIIPUsIE CUHTE3Y O1/IKA MIJISIXOM PeryJTIOBaHHST
iHirfanii TpaHcaAIil, TpUTHIYYE gerpaaiio Oij-
Ka Ta CTUMYJIIOE ceKkpertito incyiny [6,15]. BCAA
MeTaboi3yIOThCST  TIISIXOM ~ 000POTHOTO — TPaH-
CaMiHyBaHHSd 3  YTBOPEHHSIM  BiIIIOBIIHUX
O-KETOKHUCJIOT i3 PO3TaIy;KEeHUM JIAHITIOTOM, SIKi,
CBOEIO YepProw, 3a3HAIOTh HEOOOPOTHOTO JeKap-
OGOKCHUITIOBAHHSI, IO KaTaMi3yEThCS KETOIEripo-
reHa3HUM KOMILJIEKCOM 13 pO3rasly:KeHUM JIaHI[Io-
roMm (branched-chain o-ketoacid dehydrogenase
complex — BCKDC). Peryusiiisi craHy akTHB-
Hocti BCKDC € KpuTu4HO BaskJIMBOIO JIJIT POCTY,
BIJHOBJIEHHSI TKaHWH 1 MATPUMKHU OiJka B Op-
ra”iami. BusnaueHno aBi i3odopmm amiHOTpaHC-
depasu 3 posramysxkennm Janitiorom (branched-
chain amino acid aminotransferase — BCAT) y ccas-
1iB: MiTOXOHpiasbHa (HOPMa, KA €KCIIPECYEThCS
MTOBCIO/THO, 1 ITUTO30/IbHA (hOPMa, TKa eKCITPECYETD-
cs Y BEIUKHUX KiTBKOCTSX Yy MO3KY, mepudepnd-
Hux HepBaX. BCAT karasidye TpaHCaMiHyBaHHS
BCAA 3 a-kxerorsytapaToM 1 YTBOPEHHS DSy
He3aMiHHUX aMiHOKHCJOT, TaKUM YHHOM, Oepe
y4acTh y MIXKOPraHHOMY TpPaHCIOPTYBaHHI a30-
ty. BCAT, nepemintyoun azoT depe3 pi3Hi MeTa-
GostivHI TyJIH, Biirpae BasKJIUBY POJIb ¥ HOTO Tie-
PepO3IOILT T/ Yac KaTaboTi3My Ta akperrii Oika.
Takosk BBaska€eTbcs, 1110 caMe aMiHOKHUCJIOTH 3 PO3-
rajIysKeHUM JIAHITIOTOM BiflirpaioTh 0CcOOJIMBE 3Ha-
yenns B fo3piBanti [[THC i po3BuTKy HOpMaibHOI
CTpecoBoi peaktlii [22,24,26,33].

90

OcobmBoi yBaru 3acayroBylOTh CipKOBMiCHi
AMIHOKHCJIOTH, & CaMe METIOHIH, ITUCTETH 1 TAypUH.
Pan nocainxenn BKazye Ha Bi/ICYTHICTb aKTUBHOCTI
TpaHCCyIb(iIHOrO NLIAXY MeTabo/Ii3My B HEeYiHIli
MJI0/1a JIIOJIMHA, TAKUM YMHOM, HE3/I[aTHICTh BHY-
TPIIHBOYTPOOHOI MUTWHU 10 CUHTE3Y IUCTEIHY
3 MeTiOHiHy. BiAnoBilHO NMCTETH HAJEKUTH JI0
YMOBHO He3aMiHHMX aMiHOKUCJOT ISl IIoJia
Ta repeyacHO HOBOHAPO/KEHOI IUTUHM.

