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ExxeroziHo 0Ko0J10 15 MJTH ZIeTell pOKAAIOTCA HEeIOHO-
meHHbIMU [1, 2]. B HacTos1ee BpeMs 4acTOTa POXK/eHus
HEJIOHOIIeHHBIX JleTell ¢ 0YeHb HU3KOM 1 HU3KOW MacCou
Tejla He UMeeT TeHJeHIIUU K CHIKeHUIO. B ¢BAA3U ¢ 3TuM
aKTyaJbHO COBEpIIeHCTBOBaHKE TeXHOJIOTUI BbIXa)KUBA-
HUSA 3TOW KaTeropuu HOBOPOsK/leHHbIX. B Poccuu exxerozi-
HO poaarotcst 6osee 100 ThIC. HEJIOHOIIEHHBIX JIETEH,
YPOBEeHb UX BbDKMBAaEMOCTH cocTasiseT 98 %. ITo nanHbIM
HarmoHaIbHOro MeIULHCKOTO UCCIIeI0BATeIbCKOTO LieH-
Tpa aKyIIepCTBa, TMHEKOJIOTUH Y [IePUHATOJIOTAY UM. aKaf,.
B. U. Kynakosa, B Hauleli ctpase B 2018 roay u3 1,6 MiH
HOBOPOX/IEHHBIX 97 TBIC. POAUJINACH HEeJOHOIIEHHBIMU
(oxo710 6 %). B MOCKBe B ITPOIIJIOM TO/ly Ha CBET MOSIBU-
JIUCh 5 THIC. HEJOHOIIEHHBIX JIeTeid, 13 KOTOPBIX OoJjiee
400 — c 3KCTpeManbHO HU3KOM Maccoy Tesia MeHblle 1 Kr.
B 2021 roay, no narHbM TBEPCKOTo 06J1aCTHOTO MEPUHA-
TaJILHOTO IIeHTPAa, ObLIO criaceHo 402 HeZIOHOMIEHHBIX pe-
6enka. B utone 2020 rozia, B pa3rap naHieMUr KOPOHABH-
PyCHO# MHbEKIVH, TPOU30ILIO HACTOSIIee Yy/l0 — Ha CBET
nosiBusicst peGeHoK Ha cpoke 21 Henensi. Pudapy CKOTT
Yunpam XaTunHCOH Becus 0Koj10 300 rpaMMOB 1 IToMe-
IaJICA y CBOeW MaTepy Ha JIafloHu. biaropapsa ycuamam
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Bpaueil ¥ poAuTesiell B 3TOM IOy MaJIbIII OTIIPa3ZAHOBAT
CBOE JIByXJIeTHE.

HezoHoIeHHOCTh MOXeT OBbITh CBSI3aHa C Pa3Jiny-
HBIMH [1aTOJIOTUYECKUMHU COCTOSHUSIMY MaTepy ¥ HOBO-
POXZIEHHOTO U UX ocjoxHeHusamu [3-5]. HenoHomreH-
HbIA pebeHOK 0ObIYHO MIMeeT HU3KUI BeC IPY POXKAEHUN
(menee 2500 rpaMMOB) U OTIUYAIOTCA PYHKIIMOHAIb-
HOH He3peJIOCThI0 CUCTEM OPTaHOB, YTO B CHCTEME MHIIIe-
BapeHUs IPOSBIsAETCS HapyLIeHueM YCBOEHHS MUTa-
TeJIbHbIX BEIeCTB.

