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Peszrome. lepunamarvna enyegpanonamis (IIEII) 06'conye nopywenns gynkyii abo cmpykmypu 201061020 MO3KY
Pi3H020 NOX00JICENHS, WO GUHUKAIOMY 8 NePUHAMANbHUL Nepiod 6 pe3yibmami HeCnPUAMIUGUX QaKmopie 6 anmena-
ManbHOMy nepiodi, nouunawuu 3 28 mudcHis, nio uac nonoz2ié i 6 nepwi 7 OHi6 nicis HapoOodceHHs dumunu. Mexa-
Hi3MU pO36UMKY [ pe2yiAyii nepunamaioHux yCKiaoHeHb we 00 Kinys He 3'acoeani. Ilpedcmasneni mamepianu no-
KA3y10my 83A€MHUL BNAUE NEPUHAM ANLHUX YPAICEHb MA AMIHOKUCIOMHUX NOPYUENb, 3HAYEHHS 0eAKUX AMIHOKUCIOM
AK 0i0N02IUHUX MapKepie O YMOUHIOWYOI 0ila2HOCMUKU MAd NAMOo2eHeMmUyHOi mepanii namono2ivHux cmauia.

Kniouoei cnosa: nepunamanvna enyegparonamis; aminokuciomu.

3a BU3HAUEHHAM KoMiTeTy ekcnepTiB BO3, enue-
¢damomarii - e MUHYMII i HEKJIacH(iKOBaHI CTaHHU TI'O-
JIOBHOTO MO3KY He3amainbHoro reHesy. [lepunaranpaa
ennedamnonaris (ITEIT) - 36ipuuit giarmo3, o6'ennye
nopyueHHs: pyHKIiT a00 CTPYKTYpH FOJIOBHOT'O MO3-
Ky PpI3HOrO TOXOJ)KEHHS, 110 BUHHUKIO B IEpHUHA-
TanpHUi nepiox. L{i marosoriuyHi cTaHW 3yMOBIEHI
BIUINBOM HAa HEPBOBY CHUCTEMY 101y abo HOBOHaA-
POMKEHOTO HECHPHUATIUBUX (PAKTOPIB B aHTEHATATh-
HOMY Tepiofi, MOYNHAIOYH 3 28 THXKHIB, IiJ 9ac mo-
JoTiB 1 B nepii 7 AHIB micis HapomkeHnHs [1, 2].

[IpuunHaMu mepUHATANBHUX YpaXKeHb MOXYTb
OyTn uucineHHi (axkTopu, W0 BIIMBAIOTH Ha CTaH
IJIOAY MPOTSATOM BaTriTHOCTI, MOJOTIB Ta B MEePIIi THI
KHUTTS HOBOHAPOKEHOTO.

1. ComaTu4Hi 3aXBOPIOBAHHS MaTepi 3 SABUIIAMH
XPOHIYHOT IHTOKCHKAIIii.

2. Toctpi iH¢exniiHi 3axBoproBaHHs abo 3aro-
CTPEHHS XPOHIYHMX BOrHUII iHQeEKIil B opraHismi
Marepi B mepioJ BariTHOCTI.

3. IlopymeHHS XapdyBaHHS Ta 3arajibHa HE3pi-
JICTh BariTHOI )KiHKH.

4. CnaJkoBi 3aXBOPIOBAHHS 1 MOPYLIEHHS OOMiHY
pPEYOBHH.

5. IMatonmoriunuii mepedir BariTHOCTI (TecTo3wm,
3arpo3a nmepepuBaHHsS BariTHOCTI Ta iH.).

6. lIkigTuBuil BOIWB HAaBKOJHUIIHHOTO CEPEIOBHU-
ma, HeCIPHUATINBE €KOJIOTIUHE CTAHOBHIIE.

7. Iatonoriunuii mepedir moyoriB (CTPiMKI MOJIO-
T'd, CJIA0KICTh MOJOTOBOI MisUTbHOCTI, POJOBI TPABMH).

Ocnosuumucungapomamu I1EII B roctpomy mepi-
0lli MOXYTh OyTH:

e Cunapowm npurHidenuas [{THC.

e KomaTo3uuil cugapoM.

e CuHIpPOM MiABHINCHOT HEPBOBO-PEPICKTOPHOT
30yIIHBOCTI.

e CylOMHHUM CUHIIPOM.

e ['imepreH3iitHo-TrinponedanpHuit cuaapom [3,1].

Hacmigkn nepunatanpanx ypaxkens LIHC pi3no-
MaHITHI: Bii MiHiManpHOT MO3K0OBOi AuChyHKIIT 10
rpyOuX PyXOBHX Ta IHTEJIEKTyaJlbHUX PO3JaiB.

HesBaxxaroun Ha OaraTopiuHy iCTOpil0 BUBUEHHS,
y TNepuHATaIbHIA HeBpoJsorii 3amumaerbcs Oararto
Hezposyminoro. Peakuis nespinoi [JHC 3nauno Bix-
pizasetscsa Bin peakuii IHC mopocmoi mognam de-
pe3 ocoOnMBY YyTIHWBICTH 0 pi3HUX areHTiB [4].
Jpyra mojoBuHa BariTHOCTI € MepioJoM OypXJIUBOTO

po3Butky 'AMK-epriunoi cucteMn KOpu MO3KY, 10
POAOBKYETHCSI B PAHHBOMY TUTHHCTBI. [IpogoBixky-
€Tbcs (hOpMyBaHHSA MO3KY - Mi€TiHI3amis MiaKipKOBO1
617101 PEeYOBMHH Ta PO3TANYXKEHHS NEHAPHUTIB 1 Po3-
BUTOK CHHANTHYHHUX 3B's3kiB. Ileit mepiox BimmoBi-
Jlae MaKCHMaJbHIH Ypa3aMBOCTI 1O NEpPUHATAIBHOI
rimokcii-imemii [5, 4].