MerTioHiH, He3aMiHHA aMiHOKHCJIOTA, HeoOXiiHa
JUIsE cuHTe3y OLIKa, TAKOK € JIKEPEIOM METHIIb-
HUX TPYTI [/ METUJIIOBAHHS HYKJI€IHOBUX KUCJIOT
(metumoBanHa JIHK nipu excripecii pisHUX TeHIB),
6isika, 6ioreHHHX amiHiB 1 docdoimigis [18,38].
Mera6oJ1isM METIOHIHY XapaKTepU3y€EThCS IBOMaA
komnoHeHTamu. [lepmuii — 1ie MOBCIOAHUIN UKJI
TPAHCMETUJIIOBAHHS, V¥ IKOMY METIOHIH TpaHCMe-
TUJTIOETHCS /IO TOMOIUCTEIHY 1 PEMETHIIOETHCS
Hazazn. lluksa TpaHmcMmeTW/OBaHHS He TIPU3BO-
JMTH 710 KataboJii3My MeTIOHiHY, a CKopilie [a€
3MOT'y II€PEeHOCUTH METUJIbHI I'PyIU B Pi3HUX Me-
TuiTpancepadHuX PeakilisaxX i 3HOBY 3aXOILJIIO-
BaTH METWJIbHY Tpymy abo 3 (hosaT3ase;KHOTro
OJTHOBYTJIEIEBOTO TyJy (S-MeTusrerpariapodo-
Jaty), abo 3 (He3aIeKHOTO Bijl BiTaMiHiB) OeTainy.
KinmeBuM 1npopyKToM HUKJIY TPAHCMETUIIOBAHHS
€ OioJIOriYHO  aKTWBHA  CIIOJyKa  S-a/ieHo-
3usa-meTtioHiH (SAM), gka Takox € yHiBepcaJIbHIM
JIOHOPOM METHITY, 1[0 Gepe y4acTh Y UUCIEHHUX
MeTuaTpanchepasHnx peakisax [36].

YTBOpeHHsT MeTIOHIHY BifOYBA€THCS IS
XOM KOHJIEHCAIlil TOMOIIUCTEIHY i3 CepuHOM 3
YTBOPEHHAM IUCTATIOHIHY, 1[0 KaTali3y€e€ThbCd
1ucTaTioHin-p-cuarazon  (cystathionine-B-syn-
thase — CBS). llucrationin 1mepeTBOPIOETHCST HA
IIUCTETH, O-KeTOOYTHpAT Ta aMiak 3a JIOTOMOTO0
MiPUOKCUTHBMICHOTO (hePMEHTY IUCTATiOHiH-Y-JTi-
asu (cystathionine-y-lyases — CGL). Byruerne-
BUI CKeJIeT METIOHIHY OKUCTIOEThC B ki TCA
gyepe3 o-ketobytupar i mpomionin KoA, toxi sk
cyabdripuiibHa TPyTIa KOH/IEHCYETHCS i3 CEPUHOM
3 yTBOpeHHaM 1ucTeiny [28,36]. Y nopocioi Jo-
JIMHW TLJISX TPAaHCCYIb(yBaHHS Ma€e 0OMesKeHit
TKaHUHHWI PO3TO/IT, 00MEXYIOUNCh TEYiHKOIO,
HUPKaMU, KUIIEYHUKOM 1 MiIIIITYHKOBOIO 32J103010
[28,36,44]. Huspka maca Tijia 1pu HapoKeHHi
i/ab0 HeIOHOIIEHICTh Y MOEAHAHH] 3 BUCOKOOLIKO-
BUM XapUyBaHHSM MOKYTb CIIPUYMHUTH TPaH3U-
TOPHY TillepMeTiOHiHeMit0, depe3 MOopQOIOoriuHy
Ta (QyHKIIOHATBbHY He3pLIicTh (hepMEeHTATUBHOI
Gynkiii nevinku. [inepmerioHiHeMisT € TTOTEHTITII-
HuM aktopom ypakenud [THC i3 ¢popmyBanuIMm
MOPYIIEHHS IHTEJIEKTYaJIbHOTO PO3BUTKY MAJIOKA.
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Taypun — He € THUIIOBOIO AMiIHOKUCJIOTOIO,
OCKIJIbKM, X04a BiH MICTUTh aMiHOTPYIIA, BOHA He
Ma€ HeoOXimHOI KapbokcuiabHOI rpynu. Taypun
CUHTE3YEThCA 3 MeTioHiny 1ucreiny. /ledinur ta-
YPUHY MOKe 301/IbIIyBaTH TJIIKOKOH IOTaTH KOBY-
HUX KHUCJOT i TUM CaMUM TIPU3BOUTHU IO XOJIeC-
Tazy. Xoya TPUYMHA HEOHATAJbHOTO XOJIECTasy
G6aratoakTopHa, € JaHi, SKi BKa3yoOTh Ha Te, 10
(iziosoriuamii cTaMNil PiBEHb TAYPUHY MOJKE 32110~
GiraTu X0JeCcTasy B epeyacHO HOBOHAPOKEHHX.
Kpim Toro, redinut TaypuHy MoxKe TPU3BOIUTH 0
ypaKeHHs CiTKiBKM oKa [8,42].

