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OBIIAA XAPAKTEPUCTHUKA PABOTBI
AKTYaJIbHOCTDb T€Mbl HCCJICI0BAHUA

Henocrarounocts murtanus (HII) y nereld mpomoimkaeT ocCTaBaThCsA aKTyallbHOM IMPoOJIeMOoi
MupoBoro 3apaBooxpaHeHus. [lo nanusiM BO3, B mupe B 2022 1. UCTOIIEHUE ONPENENsioch y 45 MIIH.
(6,8%) neteit B Bo3pacTe 10 S JeT, B TOM yucie TshkEnoit crenenu y 13,6 MitH., 3a7iepkKa pocTa 0TMeuanach
y 148,1 mun. (22,3%) nereii (UNICEF and WHO; 2023). B ctpaHax ¢ pa3BUTOH SKOHOMHMKOW OCHOBHOM
npuunHoit HII y nereit siBnsiercsa He nedUUUT MUTAHUS B CUIIY COLMAIBHO-d)KOHOMHUYECKUX (DaKTOPOB, a
Hajguuue 3aboneBanuid. [lo maHHBIM MCCieIOBaHMi 3a Tocienuue 15 net, ot 4 o 24,5% nereit moctymaroT
B OompHUIEI EBporibl, Typiinu, Kanaae! ¢ octpoit ymepennoi/tsoxénoit HII, ot 2,5 mo 17% - ¢ xpoHnueckoit
(Hulst J.M., et al., 2022). HyrpuTHBHas HEIOCTaTOYHOCTH SBIISETCS HE3aBUCUMBIM (AKTOPOM pHUCKA
BBICOKOW YaCTOTHI OCJIOKHEHH, B TOM Uncie WH(GEKIMOHHBIX, CHUXKEHHS 3 (HEKTHBHOCTH 3TUOTPOITHON U
CUMITOMAaTUYECKOW Tepamuu TMpU JICYCHUH XPOHUYECKUX 3a00J€BaHMM, YBEIMYEHUS CPOKOB
PEKOHBAJIECHCHIIMM M TIPOJOJDKUTEILHOCTH TOCHUTAIN3allUd, a, COOTBETCTBEHHO, 3aTpaT Ha JICUCHUE
(Carvalho-Salemi J, et al., 2023). TToka3zaHo, 4TO MPOIOKUTEIBHOCTD rocuTanu3amuu mamnueHros ¢ HIT B
1,9 pa3 Gonbie, a 3arparbl Ha JiedeHue B 1,7 pa3 Bellle, YeM y JIeTell ¢ aJeKBaTHBIM HYTPUTHBHBIM
cratrycom (Guenter P., et al., 2021).

Bmectre ¢ tem, HII y nereil, mocTynarommx Ha JICYEHHE B CTAalMOHApP, MOYKET OCTaBAThCA HE
JTUArHOCTUPOBAHHOM B CBA3M C OTCYTCTBUEM CTaHJIAPTHU3UPOBAHHBIX TIOJXOJOB M KOHCEHCyca
OTHOCHUTENFHO OlIEHKH muIeBoro craryca u kpurepueB HII. CnemoBaTenbHO, 3HAYUTENFHOE YUCIO ACTEH
CBOEBPEMEHHO HE MOJY4YaloT HEOOXOAMMYIO HYTPUTHBHYIO TMOAJEPKKY, KOTOpas MpelocTaBmiia Obl UM
JIOTIOJTHUTEIIbHBIC TIPEUMYIIecTBa B jiedeHun 3aboneBanus (Huysentruyt K., et al., 2013).

[Nocriuranu3anus TakkKe MOXKET OKa3bIBaTh HETaTHBHOE BIIUSIHUE HAa COCTOSIHHE MUTAHUS JIETEH, UTO
O00OCHOBBIBAET HEOOXOAUMOCTh TPOBEACHUS HYTPUTHBHOTO CKPUHUHTA, IIENBI0 KOTOPOTO SIBISETCS
BbIIETICHUE TPy pucka mo pasButuio HII u gereid, Hykaarommxcs B yriayOJE€HHON OlLIEHKE MUIIEBOTO
cTaTyca, PEKOMEHAAIMUSAX [0 MHUTAHUI0 W HYTPUTHBHOM TMOIJEPKKE, KOTOpBIE MOTEHIIMATLHO MOTYT
MOJIOXKUTEIHHO TOBIHUATH HA KPATKOCPOUYHBIEC U JIOJITOCPOYHBIE PE3YJIBTATHI JICUCHHUS, @ TAKKE €T0 MPOTHO3
(Kondrup J., et al., 2003).

JlokazaHo, YTO HYTPUTHUBHAsI TMOJAJEPKKA C HCIOJIb30BAHUEM CIEIMATM3UPOBAHHBIX CMeced s
SHTEPATHHOrO MUTAaHUA d(PPEKTUBHA Y TOCIUTAIU3UPOBAHHBIX AeTel ¢ puckoM HII u mpu e€ Hamuguu, 4To
MOXET 00eCIeYuTh SKOHOMUYECKH d(PPEKTHUBHBIN MOIXO0M K yAYUIICHUIO TEeANATPUIECKONW CTAIMOHAPHON
momomu (Lakdawalla D.N., et al., 2014). Poasr Bpaua-muerosiora, B O3TOH CBSA3HU, CTAHOBUTCS
[IEPBOCTEIICHHOM.

Crenenb pa3padloTaHHOCTH TEMbI
HenocrarouHocTh TWTaHUS y JAE€TEHM C pPa3IHMYHBIMUA 3a00JE€BAaHUSMH SIBISETCS aKTyalbHON

poOIeMOil TIeTUaTPUH U JIETCKOW TUETOJIOTHH U MPEIMETOM OOJIBIIIOTO YUCIa 3apyOeKHBIX UCCIIEIOBAHUM
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B CBSI3U C €€ BBICOKOM paclpOCTPaHEHHOCTbIO, JOKa3aHHBIM HETATUBHBIM BIMSHUEM HA TEUYEHHUE OCHOBHOI'O
3a00JieBaHUs U UMMYHHBIA OTBET, PUCK MH(EKIIMOHHBIX OCJIOKHEHHH, yBEIUYEHHUE MPOJOJIKUTEIbHOCTH
npeObIBaHUSA B cTal[oHape u 3arparhbl Ha euenue (Hecht C., et al., 2015, Freijer K., et al., 2013, Hulst J.M.,
et al., 2022). Bmecre c¢ Tem, nganHeie o uactore HII y gereil, mocrynaromux Ha JIEYCHUE B
MHOTOIPO(UIbHBIE NTeAnaTpuyYeckue crarroHapsl Poccuiickoit denepanyu, u e€ BIMSHUN Ha KITMHUYECKHUE
HCXOJIbl OTCYTCTBYIOT.