VYpaxkeHHs TOJOBHOTO MO3KYy B HEpHUHATaJIbHHUH
mepiox He TUIBKH OOYMOBIIOIOTH PO3BHUTOK 3aXBO-
proBaHb Ha | poIi KUTTS JUTUHH, ajie i B OINbII
CTapIIoMy Billi € OCHOBHOIO NPHYMHOI I1HBAJIIH-
3anii Ta nesananrauii gited. Bce me mae mincraBy
0710 CepHO3HUX MOOOIOBAaHbL 3a JOJIO MiJpPOCTal0-
4Oro MOKOJIHHS Ta CIHOHYKAae BYCHHUX BCHOTO CBITY
010 YTOYHEHHS NMPWYNH, MEXaHi3MiB PO3BUTKY Ta
MaTOTEHETHYHOT KOPEKIlii MaToJ0Tii MmepuHaTalIbHO-
ro nepioay [3,4,2,6].

KuiHiyHI nposiBM NEepUHATAIBHUX YPaKEHb 4acTo
HecnenudivHi, 1 TOMy MOXYTh MacKyBaTH MaHidec-
Talil0 BPOJKEHUX METa0ONIYHUX MOpymeHb. Y TOH
Ke Jac, MeTaboNiuHi mopymeHHs Ha (OHI mepuHa-
TalbHOI MATOJNOTii MOXYTh BimoOpakaTH MaToreHe-
THYHI MeXaHi3Mu 1iel camol marosnorii. [IpoBeaeHHs
nudepeHniiHol 1iarHOCTHKH HEOOXiJHO IS TaTore-
HETHYHOI'0 JIIKyBaHHS marosorii. Bce me moseprae
Hac o mopymeHb oOMiHy amiHokucioT (AK), abo
aMiHoamigomaTiif, MeTabomai3M AKX Ma€ BENHUKY KJIi-
HIYHY 3HAYYIIICTh B MeaiaTpii.

3a manumu G. F. Hoffmann, yacTtora merabomiu-
HHUX XBOpoO ckiamae Oinsg 1:500 HOBOHapOMKEHUX
[7]. YacToTa BpOMKCHUX aMiHOANMAOMATIH KOJIHBA-
etbest Big 1:10000 no 1:100000 HOBOHAPOKEHHX, a
4acTOTa FeTePO3UTOTHUX HOCIIB MAaTOJTOTIYHOTO TeHY
cTaHOBUTHL Mpuban3no 1:100 — 1:400 [8].

Awminokucinotu (AK) — 1e opraniuHi crnonaykw,
MOJIEKYJIU SKUX OJJHOYACHO MICTATHh KapOOKCUIBHI Ta
amMiHOrpynu. BOHM € He TIJIBKH CKJIaJIOBUMH O1JIKO-
BHX MOJIEKYI, ajie i NpHHMawTh y4acTh y Gararbox
HaBaXIHUBIMIKX MpONEcax: B YTBOPEHHI ITypHHO-
BUX HYKJIEOTHAIB (TIyTaMiH, MIIIHUH i acmaparaHosa
KHMCJIOTA), MIPUMIJUHOBUXHYKJICOTUIIB (TIyTamiH i
acrapariHoBa KHUCJOTa), CEpOTOHIHY (TpunrTodan),
MenaHiny (¢eHisananiH, THPO3WH), ricTaminy (ric-
THAWH), AaJIpeHaliHy, HOpaJIpeHaNiHy, ao(aMmiHy,
THpaMiHy (THPO3WH), MMOJiaMiHIB (apTiHiH), XOJIHY
(metionin), mop¢ipuHiB (MIinuH), KpeaTuny (TIIiUH,
apriHid, MeTiOHIH), KoepMEeHTIB, LYKPiB 1 mouica-
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xapunais, minigis ta id. [9,10]. AK MoXyTh BcTymaTu
B nuki Kpebca, Opatu yyactb y MeTabosi3Mi Byriie-
BoAiB 1 mimigis [11].
20 0-aMiHOKHCIOT, SIKi 3ycTpidyaroThcs B Oinkax
OpraHi3my, MOXHa PO3AINIMTH Ha YOTHPHU IPYIH:

® 3aMiHHI aMIHOKHCIOTH — ajlaHiH, aclapariH,
acmapTaTt, TJII0TaMiH, TIyTamaT, IpoJiH, TIilHH, ce-
PIH - CHHTE3YIOThCS B OpTraHi3Mmi;

® He3aMiHHI aMIHOKHCIOTH - BajliH, JICHIMH, 130-
JeWINH, METiOHIH, QeHiNananin, Tpuntodan, Ti3uH,
TPEOHIH - HE MOXYTh CHHTE3yBaTHCS B OpTaHi3Mi i
MOBUHHI HaIXOIUTH 3 1XKel0;

® YaCTKOBO 3aMIiHHI aMIHOKHCJIOTH - TICTHIHH,
apriHiH - CHHTE3YIOThCS NOBIJIBHO, MEHII 32 TOTPeOH
OopraHi3My, 0COOJMBO y JITCH;

® YMOBHO 3aMiHHI aMiHOKHUCIIOTH - IIUCTCIH, TH-
PO3HUH - CHHTE3YIOTHCS 3 HE3aMiHHHX METIOHIHY Ta
¢enimananiny BignmoBigHo[9,10].