Vcxo/s U3 TOTO, YTO OHH POXKIAIOTCS C HeZ0CTaTOu-
HBIM 3a[1acOM KMPOBOY TKaHH, ABJAIONIENC BaKHBIM
WCTOYHUKOM 3HEPIUH JJIl pocTa U Pa3BUTHUSA, HeJ0-
HOIIEeHHbIE IeTH HY)XIAI0TCS B BBICOKOKAJIOPUIHOM ITH-
TaHUU, KOTOPOe CIOCOOCTByeT HAbOPy Beca U PocTa.
He MeHee Ba)XHBIM SIBJIsieTCS 1 0OecIiedeHre JOCTaToq-
HOTO NOoTpebJieHNs 6eJIKOB — OCHOBHOTO CTPOMTENHHO-
ro MaTepuaja /i TKaHei ¥ opraHoB pebenka [6]. Ba-
)KeH U 6anaHc HyTpueHTOB. COOTHOIIEHVe MHTPe/I1eH-
TOB IIUTaHKSA JOJDKHO CIOCOOCTBOBATH GOPMHUPOBAHHIO
MPaBUJILHOTO MeTaboJIM3Ma Y HeZIOHOIIEHHOTO pebeHKa,
a Takxe obecredrBaTh 0cOObIe TTOTPEOHOCTH MIPU HEKO-
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TOPBIX 3a00JIeBaHUSAX MepUHATAIBHOTO Mepuosa. Prck
Pa3BUTHS TaKUX PACTPOCTPAaHEHHBIX 3a00JIeBaHuU Kak
TUTIEPTOHUS, OKUPEHNe, CaxapHbIil fuaber 2 Tuma, oc-
TEeONOopO3 MOBBIIIAETCS TPY HAIMIUU HYTPUTHBHOM He-
JIOCTATOYHOCTHY B MepUHATaJIbHOM mepuoje. B mobom
cJlydae IMTaHUe HeJOHOIIEHHOTO peGeHKa JOJDKHO ObITh
MHIVBHUYaJIbHO MOA00PAaHO B 3aBUCUMOCTH OT €0 T10-
TpeGHOCTeH (YIUTBIBASK CPOK TeCTAL[MHU 1 TOCTKOHIIEITY-
aJlbHBINA BO3PACT) M COCTOSTHUA 3/10pOBbA [7].

CoBpeMeHHble METOZIUKY TTO3BOJISIIOT 06eCnevnTh
BbDKUBaHUe GOJBIIMHCTBA IeTeH, POIMBINIUXCS HEJIOHO-
IeHHBIMHY, YJIYYIIAI0TCS [TOKA3aTeNr BBKUBAEMOCTH
JieTeid, POAMBINUXCS HA IPaHU XU3HecrocoOHocTH. Coa-
JIAHCMPOBAHHOE U TIPaBWJIbHO OPTaHU30BaHHOE TIUTAHUE
ABJISIETCS OJTHOU M3 Ba)KHEMIINX COCTABJAIONINX BbIXa-
’KVBAHUS HeJIOHOIIEHHBIX JieTell, OTpesiesITIoNUX He
TOJIKO OGJIVKANIING, HO ¥ OT/aJIeHHbIHA MPOTHO3.

B naHHO# cTaTbe OYAYT PacCMOTPEHBI 3JIeMEHTBI
napenTepaibHoro nuranus (I1IT) s Takoi KaTeropun
HOBOPO’XZIEHHBIX, TPUHIIUIILI er0 OPraHU3aluy Havaju
dbopmupoBaThcs B cemujiecsiThie rozibl XX Beka. B xoze
npoBezieHus I nmuTaTenbHbIe BeleCTBA MOCTYNAIOT
B OPraHU3M, MUHY )KeJy/[0YHO-KUIIeYHbIN TPAKT. JlaH-
HBII METOJ] UCHOJb3YeTcs B TeX CUTYallUsX, KOT/A JKe-
JIyIOYHO-KUIIEYHBIN TPAKT HE MOXKET 00eCreduThb J10C-
TaTOYHOE TTOCTYIIeHUe TUTATebHBIX BellecTB ISl O/
nep>KaHus XU3HeleATeIbHOCTH [8].