OneHka MHUINEBOr0 cTaryca — KOMIUIEKCHBIM IIpoliecc, TpeOyroIuid OmpenenéHHbIX 3HAHUM,
KBaJTM(HUKAIMKA U 000PYAOBaHUS, TIO3BOJISIET BBIABIATH JIETEH, YK€ MMEIOMIMX MCTOIICHUE WIN 3aJEPKKY
pocra kak nposieiieaue HIT (Copsauesa T.H., 2014, Becker P.J., et al., 2014, Hulst J.M., et al., 2022). Tns
OLICHKU pUCKa Pa3BUTHS HyTPUTUBHOW HEIOCTATOUYHOCTH Y AETEH, NOCTYNAIOIINX HA JICYEHUE B CTAl[MOHAp,
B MHUPE UCIOJIb3YETCSI CKPUHUHT C MIOMOUIBIO PA3IUYHBIX OMPOCHUKOB, TAKMX KaK MHCTPYMEHT CKpPUHHHIA
pHCKa HapylIeHHH HYyTPUTUBHOTO cratyca u pocta y aereir (STRONGKkids) u apyrux (Hulst J.M., et al.,
2010, Gerasimidis K., et al., 2010, McCarthy H., et al., 2012). Dto M03B0OJIIET CBOEBPEMEHHO OKa3bIBATh
JUETOJIOTMYECKYIO TOMOILb J1eTAM, Kak umeromuM HII, Tak u yrpoxkaemMbim 1o €€ pa3BUTHIO. BOIbIIMHCTBO
MHCTPYMEHTOB Pa3paOOTaHbl U BaJUAUPOBAHBI B AHIJIOTOBOPSILUX CTPaHAX, UYTO JEJIaeT HEBO3MOXKHBIM UX
HCIIOJIb30BaHUE B pyccKosi3bluHOW cpene. B Poccuiickoii denepanum HyTpUTHBHBIM CKPUHUHT y JIETEH,
[IOCTYNAIOUINX Ha JIEYEHHE, OTCYTCTBYET, KAaK U MHCTPYMEHTBI JUJIsl €T0 POBEICHUS.

Ha nporsbkenun mnocnennux 20 jeT BompocaM OLEHKM COCTOSIHMSI NUTaHWS W OpraHu3aluu
HYTPUTUBHOW MOJIEPKKH Yy AeTell ¢ COMaTMYECKUMH U XUPYPTUYECKHMMHU 3a00J€BaHUSAMHU ObUT MOCBSILIEH
ps OTeYeCTBEHHBIX paboT, BbimonHeHHBIX B DPI'AY «HMMUILL 3nopoBbs aereit» MunsnpaBa Poccun
(Tanmaesa JI.A., 2016, Epniynesa }0.B., 2006, ITax JI.A., 2019, Cokosnos U., 2021, ®enopymkuna H.A.,
2023). B Hacrosimiee BpeMsi TMOSBHJINCH HOBBIE BO3MOKHOCTH M METOJBI JIISI KOMIUIEKCHOM OIICHKH
MUIIEBOr0 CTaTyca W OpraHU3aluy HYTPUTHBHOW mnoxanepkku y aered ¢ HII mam puckom eé pa3Butus.
PazpaOoTanbl OTe4YeCTBEHHBIE W 3apETMCTPUPOBAHBI 3apyOEKHBIE CIELUAIN3UPOBAHHBIE TPOIYKTHI
SHTEPAIBHOIO MUTAHMSI, KOTOPBIE Pa3IMYarOTCs MO COCTaBy, CIOCOOY BBEAEHHUS, BO3PACTY HAa3HAYEHUS U
MOTYT OBITh 3()()EKTUBHBIMU B CIIy4ae CBOEBPEMEHHOI'O U a/IEKBaTHOI'O UX HUCIOJIb30BaHUS.

VYuuThiBasi BCE BBIIECKAa3aHHOE, YPE3BBIUANHO BAXKHO AJAlTUPOBATh U BATUAMPOBATH MHCTPYMEHT
JUIL OLIEHKM HYTPUTHUBHOIO pPHUCKa, ycTaHOBUTH yactoTy HII y nmereil ¢ pasnuuHbiMH 3a00J€BaHUAMM,
MOCTYMNAIOIINX HA JICYEHHE B CTAI[MOHAp, €€ BIMSHHE Ha KIMHUYECKHE UCXO/bI, YTO OyJeT crocoOCTBOBAThH
panHeMy BbIsiBieHUIO jered ¢ HII m puckom e€ pa3BuTHs, CBOEBPEMEHHOMY HA3HAYEHUIO HYTPUTHUBHOMN
MOJICPXKKH JUIA NPEAYIPEXKICHUS pAHHUX U OTCPOUYEHHBIX MOCIIEACTBUH, YTO 00YCIIaBIUBAET aKTyaJIbHOCTb
JAHHOT'O UCCIIEJOBAHMS.

ean uccaenoBanusi

PazpabGortate cucremy muddepeHInpoBaHHON JUATHOCTUKA HEJOCTATOYHOCTH TUTAaHUA U

QITOPUTMBl  MEPCOHU(DULIMPOBAHHON  HYTPUTUBHOW  MOJNICPKKH  JleTel ¢  COMaTHYECKUMH,

HEBPOJIOTUYCCKUMU U XUPYPIrUICCKUMU 3a00JIeBaHUSIMU B YCIOBUAX MHOTOHpO(bI/IJ'ILHOFO cTaluoHapa.



3agaum uccjie0BaHUs

1.  ApantupoBaTh, BAIMIUPOBATH M BHEAPUTH B MEIUATPUUCCKYIO MPAKTUKY ISl OIICHKH HYTPUTUBHOTO
pHUCKa pyccKos3puHyi0 Bepcuto onpocHrka STRONGKids.

2.  YCTaHOBHUTH 4YAaCTOTy HEJOCTATOYHOCTH THTAHUSA Yy J€TeH, IOCTYHAloIIMX Ha JICYCHHE B
MHOTONPO(MUIBHBIN CTAIMOHAP, U €€ BIUSHUE HA MPOIOJDKUTEIIBHOCTh TOCIIUTATH3AIIH.

3. OrueHuTh HYTPUTHBHBIN CTaTYyC, YCTAHOBHTH MPEIUKTOPHI HEJOCTATOYHOCTH MUTAHUS M pa3padoTaTh
i depeHIIMPOBaHHBIC MOAX0/Ibl K HA3HAYCHUIO JICYCOHOTO MMUTAHUS Y JIETeH C KapIHOJIOTHYSCKIMHU
3200JIeBaHUSMHU U YMEPEHHOU/TSHKENON HEIOCTATOYHOCTHIO TUTAHHUS.

4. TlpoBecTH BCECTOPOHHIOK OIICHKY IHIIEBOTO CTaTyca IETeH CO CIACTUYECKUM IepeOpaabHBIM
napajgndoM U 000CHOBATh MEPCOHUPHUIIMPOBAHHBIN MTOAXO0] K HYTPUTHBHOH MOIEPIKKE.

5. AnmanTtupoBarh W BaJIHIUPOBATh MHCTPYMEHT CKPHHHMHIA TPYAHOCTEH C KOPMIICHHEM/TJIOTAHUEM H
HEJ0CTATOYHOCTH TUTAHHS Y JIeTeH C JMeTcKuM IepedpanbHbiM napammdoM (Feeding and Nutrition
Screening Tool, FNST).

6. BbIABUTH TPEAMKTOPHI HEJOCTATOYHOCTH IUTAHUS y JETed C XHUPYPrUYECKOH IaTOJIOTHEH JUis
000CHOBaHHUsI HEOOXOIUMOCTH TPEIOTICPAIIMOHHON HYTPUTHBHOM ITOATOTOBKH.