Jeski 3aMiHHI aMiHOKHCIOTH MOXKYTbh CTaBaTH He-
3aMIHHUMH, SIKI[O HE HaJIXOIATh 3 1K€, KoM opra-
HI3M HE CIPaBISEThCS 3 iX MBUIKUM CUHTE30M [12].

Haii6Ginpia mBuKicTh OOMiIHY aMiHOKHCIIOT CIO-
CTepiraeThCs B HEPBOBiH TKaHUHI.

[Tomamatoun B oprasisMm 3 DKew, 3a JOIOMOIO0
(epMeHTIB NUTYHKY (TIETICHH) Ta TOHKOTO KHIIKiBHHUKA
(TpHUIICUH, XIMOTPHIICIH) G1JI0K PO3LICTLIIOETHCS A0 OJIi-
TONENTHIIB, SIKI MEeNTHAa3u MIKPOBOPCUH €HTEPOLIUTIB
PO3MICIUTIOIOTE ajli, 10 aMiHOKHCIIOT, TU- i TPUICIITH-
aiB. i IpOOyKTH BCMOKTYIOTBCS LUISXOM AKTHBHOTO
TpaHcmopty 3 Harpiem [13]. BimbmricTe aMiHOKHCIIOT,
10 HAAXOIATH y MEYiHKY IO BOPITHIN BeHi, MeTabomi-
3YIOTBCS 710 CEYOBHHHU (KpPIM PO3Taly)KEHUX aMiHOKHC-
JOT - JIeHUHY, i30eiduuny 1 Baniny) [11].

HaiiBaJIMBINIOI0 XIMIYHOIO PEaKIli€l0 MPOMIXKHO-
ro oOMiHy OiJika € peakilis TpaHCAMIHYBaHHS B Iic-
YiHI[I - K OCHOBHE [Kepeno OioCHMHTe3y 3aMiHHUX
AK B oprami3mi. Haifbinpm axTuBHO B Hiil O0epyTh
y4acTh TIIyTaMmiHOBa i acrnapariHoBa Kuciotu [9].

[MopymeHHs TpaHcaMiHyBaHHS MOXeE CIPOBO-
KyBatu nediuut Bitaminy B6, sxuil y ¢gopmi mipu-
nokcainbocdaTy € aKTHBHOK TPYIOI TpaHCaMi-
Ha3. [1omKOMKEHHS MEYiHKH IaTOJOTIYHO ITOCHUII0E
nepeaminyBanug [14]. Ilpomecu mepeamiHyBaHHS
aMIHOKHUCJIOT TiCHO MOB's3aHi 3 HpoIleCaMH OKHUCHO-
ro neszaminyBaHHs - Biax AK BiAmIena0eThCs amiak;
YTBOPIOIOTHCST 0€3a30THCTI 3aJMIIKH, 1[0 BUKOPHC-
TOBYKOTBCS Ui CHUHTE3Y TJIKOKO3H, KETOHOBHUX Til
a6o oxucmoiotees g0 CO2 i H20 [10]. ITopymen-
HS Je3aMiHYBaHHS BHHHKAIOTh BHACTIJOK 3HMKCHHS
AKTUBHOCTI aMiHOOKCHJa3, ajie¢ TAaKOXK MPHU 3HHIKEH-
Hi OKHCJIIOBAJIBHUX IIPOLECIB B TKaHUHAX (TiMOKcis,
rimoBitaminosu C, PP, B2) [11]. Awiak (NH3), mo
BUBITBHIETHCS mpu MeTabomismi AK, depes psa pe-
aKI[iil OPHITHHOBOTO UKy NEPETBOPIOETHCS B CEUO-
BHHY, BUJAISAETHCS 3 CEUCHO.

[Mopymenns oominy AK OyBaroTh HaOyTi Ta re-
HETHYHI, 1 MOXYTb OyTH TOB'A3aHI 3 HAJXOJKEH-
HSIM, PO3IOJIJIOM, CHHTE30M 1 pO3MajoM aMiHOKHC-
mor. KimiHiuHI 03HAKM aMiHOAILigOIaTiii BUHUKAKOTH
BHACIIJOK HAKONMWYEHHS TOKCHYHHUX MeTaboIiTIiB
(mampuknan, QeHiNmipoBMHOTpagHAa KHCIOTa TIPH
(deHinKeTOHYpil, ToMolicTeiH NpH NOpYyLIEHHI 00-
MiHY CIpKOBMICHHUX aMiHOKHCJIOT), 1 HEJIOCTaTHOCTI
BIJIMOBITHUX MPOAYKTIB peakiii. BoHu 3anexarh Bij
TSOKKOCTI HEJTOCTAaTHOCTI (pepMEHTy, BiI KiIBKOCTI
cHoXuBaHoOTo Oinka abo enmorennux AK, mo Bumi-
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JAIOTHCS MpH Kataboui3mi Oi7KiB.

Manidectyors nopymenHs oominy AK Ha Bcix
erarnax OHTOreHe3y, ajie OlIbIIiCTh MaloTh CBOT HpPO-
SIBU BXKE B NepIi THKHI abo MicsIi XKUTTS Y BUIJIS-
NI HEBPOJOTIYHUX PO3TaNiB, QUCIEICii, TepMaTHUTy.
Haifgacrime ypax€eHHMH OpraHaMH € TOJIOBHHH MO-
30K, MeYiHKa Ta HUPKH.