Pexxum nposeznenus I1II, no3upoBKa U cOCTaB ma-
pEeHTepaIbHOrO PACTBOPA y HEZIOHOLIEHHBIX ZIETeH orpe-
IiensieTcsl MHAVBU/YaJIbHO U 3aBUCUT OT COCTOSIHUSA pe-
GeHka, ero moTpe6HOCTEN U TOJIEPAHTHOCTH K MapeHTe-
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pajJbHOMY U 3HTepaJbHOMY NuTaHuio [5]. B opauHap-
HbIX ciy4asax III cocTouT 3 aMUHOKUCIIOT, YIJIeBOZOB,
JIUTIU/IOB, 3JIEKTPOJIUTOB, BUTAMUHOB U MUKPO3JIeMeH-
TOB, MHOT/Ia TPEOYIOTCSA CrenuaibHble GOPMYJIbI UK
106aBKu. [I711 HeJOHONIEHHBIX JleTeid CIOJb3YIOT CIie-
I[IMajibHble GeIKOBbIE CMECH, COZIepKallie ONTUMATbHOe
COOTHOIIIEHVe AMUHOKHUCIIOT, YTOOBI 00ECIIeYnTh UX Pa-
CTyII¥e MOTPeOHOCTH.

Takue eTu UMeIOT 60Jiee BBICOKYIO IIOTPeOGHOCTD
B He3aMeHUMbIX AMUHOKMCIIOTaX (Ha KUJIOTPaMM MacChl
Tesa), 4eM JIeTU CTapliero BO3pacTa WM B3pOCIble.
B nurtomnsazMe GOJBITUHCTBA KJIETOK COep)uTcs 20
aMHUHOKMUCJIOT, U3 KOTOPBIX OPraHU3M CUHTe3Upyer Clie-
nuduyeckue 6enku. BoceMb aMUHOKHCIOT He MOTYT
OBbITH CHHTE3UPOBaHbI B OPraHM3Me U JJOJDKHBI MOCTY-
naTh B KPOBb B TOTOBOM BHJie Yepe3 KUIIeYyHUK (Iocie
ruziponu3a OejKa) WIIU MapeHTepaJbHbIM MyTeM. DTU
aMUHOKUCJIOTHI HAa3bIBAIOTCS He3aMeHUMBIMU (3CCeHIIN-
anbHbIMK). K HUM OTHOCATCSA BajluH, U30JIEUINH, JIeii-
I[VIH, JIN31H, METUOHWH, TPeOHUH, TpunTodaH, peHua-
naHuH (puc. 1). VI3 pucyHka 1 BUAiHO, 4TO B He3aMeHU-
MBIX dMUHOKUCJIOTAaX OTCYTCTBYIOT KUCJIble aMUHOKKC-
JIOTBI, TIPUCYTCTBYIOT B OCHOBHOM HeWTpajbHble U
OCHOBHbIE aMUHOKHUCJIOTBL. DTO CBSI3aHO C TEM, 4TO Y
KUCJIBIX aMUHOKUCJIOT U303JIeKTPUIeCcKoe COCTOsIHUe
(oTcyTCTBUME 3apsAna y MOJIEKYJibl) HabJI0aeTcsl B KUC-
Ji0ii obnacty, ipu pH < 7. B 3TOM COCTOSIHMY OHU HE MO-
TYT OIPOXOJUTh Yepe3 MOJyNpPOHHUIaeMy0 MeMOpaHy
kJeToK. CyToyHasi mOTPpeGHOCTD YeI0BeKa B Ka)K/I0W U3
He3aMeHMMBIX aMHMHOKHUCJIOT COCTaBJIsIeT OKOJIo 1 T.
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Puc. 1. XuMuueckas ctpyktypa 8 HezaMeHUMbIX aMUHOKUCIOT

Fig. 1. Chemical structure of the 8 essential amino acids
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H,N—-CH-COOH —> H,N-CH-COOH + CO, B OpraHu3Me OCyIIeCTBJIATCA TPpU TUIIA ITpeBpalIe-
- - HUIi AMUHOKKCJIOT: TI0 ¢/-aMUHOTPYIIIIE, 10 KapOOKCHJIb-
P ! HOIA rpyTire u 1o paaukanam. OcranbHblie 12 aMUHOKHMC-
COOH Anauus

AcnaparmHoBas
KHCaoTa

Puc. 3. XuMunuyeckue ypaBHeHUs npeBpaLLeHrs ogHoM
aMUHOKMCNOTHI B APYryto (acnaparnHoBas KMcioTa — anaHuH)