7. Pa3paboTaTh aaropuTMbl JUATHOCTHKH, JUETOTEPANUU U MPOPHIAKTUKN HEIOCTATOYHOCTH MTUTAHUS Y

JIeTeH, MOCTYMAIONNX Ha JICYeHHEe B MHOTONTPO(MMIBHBIA CTAIIMOHAP U OLIEHUTH UX 3(H(HEKTUBHOCTE.
Hay4yHasi HOBH3HA

Bnepseie B Poccuiickoit @enepaunu Uil OUEHKH HYTPUTUBHOIO PUCKA Y TOCHUTAIM3UPOBAHHBIX
netell B Bozpacte oT 1 Mec. 70 18 neT agantupoBaHa W BaJUAMPOBAHA PYCCKOS3bIYHAS BEPCHS ONMPOCHUKA
STRONGKids.

BnepBble npoBen€H CKPUHUHT HYTPUTUBHOIO pPHUCKA y AETEH, MOCTYMAIOUIMX HA JICYCHHE B
MHOTONPOGUIBHBIN CTalMoHap, MokaszaBmui, 4to 10,7% manueHToB uMmeroT Bbicokuii puck HIT Ha
MPOTSHKEHUH TOCHUTAIM3ALNN, U3 HUX OONBIIMHCTBO - JETH C MYKOBHUCIIHMI030M, HEBPOJIOTHUYECKHUMHU
3a00J71€BaHUSAMH, BOCHAIUTEIBHBIMA 3a00J€BAaHUSAMHM KHUIIEUYHUKA, XPOHUYECKOW OOJE3HBIO TIOYEK,
3a00J1€BaHUSAMH CEP/IIIa.

BriepBeie 1okazana HEOOXOAUMOCTH IpoBeAeHus ckpuHuHTa pricka HII y nerelt, moctymaromux Ha
JieYeHWe B MHOTOMPOWIBHBINA CTallMOHAp, IJII CBOEBPEMEHHOTO JAMETOJIOTMYECKOTO BMEIIATEIhCTBA H
Ha3HAYEHHS HYTPUTUBHOU MOIJICPHKKH.

Bnepsele  ycraHoBneHa wactora HII 'y gereli ¢ XpOHHYECKMMH  COMaTHYECKHMH,
HEBPOJIOTUYECKUMH U XUPYPTUUECKUMHU 3a00JeBaHUSAMH, KOTOpas pa3iudyaercs B 3aBUCUMOCTH OT
XapakTtepa 3a001eBaHMs U BO3pAcTa MalieHTOB.

Hoxazano, uro octpas HII y mereii ¢ xpoHnueckumu 3a00J€BaHUSMH SIBJISIETCSI HEOIArOnpUsATHBIM
(hakTOpOM YBETWYCHHUS MPOAOIKUTEIHPHOCTH TOCIUTAIU3AINK, KOTOpPas 3aBUCUT OT CTEMECHH TSHKECTH

HEAOCTATOYHOCTH IIUTAHUS.



BruBnensl ¢dakropel pucka octpoit HII y gerelt ¢ xapauoioruyeckKMMu 3a00JEBaHUAMU U Y
HAIMEHTOB ¢ XUPYPrUUECKUMU 3a00JIeBaHUSAMU B IPEAONEPAMOHHOM IIEPUO/JIE.

BriepBele mpoBeleHa MEKKYIbTypHas ajanTauus M BaJujalus HWHCTPYMEHTa CKPUHMHIA
TPYAHOCTEH C KOPMIICHHEM/TJIOTaHuEM U HepocTarouyHocTH nutanus y aereit ¢ JILIT (Feeding and Nutrition
Screening Tool, FNST).

Briepsble pa3paboTaHbl anropuT™Mbl JUArHOCTUKU U TuddepennupoBanHoil auerorepanuu HIT y
JeTel ¢ COMaTUYeCKMMHU M HEBPOJIOTUYECKUMU 3a00J1€BaHUAMHU ¢ YYETOM Bo3pacTa, creneHu Tsuxkectd HI,

naToreHesa 3a00JIeBaHus, MOKa3aHa UX BHICOKAA 3(P(PEKTUBHOCTD.
Teopernueckasi U MpaKTHYeCKasi 3HAYMMOCTD

VYcranosneno, uro HII y nereli ¢ coMaTH4eCKMMM, HEBPOJOTMYECKUMH M XUPYPTUYECKUMU
3a00J€BaHUSAMU HMEET BBICOKYI0 YaCTOTy M SBJISETCS HEOJaronpusTHbIM (AKTOPOM yBEIHUYCHHS
MIPOJOJKUTEIBHOCTH TOCIUTAIN3ALINH.

ObocHOoBaHa HEOOXOAMMOCTH TIPOBEIEHHS CKPHHMHTA HYTPUTUBHOTO pHUCKA C TOMOIIBIO
pycckosispluHOM  Bepcun  onpocHuka STRONGkids y gereif, mnocrymaronux Ha JieueHHE B
MHOTOIPO(UIBHBIA CTALlMOHAP VIS BBISIBIIEHUS TPYMIIbI BhICOKOTO pucka HII.

[TokazaHo, 4YTO Kaxabld 9-d MAaUMEHT, MOCTYNAIMNA Ha JIEYEHUWE, HMEET OCTPYIO
ymepennyro/Tsokényro HIT, a xaxmerii 10-ii GonbpHON - BbICOKHME puck pasButus HII Ha mporsokeHun
rOCIUTAINU3AIMH, YTO TPeOyeT KOHCYIbTAllUM Bpaya-JUeToJI0ra U Ha3HAUEHUsI HyTPUTUBHON HOJIEPHKKU.

B xone uccienoBaHMs MOKa3aHO, 4TO OLIEHKAa nuueBoro craryca nered ¢ /LIl u BeisiBIeHHE
HYXXIAIOLIUXCS B HYTPUTHUBHOM MOJIEPIKKE SIBISETCS CIIOKHOW 3a/1adeid, B CBSI3M C 4eM Oblja MpoBeJeHa
MEXKYJbTypHasl aJanTalus W BaJuJalus MHCTPYMEHTAa CKPUHMHITA HapyILICHUH KOPMJIEHMS/TJIOTaHUS U
HenocrarouHocTu nuranus y aeteit ¢ I (Feeding and Nutrition Screening Tool, FNST).

[Tokazano, 4rto 'y Jgeredl ¢ pa3auuyHbIMH  3a00JieBaHMSAMHM  TpeOyeTcs AMeToTepanus
MPOAOIKUTENBHOCTBIO OoJiee 6 MeCALEB JUIs JIeUEHUS TKENOM HEeT0CTaTOYHOCTH MUTAHMSL.

Jloka3aHo, YTO AMETOJIOTUYECKOE COMPOBOKIECHUE U MHIUBUAYaAIbHAsI, aJleKBaTHO U CBOEBPEMEHHO
OpraHM30BaHHAsl HYTPUTHBHAS MOJIEPKKA C UCIIOJIB30BAHUEM JIUET U COBPEMEHHBIX CIIEUaTN3UPOBAHHBIX
NPOAYKTOB HHTEPAJIBHOIO MUTAaHUS U pa3padOTaHHBIX HAMU CIIOCOOOB ONTMMHU3ALMU HYTPUTHBHOTO
cTaryca, Mo3BOJIAIOT JOOUTHCS YITYUIIEHHUs 0011ero cocTostHus, Koppekuuu HII, monoxureabHON THHAMUKH
nokasaresei (pu3n4eckoro pa3BUTUs AETEH.