TocTpi CHMIITOMH ACOIIIOIOTHCS 3 KATA0OJIIYHUMH
cranamu. Jlo mopymens AK 3 mepuHaTanbHOIO Ma-
HidecTalieo KIaCUHIHO BiJHOCATH (QEeHIIKETOHYpIIO,
TipO3UHO3, XBOPOOY KICHOBOI'O CHUPOIY, MOPYLICHHS
OPHITHHOBOTO IIUKIY.

HocnikeHHS MEXaHi3My 3amycKy TOCTPHX CTa-
HIB NP CHAJKOBUX MOPYLICHHAX OOMiHY aMiHOKHC-
JIOT BUSIBUJIO HACTYIHI YMHHUKK: 1H]eKuii, rimokcis;
HeaJeKBaTHE ISl JAHOTO MOPYIIECHHS TOJXyBaHHS,
omepamii, TpaBMH, fKi BUKOHYIOTH pPOJb TPHUTEpPiB
[7,15,6,12,16].

PanHs miarHOCTHMKAa OHX MOPYIIEHb BKpal Bak-
auBa; OlNbIla YaCTHHA MNOPYUICHb IiJIAETHCS JIKY-
BAaHHIO LUISIXOM JI€TH 3 OOMEXEHHSM CIOXHBaHHS
6inkiB AK, 3amydeHux 10 1e(EKTHOTO HUIAXY MeTa-
60Ii3My, i3 JOMaBAaHHSIM aMIHOKHCIOT 13 HE3MIHCHUM
MeTaboi3MOM;IpU3HAYCHHIM KO(PaKTOPiB 1 MiKpO-
€JIEMEHTIB, a TAKOXK HUIIXOM MONEPEHKEHHS KaTabo-
niuHuX craHis [15,17,6].

IlepuHaTanbHa TiMOKCisS BBaXAEThCSI OCHOBHUM
MEeXaHi3MOM PO3BHTKY NMEpUHATalbHOI eHIedanomna-
Tii; BOHA IHINiIO€ TPOIECH, MO MPU3BOIATH IO Iif-
BUIICHHS MPOHUKHOCTI KIIITHHHUX MeMOpaH, 3arubde-
Ji HEHPOHIB 1 TIialbHUX KIITHH BHACTITOK HEKPO3Yy
Ta afnonTo3y; BUHUKAE TMOPYIICHHS NPOHUKHOCTI re-
martoeHiedanaiunoro 6ap'epy [1]. V Toii ke yac, HE
BUSIBISETHCS TPSIMOI 3aJ€KHOCTI MIX TPHBAIICTIO
KHCHEBOTO NEe(IIUTy Ta BaXKKICTIO YpaKeHHs: 1HOMI
MO30K IUTHHH NEPEHOCUTH CepHO3HUH AeiuuT Kuc-
HIo 0e3 Beaukoi jist cebe mrkoau [8].

JlocnimkeHHS OCTAHHBOTO ACCSATHIITTS MiATBEp-
JUKYIOTh 3HA4yHy pOJb BHYTPIIIHbOYTPOOHHMX 1H-
¢dexniii Ta ceHcHOiNI3yl0YOro BIIMBY 3amajieHHS B
erionorii mepuHaranpHoro ypaxkenus I[HC [1,19].
Lpomy cupusie TO#W (akT, OO OCHOBHI EIEMEHTH
HEPBOBOI CHUCTEMHU 3aKJIaZalOThCA B HEPLIIOMY TpH-
MeCTpi, a TUIaleHTapHuil 6ap'ep GOpMyeThCs JIHIIE 3
TpeTboro micsus BaritHocti. Kpim Toro, npu rimok-
cif MO3Ky B MMOJIOTax MaiKe 3aB¥KJIU CTPaXKJA€ LEHTP
JI03piBaHHS IMYHITETY, pO3TALIOBAHHH B JOBracToMy
MO3Ky. BHacniIok mporo KHIIKiBHHUK 3aceise ¢iopa,
AKa )KUBE y MOJOTOBUX OyIMHKAX, 0COOIMUBO MPHU paH-
HbOMY II€PEXOJi Ha IITy4YHE BUIOJOBYBaHHS, BUHHU-
kae auc6io3 [18]. BaxiuBicTh okpeMux MeTadosi4-
HUX HUISXIB, IX B3a€EMOJis B MPOIECi NEPUHATAIBHOT
MaToyorii MOBHICTIO HEe 3po3yMini. BusBneni 3HauHi
3MiHM MeTa0OoMITiB 3 3 pi3HUX KIACiB - aMiHOKHCIIOT,
aIMIKapHITHHIB 1 Tirinepodocdoniniais [20].

bararouuncenbHi JOCTiIKEHHS BKa3yIOTh Ha BeJIMYE3-
Hy posib AK B peryisuii 1isiIbHOCTI HEPBOBOT CUCTEMH.