Fig. 3. Chemical equations for the conversion of one amino
acid to another (aspartic acid — alanine)

H,N-CH-COOH + 1/20, ——> H;N-CH-COOH
|
CH, CH,
DenmnananuH OH

Tupoaun

Puc. 4. XumMunuyeckue ypaBHeHUs npeBpaLLeHrs ogHoM
aMWHOKMCIIOTHI B ApYryto (heHnnanaHuH — TUPO3UH)

Fig. 4. Chemical equations for the conversion of one amino
acid to another (phenylalanine — tyrosine)

70T (aJlaHWH, apTUHMH, acllaparvH, LUCTUH, LUCTEeNH,
TJIyTaMWH, TIMLWH, OPHATHH, TUCTUJVH, CEPUH, TUDPO-
3WH, TAypUH) MOTYT IIPeBpaIaThCs U3 OJHOH B IPYTYIO
Y Ha3bIBAlOTCA 3aMeHUMbIMU (PUC. 2).

Tax, B pe3yJibraTe JeKapOOKCHIMPOBAHUS acrapa-
TMHOBOW KMCJIOTHI 00pa3yeTcs anaHuH (puc. 3).

IMpu okuceHny QpeHrIaIaHuHA IO fielicTBUeM (eHu-
JlaJlaHMHTU/IPOKCHIA3bl 06pasyeTcsi THPO3UH (puc. 4).

HekoTOpble aMUHOKHUCIOTHI KIaCCUPUIUPYIOTCS
KaK 3aMeHVMBbIe JIs [ieTeli cTapiiero Bo3pacTa v B3poc-
JIBIX, HO YCIIOBHO He3aMeHHMBIE /ISl HOBOPO3K/IeHHBIX.
[To3aToMy meaTpryecKre pacTBOPbl aMUHOKHCIIOT CJIe-
ZlyeT UCII0JIb30BaTh Y MJIaZIeHLIeB U JleTell MJIaZilero Bo3-
pacra. JIJaHHBI{ PacTBOP aMUHOKUCJIOT OTJIMYAeTCs T10-
BBIIIEHHBIMU KOHIIEHTPALUSAMHY IJIyTaMIHA, THPO3UHA,
[MCTerHA ¥ TaypHHa, TOTZA KaK coJiepxkaHue peHunana-
HMHA ¥ MeTHOHMHA SIBJISETCS HU3KUM. [IyTaMUH U TH-
po3uH obecrieyeHbl B GOpPMe OJIMTONENTHIOB. AMIHO-
KUCJIOTHBIN PACTBOP JJISl MapeHTePaJbHOTO MUTAHUS
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Puc. 2. Xumunueckas cTpyktypa 12 3aMeHUMbIX aMUHOKUCIOT