Pa3zpaboTran anropuT™m AMArHOCTUKH, nuetorepanuu U npodwmiaktuku HII y nereil, moctynaromumx

Ha JICYCHHC, KOTOpBIfI MOKET OBITh UCIIOJIb30BaH B MHOI’OHpO(l)I/IJIBHLIX NEANAaTPUICCKUX CTaluOHAapax.
MeTo0a0J10THSI 1 METOAbI HCCJIET0OBAHUS

UccnenoBanne mpoBeneHO C COONIOACHUEM JTHYECKHX HOpPM. Ponurenu/onexkyHbl JeTeH,
BKJIIOUEHHBIX B HCCIEIOBaHWE, a TaKXKe JIeTH, JocTUrmue l4-jetHero Bo3pacTa, NPEAOCTaBUIIN

IIMUCBMCHHBIC I/IH(I)OpMI/IpOBaHHBIe corjacus. Haquaﬁ pa60Ta BBITIOJIHAJIACh B JABa OTalla. HepBaH 4acTb



HCCIICIOBAHMsI BKJIIOYaia MEPEBOJ, SI3BIKOBYI0 M MEXKKYJIBTYPHYIO aJaNTallMi0 MHCTPYMEHTAa CKPHUHMHIA
pHCKa HapylIeHHH HyTPUTHBHOro crtaryca W pocra y gereir (STRONGKiAS) ¢ wucmonb3oBanneM
COLIMOJIOTMYECKOTO METOJla, JIMHFBUCTHUYECKOW CTpaThU(uKalMu ¢ TMPOBEACHHUE IPOCIEKTUBHOIO
HEPaHIOMU3UPOBAHHOIO MCCIEA0BAaHUS 10 BAIMJALMU aJAlITHPOBAHHON PYCCKOSI3bIUHOM BEPCUU JTAHHOTO
onpocHuka ¢ ydactueM 419 nereiri B Bo3pacte ot 1 mec. go 18 ner, cpenu koropsix 314 manueHTOB
COMAaTUYECKOro U HeBpoJjoruyeckoro mpoduiist, 105 60IbHBIX XUPYPrUYECKOTO MPOQPHIISL.

Bo BTOpOi1 4acTu MPOCIEKTUBHOTO HEPAHIOMU3UPOBAHHOTO UccienoBanusl, s auarnoctuku HIT y
884 mammenToB ¢ paznuuHbIMU 3a0oneBaHusMH (388 merelt comarmyeckoro mpoduis, 291 pebénok c
HEBPOJIOTHYECKUMHU HapyIICHUSIMHU (CIacTUYECKUi 1iepedpanbHblid napanud), 205 neteid ¢ XupypruuecKkuMu
3a00JIeBaHUSAMHU ), TOCTYNABIIUX HA JIEUEHUE B MHOTONPO(MUILHBIA CTAIIMOHAP, U OLIEHKH dPPEKTUBHOCTH
OUETOTEpalud  MPUMEHSUICS  KOMIUIEKC — KIMHMYECKUX,  aHTPOIOMETPUYECKHX,  J1abopaToOpHO-
MHCTPYMEHTAJBHBIX, JIHETOJOTHYECKUX, CIENUANbHBIX M CTATHCTUYECKUX METOJOB HCCIICIOBAHUS.
[Iporpamma uccnenoBanus onoopena JIokanbHBIM HE3aBUCUMBIM 3TUUeCKUM KomutetoM OI'AY «HMUILL

370pOBbs AeTei» Mun3apasa Poccun.
OcCHOBHBIE 110J10:KEHHS M CCEPTAIMN, BBIHOCUMbIE HA 3AIIUTY

1. HepocrarouHocTh HUTaHUS y JAeTell C pa3iMYHBIMU 3a00JIEBAaHUSIMM MMEET BBICOKYIO 4YacTOTY,
KOTOpasi 3aBUCUT OT XapakTepa M1aToJIOrUU, BO3pacTa, KpUTEPUEB OLIEHKH HYyTPUTUBHOTO CTaTycCA.

2. Jletm ¢ HEIOCTAaTOYHOCTHIO MUTAHHS OOJIee JIUTEIHHO MPEOBIBAIOT B CTAIlMOHApE, IO CPABHEHHIO C
NaleHTaMH € a/IeKBaTHbIM HYTPUTUBHBIM CTAaTycoM, 4YTO OOOCHOBBIBa€T HEOOXOAUMOCTh
IIPOBEJIEHUS] HYyTPUTUBHOIO CKPUHHHTA.

3. CKpWHHMHT HYTPUTHBHOTO pHCKAa C HCIIOJB30BAaHHEM BaJHIMPOBAHHOTO OIPOCHUKA IMO3BOJISET
BBISIBJISITH HE TOJBKO JIETEH C HEIOCTATOYHOCTHIO MUTAHUS, HO U C aJIeKBATHBIM MUIIEBBIM CTaTYCOM,
MMEIOIUX BBICOKUI PUCK YXYALIUTh €T0 HAa NPOTSKEHUH FOCTINTATN3ALUH.

4.  CBOeBpeMEHHOE U aJeKBAaTHOE HAa3HAUYE€HUE MEPCOHM(DPULIMPOBAHHON HYTPUTUBHOM MNOJIEPKKU C
HCIOJIb30BaHNEM Pa3pabOTaHHBIX METOJIOB U CIEUAIN3UPOBAHHBIX MPOAYKTOB JEUEOHOIO MUTAHUS
aBigercs 3ppexkTuBHbIM B Koppekuuu HIT.

5.  PazpaboranHas cucrema auddepeHUnpOBaHHON JUArHOCTUKM HEJOCTAaTOYHOCTU MHUTaHUA MU
AJITOPUTMBI IEPCOHU(DUITUPOBAHHON HYTPUTUBHOM MOJAECPKKH MO3BOJISIOT MPOBOAUTH TUATHOCTHUKY,
nuerorepanuio U npoduiuaktuky HII y OGonpmmHCTBa AeTeid B YCIOBHUSX MHOTONPO(UIBLHOTO
CTaLlMOHApA.

BHenpenue pe3yJbTaToB HCCJICA0BAHUS
OcCHOBHBIE pe3yNbTaThl UCCIEIOBAHUS BHEJPEHBI B KIMHUYECKYIO MPAKTUKY J1aOOpaTOPUH MUTAHUS
3JI0pPOBOTO U OOJIBHOTO peOEHKA, OT/AEIECHUS IICUXOHEBPOJIOTUU U HEHPOpeaOUINTALH, KAPANOJIOTHIECKOTO

OTJEJICHUS, XUPYPrU4YE€CKOro OTAENEHUS C HEOTJOXKHOM M TUIAaHOBOM IOMOINBIO, XUPYPTHYECKOTO

TOPAaKaJIbHOTO OTJIEJEHHUsA, KOHCYJIbTaTUBHO-IUarsoctuueckoro neurpa ®I'AY «HMMUILL 3n0poBes aerei»



MunzapaBa Poccun, I'bY3 1. MockBbl «HaydHO-IpakTH4ECKMM LEHTP JETCKOM IICUXOHEBPOJIOIMH
JlenaptamenTa 3apaBooxpanenus T. Mocksbl» (I'BY3 «HITL[ AIT JI3M»).