VY rocTpuit nepiox nepedpanbHoOi KaTacTpohu BU-
SIBICHUH nucOajaHC MK HEHPOaAMiHOKHCIOTAMH B
0ix 30impmeHHs 30y KyIOUNX (acmapariHoBa Ta Tiy-
TaMiHOBA) Ta 3MECHIICHHS TaJIbMiIBHUX (TIIIWH, MPO-
JiH, TaypuH). 3MEHIIYEThCS PiBEHb TICTUIUHY Ta
HUCTUHY — aMIHOKMCIIOT, 1[0 BBaXXKAIOTHCS MPUPOJI-
HUMH aHTHOKCUAAHTaMH. € JaHi Mpo 3HAYHUI B3aeM-
HUW BIIMB aclaprary Ta miyraMmary. Y HOCIiKeH-
HSIX BMICT HEHPOAMiHOKHUCIOT (TAyTaMiHOBA KUCJIOTA,
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TJIIUH Ta TaypuH) OyB BIpOTiTHO BHUIUM y XBOPHX, AKi
MaJli NIMOoKuit HeBponoriynuid aedinut [21].

I'myramar — 3aminna AK, npuiimae HalaKTHBHI-
Iy y4acTh B JIETOKCHKaIii Ta MIacTHYHOMY OOMIiHi:
BKIIFOUAETHCS B CKJIAal (ONi€BOT KHCIOTH Ta TIyTaTi-
OHY, puiiMae yyacTp B 0OMiHi Oinbm Hixk 50% a3oTy
6inkoBUX MoJekyn. KoHIeHTpamnis rIyTaMary B MO3-
Ky Maiike y 80 pa3iB nepeBuINye piBeHb B CUPOBATIIi
KpoBi [9]. 3HayHa KIJIBKICTh JOCIHIJKEHb y npooipui
BKa3ye, 110 IIIyTaMaT BIUIMBA€E HAa MPOLECH PAHHBOTO
PO3BHTKY MO3KY, Taki sK mpoiideparmis, Mirpamis ta
nudepenmiamig. Ilix giero BUCOKUX piBHIB TIyTama-
Ty BHYTPIIIHBOYTPOOHO HA MUINAX BHUSBISIOTH MHO-
KUHHI aedeKTH TrojJoBHOTO MO3Ky [22]. ['myramar
BIAIMOBiJJae 3a mepe30yKeHHsI ypaKeHUX HEHpOHIB
yepe3 N-meTmin-D-acnapratai penentopu (NMDA),
- [EHTpalpHUW MeXaHi3M IepeOpanpHOi Timokcii-
imewmii; cmpuse HEKOHTPOIHOBAHOMY BXOAY Kallb-
1is B HEHPOHM, AaKTHUBYIOUM HPOLECHU TEPEKUCHOTO
OKHCJICHHS JIMiqiB, IPOIECH MIPOTEOTi3y i anmonTo3y
[23,24,25]. IlinBuieHHs piBHS INyTaMary MOXe BHU-
KJIUKAaTH 3aru0esib KJIITHH-MONCPECIHUKIB OJITOICH-
JpOLMTIB, 10 BHOCHUTH 3HAYHNH BHECOK y ITaTOTCHE3
TIMTOKCHYHO-IMIEMIYHOTO ypaXXeHHS , a TaAKOXK AeMie-
TMiHI3yI0UNX, TPABMATHYHUX YIIKOIKEHb;, Ha TIPOIIe-
cu amonTo3y [26]. B-anaHiH BIUIMBAaE HA aKTHBHICTH
GABA TpaHcnopTepy B rol10BHOMY MO3Ky [27].

Byno BcTaHOBIEHO HEHWPOTPAHCMITEPHY pOJIb
D-cepuny B LIHC; 3B'a3yrouucs 3 NMDA- peuenro-
poM, BiH Bifirpae pois B MeXaHi3MaX €KCaWTOTOKCIU-
HOCTI, mepuHaTanbpHOi acdikcii, emisencii Ta iH. [To-
3aKJITUHHI KOHIIEHTpauii miinuHy i D-cepuny Oynu
MOMITHO 301JbIICHI B KJIITHHAX DI mypa, 1o 3a3Ha-
J¥ Tinokciro. Binpasy micnst penepdysii KoHIEeHTpa-
oii TIIOWHY Ta CepHHY CIOYATKy MiJBUIIYIOTHCS, a
MiCTs MBOTO KOHIIEHTPAIis TIIIHHY HOPMAaTi3y€eThCH,
a KoHIeHTpalis D-cepuny 3umkyernes [28,29].

Hos-makcoBoil CHHAPOM, IO XapaKTepU3Y€ETbCs
HNOpYIIEHHSMH PO3BUTKY IIO/a, Mikpoledaiieto, iX-
Ti0O30M, CKEJICTHUMH aHOMaJisIMH - MOXe OyTH Kpaii-
HIM BapiaHTOM BPOJKCHOI IIOMHIJIKH METa00Ii3My ce-
piny. BusBnena acomianis 3 reaom PHGDH, mo koxye
(depMeHT Ha nUIIXy cuHTE3y cepiny DeNovo [30].

inuii psig nOCHiJKeHb MiATBEPKYIOTh POJIb
okpemMux AK y po3BHTKY MJIOJiB, BIUIMB 3MiIHEHHX
koHneHTpanii AK Ha iHImIi BUAUW 0OMIHY pEYOBHH, a
TaKOX 3aJICKHICTh BiJ (aKTOpPiB, OO0 BIUIMBAIOTH Ha
Merabomnizm AK.

Metaboii3M METiOHIHY CTa€ 3a OCTaHHI POKH B
HEeHTpi npobiieM MeTaboi3My, 00 BiH SBISETHCS YHI-
BEpCAJIBHUM JJOHOPOM METaJbHUX I'PYN — OJHOTO 13
Giomoriunnx MapkepiB emirenesy [31].