[mortaMid € HAUTTONTMPEHINIO 3aMiHHOI aMmi-
HOKMCJIOTOIO B KPOBi Ta B ITyJIi BIIbBHUX aMiHOKHC-
JIOT B opraHi3Mi [3]. Bin cuHTE3y€ThCS MPAKTUIHO
KO’KHOIO TKAaHWHOIO B OPraHi3Mi, xoua JHIIe je-
SIKi TKAaHWHU, HATTPUKJIAM, CKEJeTHI M S3W, MO30K
i jtereni, BUAIIAIOTH HOTO B KPOBOOOIT ¥ 3HAUHUX
KizbkocTsX. BiH Bijlirpae BaXKJIUBY POJIb Y MiKOP-
raHHOMY OOMiHi a30Ty Ta BYTJIEIIIO i € TIEPBUHHUM
OKMCJIIOBAJIBHUM HAJUBOM [IJIsI EHTEPOLUTIB 1 JIiM-
¢donutis. Kpim Toro, rirytamMin € KJIOYOBUM CyO-
CTPATOM JIJisi BUPOOHUIITBA aMiaKy B HUPKaX, I0-
HepeIHUKOM /IS CUHTe3Y IyPUHIB 1 IIiPUMIiIUHIB 1,
SK IIPUILYCKAIOTh, BI/IIrPa€ IeBHY POJIb Y PeryJIsilil
cuHTe3sy Oiska [23,35].

Psinom nocaimkenb BUSIBIEHO KJIOYOBY POJIb
ryTaMiHy B MeTabosi3Mi KuiedyHrnka. B eHTepo-
[UTaxX TJAyTaMiH 3a3HA€ KiJIbKOX MeTabOIuHUX
NepeTBOPEHb, Yy PE3yJbTrari SKUX YTBOPIOTHCS
IATPAT, JIAKTAT 1 BYTJIEKUCIINI Ta3 gK KiHIleBi TTPo-
JIYKTH BYTJIEIIO, & TAaKOK aMiak, ajlaHiH 1 aMmiHO-
KUCJIOTU IUTPYJIH 1 MPOJIH K OCHOBHI KiHIEBi
IIPOJLYKTH IlepeTBOPEeHHs a30Ty. [iyTaMin mBUIKO
BCMOKTYETLCS B KUINEUHUKY 1 I€PETBOPIOETHCS HA
rJlyTamaT Ta aMiak 3a JJOTIOMOTOI0 TJIyTaMiHa3!. 3a
HOPMAJIbHUX YMOB TJIYyTaMiH € KpaluM pecitipa-
TOPHUM HAJMBOM JIJIs1 KJITHH, 11O IBUIKO IIPOJIi-
(epy1oTb, TakUX SAK €HTEPOLUUTH Ta JIM(MOIUTH.
Bin € peryasaropoM KHUCIOTHO-IY;KHOIO OajaHCy
yepe3 aMOHIN, a TaKOK BaKJIUBUM TIOTICPETHUKOM
HYKJIETHOBUX KUCJIOT, HyKJICOTU/IiB, aMiHOILYKPiB i
6iska [20].

OnTuMabHUN PICT KIITHH TOTPEOYE KiTbKOX
TUINB aMiHOKHCJIOT, HAaUBAKJIMUBIIIOD 3 SIKUX €
came ruyramin. Exorennuii 6iocunTes riytaminy
MOsKe Oy TH HeZIOCTaTHIM JJIst TOTped TKaHWH Ha TJTi
MeTa0OJIIYHOTO CTpecy MepeadacHO HapoOKeHO]
nutuHU. [lepeuacHo HApO/KeHI HEMOBJISITA YYT-
JguBi 1o pgedinmuTy rayraminy. Kigbka 10cCTisKeHb
[IOKa3YIOTb, 1110 [VII0TaMiH HaJ[3BUYaHO BAXKJIUBUI,
0c00IMBO 17151 301JIbIIIEHHST TaPaMeTPiB 3POCTAHHS,
MIIJTYHKOBO-KUIIIKOBOI CUCTEMU, IMYHITETY, MpPO-