Martepuanbl paboThl BHEAPEHBI B Y4eOHBIN mpoliecc kKadeapsl neauaTpuu U JETCKOW PeBMATOIOTHH
Knunnyeckoro nHertutyra Aerckoro 3a0poBbs uM. H.®.®Dunartosa [lepporo MI'MY um. M.M.CeuenoBa
(CeveHoBCKHIT yHUBEpPCUTET), Kadeapsl MeANATPUN M OOIIECTBEHHOTO 370pOBbs MHCTUTYTAa MOATOTOBKH
MeauiuHCKuX — kaapoB DI'AY  «HMMUI] 3mopoBbs  nereii» MunszapaBa Poccun, kadenpsr
ractposHTeposioruu u gueronorur OJII10 PI'AOY BO PHUMY um. H.U. ITuporosa Munsapasa Poccuu.

JlanHble uccneqoBaHUsl MPEJCTABICHBI B PYKOBOJCTBE uisi Bpauel «KimHuueckass IUETONOTHUs
nerckoro Bo3zpacta» (2015), «HamuoHnanpHOM mporpaMMe o ONTHMH3AIUNH 00eCIIeYeHHOCTH BUTAMUHAMU H
MUHEpaJIbHBIMH BelecTBaMu jereid Poccum» (2017), «IIporpamme onTUMHU3AIMK BCKapMIIMBAHUS JEeTEH
nepBoro rojaa >ku3Hu B Poccuiickoit @enepaunn» (2019), monorpadun «OnTumuzanus HYTPUTHUBHOM

MOJIEP’KKH B KOMILJIEKCHOM JICUEHUU JETEN C XUpyprudeckoi narosoruein» (2022).
CreneHb 10CTOBEPHOCTH Pe3y/IbTAaTOB

I[OCTOBepHOCTL PE3yJIbTaTOB ﬂHCCGpTaHHOHHOﬁ pa60TbI MMOATBCPIKACHA PCIPE3CHTATUBHOCTBIO
BBI60pKI/I MangueHTOB, HCIIOJIB30BAHUECM COBPEMCHHBIX H HH(bOpMaTI/IBHbIX MCTOAOB HCCICOOBaHUA C

OLIEHKOM MTOJTy4eHHBIX PE3yJIbTaTOB, a TAKXKE METOJaMU CTAaTUCTHYECKOW 00pabOTKU MaTepHaa.
Anpodanust padboTbl

PesynbTarsl paboTsl OblTH 10J105KE€HBI HA BeepoccuiickoM KOHIpecce JUEeTOI0r0B M HyTPHUIIMOJIOTOB
C MEXAYHapOJIHBIM ydyacTHMeM «3J0pOoBO€ MNHTaHHE: OT (YHAAMEHTAIbHBIX MCCIEOBAaHUN K
WHHOBAIIMOHHBIM TexHoJorusm» (Mocksa, 2014, 2016), exxerogHsix KoHrpeccax EBpomeiickoro obiecTBa
JeTCKOM TacTposHTeposioruu, renarosiorud u nuranuss ESPGHAN (ITpara 2017, Xenesa 2018, I'masro
2019, Mwunan 2024), BtopoM HalmoOHaIbHOM MEXIUCIUILIMHAPHOM KOHTPECCe C MEXKIYHApOIHBIM
yuactueM «Pusndeckas U peaOMIUTAIIMOHHAS MEUIIMHA B NI€AUATPUU: TPAAULIUU U MHHOBaMu» (Mockaa,
2019), MexpernoHalIbHOM Hay4HO-TIPAKTUUECKON KOH(pepeHIuN «AKTyalbHble MpOOJEeMBbl JETCKOM
racTposHTeponoru U Hyrpunuonoruu» (bapuayn, 2022), MexperuoHaabHOW Hay4yHO-NPAKTUYECKOU
koH(pepeHumu «HyTtputuBHble TexHo0ruu B neauatpun» (ExarepunOypr, 2022), BecepoccuiickoM HaydHO-
NPaKTUYeCKOM (popyme ¢ MeXIyHapOIHBIM yyacTueM «HeoTnoxkHas neTckas XUpyprusi U TpaBMaToJIOTUs»
(Mocksa, 2022, 2023, 2024), Bcepoccuiickoif Hay4HO-TIPAaKTHUYECKOH KOH(EpPEeHLHH ¢ MEXIYyHapOIHBIM
yuactueM «Jlerckas Xupyprust — Buepa, ceronssi, 3aprpa» (k 100-netuto co qus poxnenus F0.d. cakona)
(Mocksa, 2023), Bcepoccuiickoil Hay4HO-IIPaKTHUECKONH KOH(PEPEHLHU C MEXKIYHAPOJIHBIM YydacTHEM
«ORPHA-DA penxue 601e3Hu 0T UCTOKOB K mepcnektuBam» (Mocksa, 2022, 2023), I Bcepoccuiickom
dopyMe ¢ MEXITYHAPOJHBIM y4acTHEM «30pOBbE NETEW — HaIlMOHAIbHBIN npuopureT Poccum» (Mocksa,
2024).

[MyOonukanum pe3yibTaTOB HCCJIEI0BAHUSA



[To mMaTepuanam ucciae0BaHus OMyOIMKOBaHO 39 HayuyHBIX paboT, B ToM ymcie 21 myOnukauus B
peleH3UPYEMBbIX HAayYHBIX HM3JaHUAX, pekoMeHIoBaHHBIX BAK MwunoOpHayku P® mis omyOmukoBaHUs
OCHOBHBIX PE3YJIbTATOB JHMCCEepTaluid, n3 HUX 17 crarei m 4 maTeHTa Ha U300peTeHus, 2 MoHorpaduu, 1
yuebHoe 1mocooue.

JIMYHBIN BKJIAJ aBTOPaA

ABTOp SIBJISUICS UCIIOJIHUTEIEM HAYYHO-HCCIIEAOBATEIbCKUX TEM, B PAMKaX KOTOPBIX BBIIOJIHEHO
JAaHHOE MCCIIEZIOBAHNE, U JINYHO OMPEeNIN 1Ielb, 33Ja4d U IU3aiH UCCIeI0BaHus, METOAMYECKHE TTOIXO0/IbI
K €ro BBIMOJHEHUIO, pa3paboTan miiaH HCCIelOBaHMs, MPOBEN cOOp MEPBUYHOTO MaTepuaia, BBITOIHSI
OLIEHKY NHILIEBOr0 CTaTyca, pa3padoTayll aJropuTMbl HYTPUTHBHON TOMJCPKKH IMPH HEIOCTATOYHOCTH
MUTAaHUS U OLEHWI HUX S(P(EKTUBHOCTh, MPOBEN MEXKKYIbTYPHYIO aJalTallii0 W BAIUJAIHNI0 2-X
ONPOCHUKOB. ABTOPOM JIMYHO TMpOBeACHO ¢opMupoBaHHe 0a3 MaHHBIX, CTaTUCTHYecKas o00paboTka
MaTepHaJiOB UCCIIEIOBAHS, aHAJIHN3 MTOJyYCHHBIX PE3yJIbTaToOB, MOJArOTOBKA M MyOJIMKAIUS CTAaTeH 110 TeMe
JCCEepTaLUH.