Fig. 2. Chemical structure of the 12 nonessential amino acids
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neJuaTpUyecKUX MalUeHTOB OTINYAeTCs TeM, YTO OH
comepxut Ha 100 r amuHoKuCcnOT 9-30 I TayTaMUHA,
0,3-2 r TaypuHa, 1-4 r Tupo3uHa u 3—5 r peHuNIaTaHN-
Ha. Hanpumep, LIUCTYH ¥ TUPO3UH, KOTOPbIe B HOPMaJIb-
HBIX YCJIOBUAX ABJIAIOTCSA 3aMEHUMBIMU, HO IIPH OIpefie-
JIEHHBIX 00CTOATENbCTBAX, KOI/Ia HEBO3MOKHBI HOP-
MaJibHble MeTaboIuYecKue NpOLecChl, CTAHOBATCA
He3aMeHUMbIMHU, HallpuMep, IPU KPUTUIECKUX COCTOSA-
HUAX U Y HOBOPOXZeHHBIX [9]. HekoTopble aMUHOKHC-
JIOTBI, B U30BITKeE [0JIy4aeMble OPraHU3MOM B HOPMaJlb-
HBIX YCJIOBUAX, HAIpUMep, TTIULUH, He YTUIU3UPYIOTCA
MIOJIHOCTBIO U B GOJIBIINX KOJMYECTBAX BBIIENAIOTCA
nodykamu. O6br9HO I1IT MPOBOAUTCA KPYIIOCYTOUHO,
C ACIIOJIb30BaHNEM CIlel[iaIbHbIX HACOCOB AAJIS1 KOHTPO-
151 ckopocTu uHGy3uu. Bo Bpems nposeznenus 111 He-
00X0ZMMO MOCTOSTHHO MOHUTOPHPOBATh COCTOSTHHUE pe-
OeHKa, BKJIF0OYasl KOHTPOJIb MAacChI TeJIa, YPOBHS [JTIOKO-
3bl B KPOBU, 3JIEKTPOJIUTOB, GYHKINY [I0YEK, Ie4eHU U
7ip. IIpy HEOOXOAMMOCTH HY)XHO KOPPEKTUPOBATH CO-
cras IIII u pexxuM ero nposefeHus. IIpu ynydieHun
QYHKIMOHAIBHOTO COCTOSHUSA XKeJlyJ0YHO-KUIIeYHOT0
TpaKTa pebeHKa U BO3MOKHOCTH yCBaUBATh SHTEPAJIb-
HOe NUTaHNe B II0JJHOM 00'beMe, IOCTEeNIeHHO CHIKAIOT
o6wem IIIT u nepeBoaAT peGeHKa Ha MOJHOE SHTePab-
HOe [IUTaHue.

Hapszy ¢ aMMHOKHCIIOTaMH Ba)XHYI0 OUOJIOTNYECKYIO
POJIb UTPAIOT JIMIUABI KaK BaXKHble NCTOYHUKY HebeJKo-
BOi 3Hepruu. Kpome Toro, pocdonunusbsl ABIAIOTCI KOM-
TIOHEHTOM KJIETOYHBIX MeMOpaH U cypakraHTa. JKupHsle
KHCJIOThI HeOOXOAMMBI /IS CO3PEBaHMs TOJIOBHOI'O MO3ra
(aIMHHOLIeNOYeYHble TOJIMHeHaChIeHHbIe )KUPHbIe KKC-
JIOTBI) U CeTYATKU IJ1a3a (oMera-3-HeHachlleHHbIe XKUp-
Hble KUCIIOThI). MeTabomMTaMu SKUPHBIX KUCJIOT SIBJIAIOT-

o BEPXHEBOJIXCKUNI
meduyurckuti XKYPHAJ

€5 IPOCTarlaH/IHEL, JIEHKOTPHEHbI U IPyTHe MeJuaTophbl
BocnasneHus (puc. 5) [10-13].

Kax BUiHO U3 pucyHKa 5, Bce coeJuHeHUs ABJAIOT-
¢s1 HoyiMepamu. JIMTU/THbIE SMYJIbCHU OOBIYHO J0JKHBI
obecrieunBaThb 25-40 % HebOeIKOBOI HEPruy y Bcex na-
UeHTOB, noayvawomux I1I1. OfHako napeHTepaabHOe
noTpebJieHe XUPOB He JIOJDKHO MPeBbINaTh 3—4 /KT
Macchl Tejia B CYTKHU Y MyIaZieHIeB. Y HeZIOHOIIEHHBIX Jie-
Tell IMMU/IHbIe SMYJILCUY CJIeflyeT BBOAUTS B TedeHue 20
JacoB WUJIM B BUZIe LUKINYECKON MHPY3UH B COCTaBE
06bryHOrO I111 B CBETO3AIUTHBIX TAKeTaX U MHPY3HOH-
HBIX cucreMax. ITuknndeckas (mpepeiBUcTast) HHPY3UA
napeHTepajJbHOT0 NUTAaHUSA MeeT IBHOe PaKTHYecKoe
IIPeMMYIIecTBO [0 CPaBHEHUIO C HelTpepbIBHOM 24-yaco-
BoYi MH}Yy3MeN y marueHToB. YucTble TUMUIHbIE SMYJIb-
CHUY Ha OCHOBE COeBOT'0 MacJia He UCIIOMb3YIOTCA I He-
ZIOHOIIEHHBIX, JOHOLIEHHBIX U MJa/ieH1leB, IOCKOJIbKY
3TU NMPOAYKTHI NOBBIMAIOT PUCK cencuca. HemanoBax-
HbIM (AKTOPOM SIBJISIETCS PEryJaspHBIA MOHUTOPHUHT
KOHIIEHTpalllY TPUIJINIIEpU/IOB B IJIa3Me.