HocnimkeHnHs (GakTopiB pU3UKY y HiTeH 3 MepH-
HAaTaJbHOI eHI(]aTomaielo BUABUIO 3B 30K MOMIKO-
JOKEeHHS 01101 PeYOBWHM 13 TIMOTIIKEMi€l0, ITiBHU-
HIeHUM piBHeM romouucteiny B miazmi Ta MTHFR
677CT abo TT renorumnom; ypaxeHHsi 0a3albHHX
TaHrIiiB /TanmamyciB Oynu aconiiioBaHi i3 TOCTpHUM
IMeMIYHUM ypakKeHHSIM (HHU3bKHMHU OallaMu 3a IIKa-
noroAmnrap) [32].

[Ipeexmammcis € po3dazoM BariTHOCTI JTIOAWHH,
10 BIJIMBAE€ HA MAaTEPUHCHKY Ta MepUHATaJbHY 3a-
XBOPIOBAHICTh Ta CMEPTHICTh. JlOCHiIKeHHS mia-
TBEPJUKYIOTH BIJIMB PIBHIO MaTepHUHCHKOTO TOMOIIHC-
TeIHy Ha piBEHb TOMOLHCTEIHY MYIOBUIHOI KPOBI,
pH xpoBi i npeekmammcito. Tomy migBUIIeHHS pPiBHSA

TOMOIIMCTEIHA B MEPIIOMY TPUMECTPi MOXKe OyTH CUT-
HaJIOM PO3BHTKY MpeckiamIiicii Ha Mmi3HIiX TepMiHaX
BaTiTHOCTI Ta paHHIM JOMOJOTOBUM OiOMapKepoM 3a-
XBOPIOBAHOCTI Y HOBOHapOKeHUX [33,34]

€ INOBIZOMIJIICHHS, IO Yy HEIOHOWIEHUX MmiTel
MOXxe OyTH BITHOCHO BHCOKHIH, TOOTO, B MeXaX HOP-
MaJBHOTO Jiana3oHy JAOPOCIHNX, pPiBEHb TOMOIUCTEI-
HY, TP IILOMY HE 6yno 3HAWJIEHO Kopessiii Mixk piB-
HSIMM TOMOLMCTEIHY 1 MICJISIMOJIOrOBUX YCKJIaAHEHb
[35].

EkcrniepuMeHTanbHUI I'ecTO3 y TBapUH BHUKIHUKAE
3aTPUMKY PO3BUTKY, CO3DiBAaHHS CEHCOPHO-PYXOBHUX
pediekciB y MOTOMCTBA, 3aTPUMKY MCHXIYHOTO PO3-
BuTKy. [loxinui HelipoakTuBHUX AK B excriepumeH-
Ti 3MEHINyBaJlyd HEraTHMBHUN BIUIMB I'eCTO3y Ha Ha-
mankis [36].

MaTepuHCbKEe TNepHHATalbHE XapuyBaHHS MOXKe
mporpaMmyBaTd MeTa0omidHi (QYHKHOii ITOTOMCTBA,
HOro MOPYWMICHHS MiABUINYE PHU3UK METabOIidHOTO
cuHJpoMy B 3pinomy Biui [37]. CnoxuBaHHS ki 3
BHCOKHMM BMICTOM JIMiJiB Ta caxapo3u MOXe 3ampo-
rpaMyBaTH OXHPIHHS, BMICT METHJIBHUX JOHOPIB
Mae BINIMB Ha PEryJlOBaHHS IUKIY METIOHIH-TOMO-
nuctein [38]. ['imormikemis BariTHO{ BU3MBAaE paHHIO
aKTUBAIII0 MPOAYKIii raroko3n y mmona [39].

B excnepuMeHTi Ha TBapuHax MOKa3aHOo, IO
CKJIaJl MaTepPUHCHKOTO MOJIOKA 3aJ€XHUTh BiJ Mare-
PHUHCBHKOI II€TH 1 3MIHH B CKJaJi MOJOKa BILTHBAKTh
Ha pICT MOTOMCTBA, & TAKOX Ha MPOIECH MeTabomid-
Horo mporpamyBaHHA [40].

3MiHM TaypuUHY WiJ 9Yac MEPUHATAITBHOTO XHUT-
TS CTPUAIOTH PO3BUTKY apTepianLHo'i rinepTeH3i'1' B
JI0OPOCIIOMY JKHTTI; BlpOFl[[HO e mnoB'si3aHO 3 pe-
TYJTIOBaHHSIM POCTY 1 PO3BUTKY IIEHTpajbHOi i Be-
reTaTuBHOI HepBOBOI cucteMu. Ha camkax mypis
— NepHHATAIbHUN aucOasiaHC TaypuHHY BIUIMBA€E Ha
B3a€EMOJIII0 PCHIHAHTIOTEH3MHOBOI CHCTEMH 1 €CTPO-
reHy, IHCYJIHOPE3UCTEHTHICTh y Jopocnux [41,42].

CroXuBaHHS NPU BariTHOCTI BUCOKHUX 103 IIyTa-
MaTy HaTpiro IypamMu MPH3BOAUTE 10 OXXUPIHHS, 3a-
TPUMKH POCTY i mpurHideHHs nuToxpomy P450 [43].

Cnpoba WiABHIIATH Bary NpU HAPOKEHHI J0-
0aBKaMHM aMiHOKHCJIOT BAariTHI B €KCIEPUMEHTI Ha
BIBLSX MpH3BENIa 10 KOHKYPEHTHOIO TallbMyBaHHs
tpancnopty AK uyepes nnanenty [44].