O0béM M CTpYKTYpa IuccepTaAlHU

Huccepranus uznoxkeHa Ha 310 cTpaHuIaX KOMIIBIOTEPHOTO TEKCTa, BKIIOYAET BBEACHHE, 0030p
JTUTEpaTyphl, OMHCAHWE MATepUATIOB U METOJOB HCCIeNOBaHUS, 4 TIaBbl COOCTBEHHBIX HCCIIEOBaHMA, 4
ITOPUTMA, 3aKJIOYECHHUE, BBIBOJBI, MPAKTUYECKUE PEKOMEHIAIMH, 3 NpHiIokeHus. CHHCOK JTUTepaTypsl
comep kUt 332 MCTOYHHMKA, U3 HUX 55 oTedecTBeHHBIX W 277 3apy0OexHbix. Pabora mmmroctpupoBana 107

Tabmuamu, 36 pUCyHKaMH, 5 KIMHUYECKUMH TPUMEPAMHU.
COAEPKAHUE PABOTbI

ITanueHTHI M METOABI HCCJIEJOBAHUS

HccnenoBanue BBIIOJHEHO B COOTBETCTBHM C IUIAHOM 3-X HAay4HO-HCCIEAOBATENbCKUX paboT B
pamkax roczaaanus B nepuoa ¢ 2013 mo 2024 rr. Ha 6a3e KIMHHYECKUX OTAeneHui u naboparopuit HUN
neauatpun 1 HUU nerckoit xupyprun ®I'AY «HMMUII 310poBes aereit» Munsnpasa Poccun (aupexrop —
I.M.H., npodeccop, 3acmyxkennbli Bpau PD ducenko A.Il.). JluccepranronHas paboTa BBIMOJHEHA B
nmabopaTopuM MUTAHUS 370POBOTO M OOJBHOTO peOEHKa (3aBeayromias — A.M.H., podeccop, 3acayKeHHbIN
nesrenb Hayku PO T.O. bopoBuk). KnuHuueckue wucciaenoBaHus MPOBOAWIMCHE B OTHAEIEHUAX
NICUXOHEBPOJIOTMM M HeWpopeabuiuTanuu (3aBedyromias — A.M.H., npodeccop JL.M. Kyszenkona),
KapAHOJOTHYECKOM OT/IEJIeHUH (3aBeayromias — 1.M.H., npodeccop bacapruna E.H.), nmynbmMoHonornyeckom
otneneHuu (3aBenyromas — 1.M.H. CumonoBa O.1.), XupypruaeckoM OTACIICHUH ¢ HEOTIOKHON U TUIAHOBOM
nomouipro (3aBeayromass — A.M.H. JlpskoHoBa E.IO.), XupypruueckoM TOpakaJbHOM OTAEICHHUH
(3aBenyromuit — 1n.M.H. AnxacoB A.B.)) m gapyrux otnenenusix ILlentpa. Kommiekc maGopaTopHbIX
uccaenoBaHuil ObuT mpoBeneH B JiabopatopHoMm otaene OI'AY «HMMUIL 3gopoBes aeteit» Mun3zapasa

Poccuu (3aBemyromas — a.mM.H. E.JI. Cemukuna).
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Jlnist perieHust MOCTaBICHHBIX 3a/1a4 OBIJIO MPOBEJCHO KoMIIeKcHoe obcnenoBanue 1303 nmanueHToB

COMAaTHUYEeCKOT0, HEBPOJIOTUYECKOTO U XUpYypruyeckoro npoduis B Bo3pacte ot 1 mecsna o 17 ner 11 mec.

HCCJ’IGI{OBaHI/Ie COCTOSJIO M3 2-X YacTel. HepBa;I YaCTb HpCACTaBJIAIa coOoi ajalTalyilo M BaJIMAALIMIO

MHCTPYMEHTAa CKPMHMHTA pUCKA HApYIIEHWH HYTPUTUBHOrO crtaryca M pocta y aereii STRONGkids u

BBITIOJIHSUIACH B 2 3Tamna. | 3Tam BKIIIOYA MEPEeBO/I, I3bIKOBYIO U MEXKKYJIBTYPHYIO aJanTallio OMPOCHUKA,

Ha BTOPOM J3Tall€ IIPOBCACHA Bajludalus a,Z[aHTHpOBaHHOI;'I pYCCKOHSBI‘IHOI;'I BEpCUHN OIIPOCHHUKA C YyHaCTUEM

419 OonpHbIX. B pamkax wuccrnegoBaHus ObUla TPOBEIEHA OLIGHKAa HYTPUTHUBHOIO CTaTyca JeTei,

IMOoCTynaromumux Ha JICUCHUC, YCTAHOBJICHA 4YaCTOTa HCEAOCTATOYHOCTH IIMTAHUA U e€ BIMSHHC Ha

MPOJIOJKUTENIBHOCTD TocnuTanu3amnuu (puc. 1).

PYCCKOSI3bIYHOM BEPCHU

[epeBon ompocarka STRONGKids (onmpocHHK UTst CKpUHHHTA PHCKa HApyIIECHHHA
1 HYTPUTUBHOTO CTaTyCca U POCTa y JIETEH), I3bIKOBAsk M MEXKKYJIbTYpHAs aanTaius

¢ Bammunanwmst pycckosizeraHoii Bepcun onpocHuka STRONGKids. [TpocriekTruBHOE
5 KOTOPTHOE MCCIICIOBAHNE
¢ 419 GONBHBIX COMAaTHYECKOTO ¥ XUPYprudeckoro npoduis B Bo3pacre 1 mec. — 18
Jer

J

OHGHKa HaJIEKHOCTH

PYCCKOSI3BIYHON BEPCHH
STRONGKids

O1neHKa NPOTrHOCTUYECKOM
BAJTUTHOCTH PYCCKOS3BIYHOM
Bepcun STRONGKkids

Onenka Texymen
- BaJIMTHOCTH PYCCKOSI3bIYHON
Bepcun STRONGKkids

~

OrneHKa BIUSTHUS
HENOCTATOYHOCTH MUTAHHUS
Ha TIPOJIOJDKUTEIILHOCTh
TOCHUTAIN3AIUN

~

%

CkpuHHHT 110 onpocHUKY 50 G0JbHBIX B epBbIe 24
qaca [ocJie NOCTYIUIEHUS NapaJuIeIbHO BPauoM U
JUETOJIOTOM, ONPEAEIEHUE MEKIKCIIEPTHOTO
coryacus

J

—>

CpaBHeHUE CTENIEHN HYTPUTHUBHOIO PUCKA
(mosrydeHHOM OaJUTbHOM OIIEHKH T10 OTIPOCHUKY) C
aHTporoMerpudeckuMu najaekcamu — IMT k
BO3PACTy U POCT K BO3PacTy

-

CpaBHeHME KaTeropuii HyTpUTUBHOTO pUCKa
(BBICOKMI PHUCK KaK OJIHA KaTeropusi, CpeIHul U
HU3KHUH Kak JApyras) ¥ NpoJI0JKUTEIbHOCTH
TOCIUTAIA3ALUN