(himakTUKM anmeprivHUX peakIliif, 3aXBOPIOBAHOCTI
Tta cMmepTtHOcTi. Kpim Ttoro, medinur rayrtaminy
MOsKe TIPU3BOJIUTH JI0 YPaskeHHd JiM(DOiTHOT TKa-
HUHU KUIIEYHUKA, 301bIIeHHS KIJIbKOCTI IJ1a3Ma-
TUYHUX KJITHH, 10 TPOAYKYIOTh iIMyHOIIOOYTiH A
(IgA), 3HMKeHHS PiBHS CEKPETOPHOTO (heKaTbHO-
ro IgA (sIgA), a Takox mocuyieHHS TPUIUIIAHHS
i TpaHcIIoKarliii 6akrepiii i3 kumeunuka [17].

Aprinin — 1e amiHOKHCJIOTa, HEOOXiHA st
XapyyBaHHSI IJIOIa Ta HOBOHAPO/KEHOTO, MA€
BUPIillIJIbHE 3HAUYEHHS /ISl JIETOKCUKAIll aMiaky
Ta CUHTE3y Ha/J3BUYAHO BaXKJIUBUX MOJICKYJI
(y Tomy umcii KpeaTwH, OKCHUJ a30Ty Ta IOJIi-
amiam) [17,20].

3HAYHOIO aJTiIMEHTApHOIO TPOBJIEMOIO  HEJI0-
HOIIIEHUX [iTeil € pusauk (hopMyBaHHS Jedinury
aprifiny (rirnoaprifiHemis), 110 NPU3BOJUTL /1O
rimepaMOHiEMIi, a TaKOX CepIeBO-CyANHHOI, Jie-
reHeBOl, HEBPOJIOTIYHOI Ta KUITKOBOI AMCHOYHKITII.
[ledinut aprininy Moke CHPUYUHATH BUCOKUI
piBEeHb JAMTAYOlI 3aXBOPIOBAHOCTI Ta CMEPTHOCTI,
MOB’SI3aHOI 3 IlepefldacHUMU  ToJoramu. Psj
JIOCJI/IPKEHDb CBiZl4aTh, 110 KUIIKOBUI CUHTE3 I[U-
TPYJIiHYy Ta apriHiHy (OCHOBHE €HJIOTEHHE JIZKEPesio
aprininy) oOMeskeHUI y HEeTOHOIMIEHUX HOBOHA-
PO/UKEHUX Yepe3 3HM)KEeHY eKCIIPeCilo TeHiB KJIIO-
yoBUX (hepMeHTIB (HAmpHKJIaA, IMPPOJIiH-5-Kap-
GOKCHUIIATCHHTA3H, ApriHiHOCYKIIMHATCUHTA3U
TaJiiasn), THM CAMUM 3yMOBJTIOIOYH PO3BUTOK TiTI0-
aprinineMii. € TpUITyTIIeHHS, 0 HU3BKUI PiBeHb
apriHiHy B HE/IOHOIIEHUX HOBOHAPOJKEHNUX MOKE
HiZIBUILYBATH PU3UK (HOPMYBaHHS HEKPOTHUYHOTO
€HTEPOKOJITY 4epe3 MPUTHIYEeHHSI IMYHITETY, IO-
PYUIYIOUU MPU 1IbOMY KPUTUYHI HIJIAXU iIMYHHOI
Biamnosizi [20,35].

[opganpnri  gocsisKeHHsT  PiBHS — apriHiHy
B TlepeldacHO HOBOHAPOJ/KEHUX [iTel AanyTh
3MOTY TOJIMITUTA PO3YMiHHS MEXaHI3MiB, Biji-
MOBIZIAVIBHUX 32 COMAaTUYHE 3/I0POB’S 1 3pPOCTaHHS
nepeiyacHo HapO/KEHUX i Tei.