MatepuHCbKa Ji€Ta 3 HHU3BKUM BMICTOM OiJIKY
MPU3BOAMIA 10 CEPIEBO-CYINHHHUX, METa0OIIYHUX
i MOBEIHKOBUX MOPYUIICHb y NOPOCIHUX HAaIaIKiB;
y perymsmii mpormeciB Oynu 3alydeHi emireHeTHUYHi
MexaHizMu. VIMOBipHO 1e 1is opranismy y Biamosigs
HI0JI0 3aXUCTY POCTY 1 PO3BUTKY miony [45].

3a HegoCTAaTHOCTI OiJIka MOXKYTh BUHHMKATH 1 CIle-
nudivai nopymenHs B 00Mini okpemux AK. Jedimut
okpeMmux AK, y cBoro uepry, npu3BOAUThL 1O OpraH-
HUX ypaxkeHb. Hampuknana, HeJOCTaTHE CIIOKHBAHHS
OijKka TPU3BOJUTH 10 301IbIICHHS IEPETBOPEHHS
rictuauny B ricramin [14]. Jledgiuut rictuauny npu-
3BOJUTH JO 3HHJKCHHS KOHIICHTpAIlil TeMOTIO0IHY;
HEJOCTATHICTh BaJIiHYy BUWKINKA€E 3aTPUMKY pOCTY,
cXymaHeHHs Tomo [12].

[IpomoBkye BWUBYATHCH POJH B MATOJOTI] TaKOX
mianeHtapuoi auchyukuii. OcHoOBHI cyOcrTparu,
HEOOXIJIHI JUIsi POCTY IUIOJA - L€ KMCEHb, III0KO03a,
AMIHOKUCIIOTH 1 XXHUPHI KHCJIOTH; MPOIECH iX mepe-
HOCY 3aJieXaTh BiJl TAKMX XapaKTEPUCTUK IIALEHTH,
SK TUTaIleHTapHUHW po3Mip, Mopdomoris, KpOBOTOK i
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BAaCKyJspHu3alis Ta iH. 3aTpuMKa BHYTPIITHEOYTPOO-
HoTO po3BUTKY (3BYP) uacto € HacnigkoMm HegocrTar-
HOCTI IUIAI[EHTH Ta aCOLIIOETHCS 3 BUCOKUM piBHEM
MEepUHATAIBHOT 3aXBOPIOBAHOCTI 1 CMEPTHOCTI, a
TAaKOX MiJBUIIEHUM DPHU3UKOM CEpIEBO-CYIUHHUX 1
MeTa0OoNIYHUX 3aXBOPIOBAHb B IOJANBIIOMY JXHUTTI
[46]. [HocximxkeHHS Ha BiBIMX IMOKa3ajo, IO MpH
NJANCHTAPHIA HEIOCTATHOCTI, 110 BHUKJIMKAE TiMOK-
CeMilo 1 TiNOTIiKeMilo M0y, 3HUIKEHHS IMOTJIUHAaH-
Hs AK nos's3ane He 3 mopyueHHsAM TpancnopTy AK
MJALEHTOI0, @ € HACHiJKOM 3HWXKEHHS OKHCHOTO Me-
TaboMi3My 1 IIBUAKOCTI POCTY IJIoAA, IKi pa30oM 3HHU-
KyioTh monuT miaoxa B AK [47]. Hogi gani cBiguarh
npo Te, 10 3MIHM peryisii IIaneHTapHOro TpaH-
cropty AK 0e3nocepeHb0 BILIMBAIOTh HA OPYIICH-
Hs pocTy miuoja [48].

[TicnsimosioroBe xapuyBaHHS Ma€ BaXXJIMBE 3Ha-
YeHHS JJIS POCTYy MO3KY i Mo3piBaHHA, sKki 30epira-
IOTHCS B AUTAYOMY Ta MiUTITKOBOMY Bini. 3amajieHHS
i mepuHaranbHa iH(eKIis Bigirpae BUpilIalbHy POJIb
y TaTOreHe3l YUIKOJKeHHs O0isoi peyoBuHU. Bu-
sBJICHA IMyHOMOAYyNIolo4a Ta / abo mpoTHu3amnalibHa
Iis AeSKHX Xap4OBUX KOMIIOHCHTIB. AcmapariHoBa
Ta TAyTaMiHOBa KHCIOTH MAalOTh BHPaXXEHY Mil0 Ha
TPAMIIO3UTHUBHI Ta TPaMHETAaTHBHI 0akTepii, a TAKOK,
BOJIOZIIOTh (YHTILMIHUMH BJIACTUBOCTSIMHU BiJHOC-
HO rpubiB poay kauaiga [49].

Bce Oimpmie cBifueHb MIATBEPKYE ICHYBaHHS
BIUIMBY CTaHY KHMIIKIBHMKAa Ha MO30K uepe3 iMyHO-
JOTiYHi, S€HIOKPWHHI Ta HEpPBOBI NUIAXH, XapdoBi
KOMIIOHEHTH, $AKi HOPMAali3yloTh KHIIKOBY QIopy,
MOXYTh TaKOX CHIPHUATIMBO BIUIMBATH Ha MO30K.

NitepaTypa

Tomy mesxi AK, sk i mpoOioTHKH, € MOTEHIIHHUMH
KaHJIUJaTaMu Ha Helipomnporekimito [S50].