\_

CpaBHeHHE TPOIOIHKUTENBHOCTHA TOCITUTATIN3AIAN
JIETEU C OCTPON HETOCTATOYHOCTHIO TUTAHUS U C
AICKBATHBIM HyTpI/ITI/IBHI)IM CTaTyCOM

Pucynok 1. J{u3aiin 1-i yacTu uccjie10BaAHUSA
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Bropas gacte paboThl - MPOCIIEKTUBHOE HECPABHUTEIHHOE MCCIIEAOBAHHE 110 OIICHKE HYTPUTHBHOTO
craryca, BbisiBieHHIO HII, pa3paboTke alropuTMOB HYTPUTHBHON TOJJCPKKA W ONPEACICHHIO WX
3¢ GEeKTUBHOCTH, B KOTOpoe Bomuio 884 mammenta, u3 Hux 388 (43,9%) nereii coMaTn4ecKoro mpogus,
291 (32,9%) peOGEHok ¢ HeBposjormdeckumu HapymeHusmu, 205 (23,2%) nereil ¢ XUpypruvyecKUMH

3aboneBanusMu (puc. 2).

N
[ BonbHBIE COMAaTHYECKOT0, HEBPOJIOTUIECKOTO U XUPYPIHUECKOTO Mpoduiist, n=884
J
(v . \
CKpUHHMHT HYTPUTHBHOT'O PUCKA C TOMOILBIO PYCCKOA3BIYHOM Bepcun onpocHuka STRONGKkids
KoMIuiekcHas oleHka HyTpUTUBHOTO CTaTyca BpauoM-IHETOJIOTOM,
yctanoBJieHHeM (hopMel U ctenenn HIT )

v

N
[ HenocratouHocTh NUTAHUS yYMEp eHHas/TsoKénas

e KayecTBeHHas U KOITUYECTBECHHAS KOPPpCKLIHA palliOHA ITUTAaHWA 3a CYHCT JOIIOJIHUTCIBHOI'O

Ha3HAYCHHA HATYPAJIbHBIX MIPOAYKTOB U CIICHHUAJIN3UPOBAHHBIX cMmeceit AJI SHTEPAJIbHOT' O
IIUTaHUuA

e Hasznauenue HHAWBUYaAJIbHBIX JIe4eOHBIX AUCT C UCIIOJIb30BAHHUEM IIPOAYKTOB SHTCPAJIBHOT'O

MUTAHUS B 3aBUCHMOCTH OT BO3pacTa, mpoduis 3a001eBaHus, OIleHKa UX 3()(HEKTHBHOCTH

v

Pa3pa60TI<a AJITOPpUTMOB HYTpHTHBHOﬁ NOoAACPIKKU ACTAM C HEAOCTATOYHOCTBIO ITUTAHUSA C YUCTOM
CTCIICHU TAXKECTU, BO3PACTa U IIATOTCHE3a 3a00JIeBaHUS

N /

~

Pucynox 2. /{lu3aiin 2-id 4acTH uCCIeJ0BAHUSA

OO6cnenoBaHre NaMEHTOB BKIIIOYAIO CKPUHUHT HYTPUTHUBHOI'O PUCKA C IIOMOUIbIO BAJIUAMPOBAHHON
pycckosi3piuHOM Bepcuu omnpocHuka STRONGKids, omeHKy JaHHBIX aHaMHe3a, HCTOPUM Ppa3BUTHUS
HACTOAIIEro 3a0oJeBaHus, XKalno0 M KIMHUYECKHX NPOsBICHUN O0JIe3HHM, XapakTepa COMYTCTBYHOIIEH
MaToJIOTHH, JIEYeHHs, mpoBoauMoro mo ooOpamenus B OI'AY «HMUIL] 3mopoBbst neteit» Mun3zapasa
Poccun.

OrneHka COMAaTHYECKOTO CTaTyca BKIIOYaNa (U3UKAIbHBIM OCMOTpP MO CTAaHAAPTHOMY IUIaHY C
aHaJIM30M OOIIEr0 COCTOSHUS M CaMOUYyBCTBUS manueHTa. OLIEHUBAJIOCh COCTOSTHUE KOKHOTO MOKPOBAa U
BUJUMBIX CIM3UCTBIX, QYHKIMI OTAENbHBIX OPTaHOB U CHCTEM: CEPAECYHO-COCYIUCTOU, OPOHXOJIETOYHOMH,
KEJTyI0YHO-KUIIEYHOT 0 TPAKTa, MOYEBBIBOAIIEH CUCTEMBI U JIp.

OneHKy HYyTpUTUBHOTO CTaTyca IPOBOAMIIMN C UCIIOJIb30BAHUEM KIMHUYECKUX, COMATOMETPUUIECKUX
(Macco-pocToBbIe MOKa3aTeNu, KalunepoMeTpus, OMOMMIIETaHCOMETPHS) U OMOXUMHUYECKUX (COJIep:KaHuE B

CBIBOPOTKE KpOBU o00mIero Oenka, OelIKOBBIX (pakuui, KOPOTKOXXKHUBYIIMX OEJIKOB) METO/IOB, a TaKkKe
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CTELUANBHBIX JHUETOJIOTHYECKUX METOA0B (y4eT (PaKTHMYECKOro NMUTaHMSA, OIEHKa XWMHYECKOTO0 COCTaBa
PAIMOHOB C MOJICYETOM MaKpO- U MUKPOHYTPUEHTOB, MOAOOP CleHUaTU3UPOBAHHBIX MTPOJYKTOB JIe4eOHOTO
[TUTAHUA).

s ycTaHOBIIEHHS HEIOCTATOYHOCTH NMUTAHUS HCIOJIB30BAJIUCH AHTPOIIOMETPUYECKUE MHIEKCHI U
CJIEYIOILUE ONIPEACICHUS!

- HEIOCTATOYHOCTh MuTaHus - npu Z-score UMT k Bo3pacty/ macca tena k pocty <-2 SD wnu Z-
score pocT K Bo3pacty <-2 SD,

- octpast HII - mpu Z-score UMT k Bo3pacty/ macca Tena k pocry, OCTII k Bo3pacty <-2 SD
(ymepenHast crernieHb -2-3 SD, Tspkénas crenens <-3 SD),

- xponnueckas HII - mpu Z-score poct k Bo3pacrty <-2 SD,

- cmemanHas gopma HII - mpu Z-score UMT k Bo3pacTy/ Macca Tena K pocTy U POCT K Bo3pacty <-2
SD ogHOBpEMEHHO.

[TarueHnTam ¢ yCTaHOBJIEHHON HEJAOCTATOYHOCTBIO MUTaHUS Ha3HAvajlach MHAUBUyalbHas JiedeOHas
IUeTa C HCIOJb30BAaHUEM  CIELUUATM3UPOBAHHBIX MPOAYKTOB OSHTEPAILHOTO MHTAHUA, OICHKA
3¢ (}eKTUBHOCTH KOTOpOil mpoBomwiack uepe3d 3-18 wmecsmes. [lapeHtepaiibHOe NHUTaHUE C IIEIBIO
koppekimu HIT He HazHavanock.