Bucnosku

Kownmentpartii amiHOKHCIOT € GiomMapKepamu
6isKkoBOrO Merabosri3mMy. BuBueHHs1 IXHIX piBHIB
y HEJOHONIEHUX HEeMOBJIAT MOXKe BUSIBUTH MeTa-
GosliuHi 3MiHM, TOB’s3aHi i3 cynyTHIMU (haKTO-
pamu. BusHaueHHsI KOHIEHTpallii aMiHOKHUCJIOT
JUIST aHaTi3y MeTaboJIiYHUX 3MiH Ta BUSIBJIEHHS
KOpeJisiii MiK 3HaueHHSMU MeTaboJIiTiB, recra-
LIAHUM BiKOM, Macolo Tijla IIpY HapOIKEHHi, Ma-
TEPUHCHKUM 1 TICAINOIOTOBUM aHAMHE30M, BIKOM
Ha MOMEHT B3ATTS 3pa3Kka, CIOKUBAHHAM I10-
JKUBHUX PEYOBUH, a TaKOXK KJAIHiYHUMHM, Jabopa-
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TOPHUMM TapaMeTpaMy Ta TapaMeTpaMyu POCTY
JIAI0Th 3MOTY OIlIHUTH XapuyOBUM CTATyC i BUSBU-

THn
Ta

BAKJIMBI HACJIZIKA JIJIsT 3/IOPOB’sl, 3POCTaHHS
HEPBOBOIO PO3BUTKY B MalOyTHbOMY. IHTEp-

nperaiis MeTaboJIYHOro cTaTycy 3adesledye Hay-
KOBY OCHOBY, BOJIHOYAC MIiCTUTh PeasibHi BKa3iBKU

REFERENCES/JIITEPATYPA

Ha IJBUIIEHHSI SKOCTI BUXOJKYBaHHS Tepejl-
YaCHO HApOJIKEHUX [liTell 3 TOYKW 30py MeTa-
60uizmy. Ile nmuTanHs MOTPebYE MOAANBIIOTO BUB-
YeHHS.

Aemopu 3a561510Mb NPo GIOCYMHicmy KOHDIIK-

my inmepecie.

1.

10.

1.

12.

13.

14.

Adnan M, Puranik S. (2023, Jan). Hypertyrosinemia. [Updated
2022 Nov 26]. In: StatPearls [Internet]. Treasure Island (FL):
StatPearls Publishing. URL: https://www.ncbi.nlm.nih.gov/
books/NBK578205/.

Atherton PJ, Etheridge T, Watt PW, Wilkinson D, Selby A,
Rankin D et al. (2010). Muscle full effect after oral protein:
time-dependent concordance and discordance between
human muscle protein synthesis and mTORC1 signaling.
Am J Clin Nutr. 2010a; 92: 1080-1088.

Badurdeen S, Mulongo M, Berkley J. (2015). Arginine
depletion increases susceptibility to serious infections in
preterm newborns. Pediatr Res. 77: 290-297. https://doi.
org/10.1038/pr.2014.177.

Beaufrére B. (1994). Protein turnover in low-birth-weight
(LBW) infants. Acta paediatrica (Oslo, Norway : 1992).
Acta Paediatrica. Supplement. 405: 86-92. https://
doi.org/10.1111/j.1651-2227.1994.tb 13404 .x.

Bennet WM, Connacher AA, Scrimgeour CM, Jung RT, Rennie
MJ. (1990). Euglycemic hyperinsulinemia augments amino
acid uptake by human leg tissues during hyperaminoacidemia.
Am J Physiol Endocrinol Metab. 259: E185-E194.

Bennet WM, Connacher AA, Scrimgeour RT, Smith K, Rennie
MJ. (1989). Increase in anterior tibialis muscle protein
synthesis in healthy man during mixed amino acid infusion:
studies of incorporation of [1-13C] leucine. Clin Sci (Lond).
76: 447-454.

Bonnar K, Fraser D. (2019). Extrauterine growth restriction
in low birth weight infants. Neonatal Netw. 38: 27-33.
doi: 10.1891/0730-0832.38.1.27.

Chesney RW, Helms RA, Christensen M, Budreau AM, Han X,
Sturman JA. (1998). The role of taurine in infant nutrition. Ad-
vances in experimental medicine and biology. 442: 463-476.
https://doi.org/10.1007/978-1-4899-0117-0_56.

Chien HC, Chen CH, Wang TM, Hsu YC, Lin MC. (2018). Neuro-
developmental outcomes of infants with very low birth weights
are associated with the severity of their extra-uterine growth
retardation. Pediatr Neonatol. 59: 168-175. doi: 10.1016/j.
pedneo.2017.08.003.