B npakruke I1I1 pasnuyaroT 3 NOKOJIEHNs JIUITUIHBIX
aMysbcui. K nepBoMy MOKOJIeHHUIO TPaJMLIMOHHO OTHOCAT
IJVHHOLeIIOYeYHble JKUPOBble 3MyJbCcuM. JIMMuiHbIE
3MYJIbCUU 2-TO U 3-T0 TIOKOJIeHus (CMeCh COeBOro Macya 1
APYTUX MaceJl, TAKUX KaK KOPOTKOLelloYeYHble KUpHbIe
KHCJIOTBI, OJIMBKOBOE MACJIO, PHIOHIA XKUP) CTIeyeT UCTIOb-
30BaTh 75 BCEX BO3PACTHBIX rpymil [14]. DTo 060cHOBaHO
MOCTYIJIEHHEeM He TOJIbKO 3Hepruy, HO U He3aMeHMMBIX
YKUPHBIX KHCJIOT, B TOM YHCTIe 0—3 XXUPHbIX KUCII0T. He Me-
Hee Ba)XHO U TO, YTO UCII0JIb30BaHKe TaKUX AMYJIbCUH CHU-
’aeT PUCK pa3BUTHsA XoJiecTasa (JaHHbIA CUH/IPOM Xapak-
Tepr3yeTcsl yMeHbllleHeM IIOCTYIIeH! KETYU B IBeHa/ -
IIaTUIEPCTHYIO KUIIKY M3-3a HAapyIIeHus eé 00pa3oBaHus,
SKCKPeLH WM BbiBesleHus) [14, 15].
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Puc. 5. Xumnueckune CTpyKTypbl METaBOoMUTOB KMPHbIX KUCIOT

Fig. 5. Chemical structures of fatty acid metabolites
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Y znereii B KpUTHYECKOM COCTOSIHMU, OCOOEHHO MpU
CeIcuce, caefyeT Jale KOHTPOJIUPOBATh KOHLIEHTPALIAI0
TPUTJIMLIEPUIOB U, IPX HEOOXOIMIMOCTH, yMEHbIIATh, HO
He MpeKpamaTh noTpebieHue KUPOB. I1OBBIIEHHBIH
YPOBEHb TPUTJIUILIEPUIOB MOXKET OBbITh BHI3BaH He TOJIb-
KO KUpPaMH, HO U U30BITOYHBIM MOTPeOIeHNEM TITIOKO-
3bl (unorenes) [16-19].

3akiaro4eHue

OueBuziHa BaykHasA poJib 1111 B BbIXaXMBAaHUU HEJ0-
HOIIIEHHBIX JieTeld. VI3BecTHO, 4TO Benmkue Gpusnku Mca-
aK HbioToH 1 Antb6epT DUHINTEIH, 3HAMEHUTHIN HeMel]-
kuii o3t MoranH Bosbgranr T'éte, umneparop HamoJe-
on bonamnapr, nucatesnb Mapk TBeH, IOJUTUK YUHCTOH
Yepuub, 6anepuna AuHa [TaBioBa MOSBUIIMCH Ha CBET
pasbile cpoka. CKONBKO ellé reHueB HayKu U UCKYCCT-
Ba CIIACAIOT BPauyM-HEOHATOJIOTH 6Jarojaps mapeHTe-
pajJbHOMY MUTAHUIO — 6e3yCIIOBHO, HET OTBETAa Ha 3TOT
BoTIpoOC. JlanbHeliliee pa3BUTHe JaHHOM MepCreKTUBHON
006J1aCTH MeZUIVHBI )XM3HEHHO He0OXO0/IUMO JiJisl BCEro
4eJI0BeYeCTBa.
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