VY Mozeni Ha TBapuHaX BHSBIEHO, 110 KOHI[EHTpa-
uist TpuntodaHy BiJirpae poyib y IHEepUHATAIbHOMY
po3Butky i ¢ynknii IIKT; tpunrodan-monepeaHuK
CEepOTOHIHY, AKUH BiJlirpac BaroMy poib y PYXJIHUBOC-
Ti KHIIKIBHUKA Ta cekpernii ioro cnuzosoi [51]. Ilpu
3IIMP Takox BHSBIAIOCH ITiABUIICHHS KOHI[CHTPAII
TpunTodaHny B mia3mi i TKaHMHAX MO3KY [52].

VY maroreHe3i aHEeMiYHUX CTAaHIB BariTHUX Ta iX HO-
BOHAPOKCHUX 3HAYHY POJb Bimirpae nucbamanc AK,
10 MPUIMAIOTh y9acTh B TeMOIOe3i Ta 0OMiHi 3ami3a.
VY niteil, HapOIKEHUX BiJX MaTepiB i3 3amizomepimuT-
HOI0O aHEMI€I0 BUSIBICHO 3HW)KCHHS TPEOHIHY, BaJiHY,
METIOHIHY, JIEHLUHY, 130JIEHLUHY, Ji3iHY, TICTUAUHY,
apriHiHy; mOiIBHIICHHS Tpunrodany, QeHinanaHiny
y MOPIBHSHHI 13 JITBMH KOHTPOJIBHOI TpymH. Y HOBO-
HapO/KEHHUX 3 aHEMI€I0 BIAMIUEHO MPIMY KOPEIAIit0
Mi)K BMICTOM TE€MOTJIOOIHY Ta TICTHAMHOM, a TaKOX
KUIBKICTIO €pUTPOLUTIB Ta Ji3uHOM [53].

TaxkuM uynMHOM, HpeACTaBlIeHI MaTepialum MoKa-
3YIOTh CKJaAHI MEXaHi3MH PO3BUTKY 1 perymsmii
NepUHATANIBHUX YCKJIaJHCHb, SKi Lie A0 KiHISA He
3'sicoBaHi. B3aeMHWI BIUIMB TEpUHATANBHUX ypa-
KEHb Ta MOPYIIEHb aMiHOKHCIOTHOTO OOMiHy, 10-
HIJIBHICTh MOTINOJICHOT0 BUBYEHHS NPUYUH BHUHUK-
HEHHs KJiHI4HOI AMCcYHKLII, y TOMYy 4YHCIi, 4epe3
MOIIYK O10JOT1YHUX MapKepiB JUIsl YTOUHIOYOT Jia-
FHOCTHKH Ta MaTOTEHETUYHOI Teparil NaToJIOriYHUX
CTaHiB, € aKTyaJbHUM 1 Cy4aCHHM HANpPsSMKOM Ha-
YKOBHUX JOCIHIJDKCHb B paMKaxX MUKIUCHHUIUTIHAPHOI
iHreparmii.
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HAPYHIEHUE OBMEHA AMUHOKHUCJIOT
B NEPUHATAJBHOM NEPUOAE

A.A. Anoeckan

XapbKOBCKHUI cIeNUAJIN3UPOBAHHBII
MeIHKO-TeHeTHYeCKHIl HeHTp
(r.XapbkoB, Ykpanna)

Pesrome. [lepunaranpuas snuedanonarus (I1911)
o0beAMHACT HapyMEeHUS (QYHKIUH HIH CTPYKTYPHI
TOJOBHOTO MO3Ta Pa3jIMYHOIO MPOUCXOXKJICHHS, BO3-
HUKAIOMMX B MEPUHATAIbHBIH MEPHOM, B pe3yibTaTe
HeONaronpusITHHIX (AKTOPOB B AHTEHATAIBHOM HEpH-
oJe, HauMHas ¢ 28 HeJelIb, BO BpeMsI POJOB U B IIEPBHIE
7 nueit mociue poxaeHus pebenka. MexaHU3MBbI pa3BH-
THS ¥ PETYISIIUU NEepUHATAIBHBIX OCJIO0XHEHUH elre
JI0 KOHIIa He BhIsICHEHBI. [IpecTaBieHHbIe MaTepHaIIbI
MTOKa3bIBAIOT B3aMMHOE BJIMSHUE IIEPUHATAIBHBIX MO-
paXXeHUH M aMUHOKHCIOTHBIX HApyIICHUH; 3HAUCHUS
HEKOTOPBIX aMHHOKHCIOT KaK OMOJOTHUYECKUX Map-
KEpOB JUJISl YTOUHSIOIEH THAarHOCTHKH U NMaTOTCHETH-
YECKOH Tepanmuyu MaTOJOTHUYECKUX COCTOSHUI.

KawoueBble ciaoBa: mnepunaranbHas dHIieda-
JOTaTHsI; AMAHOKHCIIOTHI.

DEFECTS OF THE EXCHANGE OF AMINO
ACIDS IN THE PERINATAL PERIOD

A.A. Yanovska

Kharkiv Specialized
Medical Genetics Center
(Kharkiv, Ukraine)

Summary. Perinatal encephalopathy (PEP)
integrates dysfunction in brain structures of different
origin, arising in the perinatal period as a result of
unfavorable factors in the antenatal period from
28 weeks, during birth and during the first 7 days
after birth. Mechanisms of regulation and perinatal
complications are not yet fully understood. The
materials show the mutual influence of perinatal
lesions and amino acid disorders; values of some
amino acids as biological markers for clarifying
diagnosis and pathogenetic therapy of pathological
conditions.

Keywords: Perinatal encephalopathy; Amino acids.
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