Chinsky JM, Singh R, Ficicioglu C, van Karnebeek CDM,
Grompe M, Mitchell G et al. (2017). Diagnosis and treatment
of tyrosinemia type I: AUS and Canadian consensus group re-
view and recommendations. Genet. Med. 19: 1380-1395.
Cleal JK, Lewis RM. (2008). The mechanisms and regulation of
placental amino acid transport to the human foetus. Journal of
neuroendocrinology. 20(4): 419-426. https://doi.org/10.1111/
j.1365-2826.2008.01662.x.

Columbus DA, Fiorotto ML, Davis TA. (2015). Leucine is a ma-
jor regulator of muscle protein synthesis in neonates. Amino
acids. 47(2): 259-270. https://doi.org/10.1007/s00726-014-
1866-0.

Cormack BE, Bloomfield FH. (2013). Increased protein intake
decreases postnatal growth faltering in ELBW babies. Arch Dis
Child Fetal Neonatal Ed. 98: F399-404. doi: 10.1136/archdis-
child-2012-302868.

Denne SC, Poindexter BB. (2007). Evidence supporting early
nutritional support with parenteral amino acid infusion. Semin
Perinatol. 31: 56-60. doi: 10.1053/j.semperi.2007.02.005.

15.

17.

18.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

Denne SC, Rossi EM, Kalhan SC. (1991). Leucine kinetics
during feeding in normal newborns. Pediatr Res. 30: 23-27.

. DessiA, Murgia A, Agostino R, PattumelliMG, SchirruA, Scano

P etal. (2016). Exploring the role of different neonatal nutrition
regimens during the first week of life by urinary GC-MS me-
tabolomics. IntJ Mol Sci. 17: 265. doi: 10.3390/ijms17020265.
Dixon M, MacDonald A, White F, Stafford J. (2015). Disorders
of amino acid metabolism, organic acidaemias and urea cy-
cle disorders. In Clinical Paediatric Dietetics. 4th ed. Shaw V.,
Ed.; Wiley: Chichester, UK: 381-525.

Forny P, Horster F, Ballhausen D, Chakrapani A, Chapman
KA, Dionisi-Vici C et al. (2021). Guidelines for the diagnosis
and management of methylmalonic acidaemia and propionic
acidaemia: First revision. J. Inherit. Metab. Dis. 44: 566-592.
https://doi.org/10.1093/jn/136.6.1682S.

. Graham GG, MacLean WC, Jr Brown KH, Morales E, Lembcke

J, Gastafiaduy A. (1996). Protein requirements of infants and
children: growth during recovery from malnutrition. Pediatrics.
97(4): 499-505.

Haberle J, Burlina A, Chakrapani A, Dixon M, Karall D, Lindner
M et al. (2019). Suggested guidelines for the diagnosis and
management of urea cycle disorders: First revision. J. Inherit.
Metab. Dis. 42: 1192-1230.

Hicks SD, Confair A, Warren K, Chandran D. (2022).
Levels of Breast Milk MicroRNAs and Other Non-Coding
RNAs Are Impacted by Milk Maturity and Maternal Diet. Front.
Immunol. 12: 785217.

Hoffmann B, Helbling C, Schadewaldt P et al. (2006). Impact
of Longitudinal Plasma Leucine Levels on the Intellectual Out-
come in Patients with Classic MSUD. Pediatr Res. 59: 17-20.
https://doi.org/10.1203/01.pdr.0000190571.60385.34.
Hogewind-Schoonenboom JE, Zhu L, Zhu L, Ackermans EC,
Mulders R, Te Boekhorst B et al. (2015). Potreby u fenilalanini
u donoshenykh i nedonoshenykh novonarodzhenykh, yaki
kharchuiutsia enteralno. Amerykanskyi zhurnal klinichnoho
kharchuvannia. 1016: 1155-1162.

Huang L, Hogewind-Schoonenboom JE, van Dongen MJ,
de Groof F, Voortman GJ, Schierbeek H et al. (2012). Me-
thionine requirement of the enterally fed term infant in the
first month of life in the presence of cysteine. The American
journal of clinical nutrition. 95(5): 1048-1054. https://doi.
org/10.3945/ajcn.111.028779.

KalhanSC, BierDM. (2008). Proteinandaminoacid metabolism
inthe human newborn. Annual review of nutrition. 28: 389-410.
https://doi.org/10.1146/annurev.nutr.28.061807.155333.
Kasinski A, Doering CB, Danner DJ. (2004). Leucine toxicity in
aneuronal cellmodel with inhibited branched chain amino acid
catabolism. Brain Res Mol Brain Res. 122: 180-187.
Kryvosheieva VV, Vorobiova OV, Samoilenko IH. (2021). Stan
problemy tranzytornykh porushen obminu rechovyn u novo-
narodzhenykh. Mizhnarodnyi zhurnal pediatrii, akusherstva ta
hinekolohii. Lypen veresen. 14; 1: 63-64.

Lauinger L, Kaiser P. (2021). Sensing and Signaling of
Methionine Metabolism. Metabolites. 11(2): 83. https://doi.
org/10.3390/metabo11020083.

Lin CJ, Geng GX, Peng ZR, Huang XT, Wu LL, Xu YQ et al.
(2022). Characteristics of amino acid metabolism in preterm

92

ISSN 2663-7553 Modern pediatrics. Ukraine 7(135)/2023



Yntamte Hac Ha caunTi: http://medexpert.com.ua

OTAJIAN

30.

31.

32.

33.

34.

35.

36.

37.

38.

39.

40.

infants in Guangxi, China. Zhongguo dang dai er ke za zhi =
Chinese journal of contemporary pediatrics. 24(2): 162-168.
https://doi.org/10.7499/j.issn.1008-8830.2109149.

Liu Q, Wu J, Shen W, Wei R, Jiang J, Liang J et al.
(2017). Analysis of amino acids and acyl -carnitine
profiles in low birth weight, preterm, and small for gestation-
al age neonates. The journal of maternal-fetal & neonatal
medicine: the official journal of the European Association
of Perinatal Medicine, the Federation of Asia and Oceania
Perinatal Societies, the International Society of Perinatal
Obstetricians. 30(22): 2697-2704. https://doi.org/10.1080/1
4767058.2016.1261395.

Malloy MH, Gaull GE. (1979). Enteral protein and amino acid
nutrition in preterm infants. Seminars in perinatology. 3(4):
315-320.

Micheli JL, Schutz Y. (1987). Protein metabolism and postnatal
growth in very low birthweight infants. Biology of the neonate.
52; Suppl 1: 25-40. https://doi.org/10.1159/000242737.
Morton DH, Strauss KA, Robinson DL, Puffenberger EG, Kelley
RI. (2002). Diagnosis and treatment of maple syrup disease: a
study of 36 patients. Pediatrics. 109: 999-1008.

Pages AS, Tandonnet O, Renesme L. (2017). Evaluation
of a modification of the nutrition policy on the frequency
of extrauterine growth retardation in premature newborns
between 2012 and 2014. Arch Pediatr. 24: 925-933. doi:
10.1016/j.arcped.2017.07.010.

Parimi PS, Kalhan SC. (2007). Glutamine supplementation
inthe newborninfant,Seminarsin Fetaland Neonatal Medicine.
Seminars in Fetal and Neonatal Medicine. 12; 1: 19-25. ISSN
1744-165X. https://doi.org/10.1016/j.siny.2006.10.003.
Parkhitko AA, Jouandin P, Mohr SE, Perrimon N. (2019).
Methionine metabolism and methyltransferases in the
regulation of aging and lifespan extension across species.
Aging cell. 18(6): e13034. https://doi.org/10.1111/acel. 13034.
Riedijk MA, van Goudoever JB. (2007). Splanchnic metabolism
of ingested amino acids in neonates. Current opinion in
clinical nutrition and metabolic care. 10(1): 58-62. https://
doi.org/10.1097/MC0.0b013e3280110183.

Robinson JL, Bertolo RF. (2016). The Pediatric Methionine
Requirement Should Incorporate Remethylation Potential and
Transmethylation Demands. Advances in nutrition (Bethesda,
Md.). 7(3): 523-534. https://doi.org/10.3945/an.115.010843.
Tan JBC, Boskovic DS, Angeles DM. (2018). The Energy Costs
of Prematurity and the Neonatal Intensive Care Unit (NICU) Ex-
perience. Antioxidants (Basel, Switzerland). 7(3): 37. https://
doi.org/10.3390/antiox7030037.

Techakittiroj C, Cunningham A, Hooper PF, Andersson HC,
Thoene J. (2005). High protein diet mimics hypertyrosinemia

4.

42.

43.

44,

45.

46.

47.

48.

49.

50.

in newborn infants. The Journal of Pediatrics. 146; 2:
281-282. ISSN 0022-3476. https://doi.org/10.1016/j.
jpeds.2004.10.013.

Van den Akker CH, Van Goudoever JB. (2010). Recent
advances in our understanding of protein and amino acid
metabolism in the human fetus. Current opinion in clinical
nutrition and metabolic care. 13(1): 75-80. https://doi.
org/10.1097/MCO0.0b013e328333aa4f.

Van der Schoor S, Schierbeek H, Bet P et al. (2010). Majority
of Dietary Glutamine Is Utilized in First Pass in Preterm Infants.
Pediatr Res. 67: 194-199. https://doi.org/10.1203/PDR.
0b013e3181c34609.

Van Goudoever JB, van der Schoor SR, Stoll B, Burrin DG,
Wattimena D, Schierbeek H et al. (2006). 7 Intestinal amino
acid metabolism in neonates. Nestle Nutrition workshop
series. Paediatric programme. 58: 95-108. https://
doi.org/10.1159/000095023.

Verner A, Craig S, McGuire W. (2007). Effect of taurine
supplementation on growth and development in preterm or
low birth weight infants. The Cochrane database of systematic
reviews. 4: CD006072. https://doi.org/10.1002/14651858.
CD006072.pub2.

Waisman HA, Kerr GR. (1965). Amino acid and protein
metabolism in the developing fetus and the newborn infant.
Pediatric clinics of North America. 12: 551-572. https://doi.
org/10.1016/s0031-3955(16)31732-1.

Waisman HA, Kerr GR. (1965). Amino Acid and Protein Me-
tabolism in the Developing Fetus and the Newborn Infant.
Pediatric Clinics of North America. 12; 3: 551-572. ISSN 0031-
3955. URL: https://www.sciencedirect.com/science/article/
pii/S0031395516317321. https://doi.org/10.1016/S0031 -
3955(16)31732-1.

Wu S, Ren L, Li J, Shen X, Zhou Q, Miao Z et al. (2023).
Breastfeeding might partially contribute to gut microbiota
construction and stabilization of propionate metabolism in
cesarean-section infants. Eur. J. Nutr. 62: 615-631.

Yilmaz O, Cochrane B, Wildgoose J, Pinto A, Evans S,
Daly A et al. (2023). Phenylalanine free infant formula
in the dietary management of phenylketonuria. Orphanet J.
Rare Dis. 18: 16.

Zello GA, Menendez CE, Rafii M, Clarke R, Wykes LJ, Ball
RO, Pencharz PB. (2003). Minimum protein intake for the
preterm neonate determined by protein and amino acid
kinetics. Pediatric research. 53(2): 338-344. https://doi.
org/10.1203/01.PDR.0000046760.25817.0B.

Zuvadelli J, Paci S, Salvatici E, Giorgetti F, Cefalo G, Re Dionigi
A et al. (2022). Breastfeeding in Phenylketonuria: Changing
Modalities, Changing Perspectives. Nutrients. 14: 4138.

Binomocri npo aBropis:

Bopo6ii

Onbra Bono

Anpeca: m. Kuig, Byn. M. Mainbopoau 8. https://orcid.org/0000-0001-5199-0217.
Kpueoweesa Bipa BikTopiBHa — acucTteHT kad. neaiatpii, HeoHartonorii Ta autaynx iHpexuii Joneupkoro HMY. Aopeca m. KponueHuULbkui,
Byn. KO. KosaneHka, 4A. https://orcid.org/0000-0001-6252-8220.

CrarTts Hagiviwna no pepakuii 07.09.2023 p., npuithsTta fo apyky 18.11.2023 p.

ISSN 2663-7553 Cyuacua nexiatpisa. Ykpaina 7(135)/2023

— A.Mef.H., npod., NPoB.H.C. BigaineHHs HeoHatonorii Y «IMAT imeHi akag. O.M. Jlyk’aHoBoi HAMH Ykpainu».

93