B pamkax npoBeneHus 2-ii 4acTu HMCCI€AOBaHUs Oblia BBIIOJHEHA MEXKYJIbTYpPHAs afalTallud U
BaJIMJAIHSI MHCTPYMEHTAa CKPUHUHTA TPYAHOCTEH ¢ KOPMIICHUEM/TIIOTAaHUEM U HEJOCTAaTOYHOCTH MUTAHUS Y
aeTeit ¢ merckuM repedpansHbiM napanudom (Feeding and Nutrition Screening Tool, FNST).

COop ¥ cucTeMaTH3alMI0 MCXOJHBIX JaHHBIX OCYyLIeCTBIsUIM B mporpamme Excel 2016. s
CTAaTUCTUYECKOTO aHaIN3a UCIoib30Bainu mporpammy SPSS (Statistical Package for the Social Sciences Inc.,
USA) 26.0. KonunuecTBeHHbIE TIOKa3aTeIM OLCHUBAIM Ha TPEIAMET COOTBETCTBHS HOPMAaIbHOMY
pacnpezeneHuto ¢ noMoubo kpurepuss Konmoroposa-CmupHoBa. B ciiydyae HOpMalbHOTO paclpeneacHus
JUIsL OMMCAaHUS KOJIMYECTBEHHBIX JIAHHBIX MCIIOJIb30BANIU: CPEHEE 3HAUYCHUE CO CTaHAAPTHBIM OTKJIIOHEHHUEM
(M=£SD) u 95% noseputenbHbIif uuTepBai (JIN).

Jist cpaBHEHMS CpEeAHMX BEIMUYUH JABYX HE3aBUCHUMBIX TPYIII UCIOIb30BaH t-Kputepuii CThIoJeHTa,
JUIsl CpaBHEHMs OoJiee IBYyX TPy IPUMEHSUIN 0JTHO(AKTOPHBIN JUCIIEPCUOHHBIN aHAIN3 (C aloCTEpHOPHOM
npoBepkoit kpurepueM Iledde). KommuecTBeHHBIE MOKa3aTenu, HE OTBEUYaBIIME HOPMAJIbLHOMY
pacnpe/ieNieHnI0, OMUCHIBATIN € MTOMOIIBI0 Meuanbl (Me) ¢ min-max 3HaYeHUsIMH WIH HHKHUM U BEPXHUM
kBapTwisiMu (Q1-Q3). [lns cpaBHeHus IOBYX HE3aBHCHMBIX TIpynn ucmoib3oBanu U-kputepuit ManHa-
VYuTHH, U1 cpaBHEHUs TPEX W Oojiee HE3aBHCHUMBIX TPYII MCHOJIb30Banu Kputepuit Kpackena-Yommuca.
KareropuanbHble TOKa3aTelId ONUCHIBAIM YacTOTaMH, W JOJssMH (B TpolueHTtax). Jns cpaBHeHHA
KaTeropHaJIbHbIX JAHHBIX MCIIOJIb30BAU TaOIUIIbI CONMPSHKEHHOCTH (C KpUTEpUEM XU-KBaApaT).

Koppensiinonnyio cBA3b MEXAy ABYMsI KOJIMYECTBEHHBIMU MOKA3aTEIsIMU OIIEHUBAJINA C MOMOILBIO

koddduimenta panroBoit koppemsiuu I[lupcona (r). KoaddunueHnt xoppensiuu OIeHUBAIICS IO IIKaie
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Yennoka: 0,1-0,3 kak cnaberit; 0,3-0,5 — ymepennsrit; 0,5-0,7 — 3amernsrit; 0,7-0,9 — Beicokwuii, 6onee 0,9 —
BECbMa BBICOKHUI.

MesxaKcrepTHOE corjlacue OLICHMBAIU C MOMOIIbI0 Koddduienta kanmnsl KosHa ¢ mpumMeHeHneM
cienyromeit rpaganun: 1-0,81 — mourn monHoe cornacue, 0,80-0,61 — 3HaunTenpHOE cornacue, 0,60-0,41 —
ymepennoe cormacue, 0,40-0,21 — cmaboe cormacme u <0,20 — HecymecTBeHHOe coriacue. Jlis
HAXOXJICHUSA NPEAUKTUBHBIX (DAKTOPOB YBETHMYEHUS MPOJOJDKUTEIBHOCTH TOCHUTAIU3ALNN IalueHTOB,
HCITO0JIH30BaJIM MHOYKECTBEHHBIN JINHEWHBINH PETPECCUOHHBIN aHAIIN3 C OlIEeHKOM oTHOoIIeHu 1mancos (OLL) ¢
95% JAW. nsg HaXOXICHUS TMPEIUKTUBHBIX (PAKTOPOB HEAOCTATOUYHOCTH MHUTAHUS HCIOIb30BAIH
MHOKECTBEHHbBI  JIOTUCTHUYECKUA PErpecCHOHHBIM  aHanmu3. [lomydeHHblE pe3yabTaTbl CUUTAIUCH

CTaTUCTUYECKU 3HAYMMbIMU MpH ypoBHE p < 0,05.
PE3YJDBbTATBI UCCJIEAOBAHUASA

Ananranms ¥ BaJuJanusa pycckos3biuHoi Bepcuu onpocHuka STRONGKids 1151 onenkn
HYTPUTHBHOIO PHCKA Yy JieTell, MIOCTYNAKIIMX HA JeYeHHe B MHOTONpo(MIbHBIN CTALMOHAP

S3pikOBas U MEXKynbTypHas amganrtanus onpocHuka STRONGkids mpoBommnace B Poccuiickoit
Qenepanii  BOEpBbIE B COOTBETCTBUM €O  CTaHIapTaMu  MeEXIyHapoJgHOro  oOIiecTBa
(bapMakodKOHOMHYECKUX uccienoBaHuii u  omnenku pesynastatoB  (ISPOR) u  cocrosma wu3z 10
[IOCJIEZI0BATENbHBIX ATAIOB, B PE3y/IbTAaTe YEro Oblia CO3JaHa PYCCKOS3bIYHAS BEPCUsl, KOTOpasi COXpaHuUIa
(GYHKIMOHATBHYIO, CTPYKTYPHYIO M OIEPAlMOHHYIO SKBHBAJCHTHOCTb. OIPOCHUK COCTOMT U3 4-X
BOIIPOCOB, XapaKTEPU3YIOIUX TEKYIIEE COCTOSIHUE NMUTAaHUSA JETEH, €ro BO3MOXKHOE YXYALIECHUE, HAIMYHE
3aboseBaHusl BbICOKOro pucka pa3Butus HII, moTpebneHue nuieBBbIX BEIIECTB, OTBETHI Ha KOTOpPBIE
olleHMBalOTCsT B 1-2 Oamna. B 3aBUCMMOCTH OT CyMMBI TOJYYEHHBIX I10 OINPOCHUKY OalioB, JeTel
pacrmpeensaioT Ha TPYIIbl HyTPUTUBHOTO prcka: «( 0amioB» - HU3KUM puUCK, «1-3 Oanma» - cpeaHui puUCK,
«4-5 GamnoBy - BBICOKHH pHCK (pHC. 3).

B uccnenosanue no Banuaanuu pycckos3siaHoil Bepcun onpocHuka STRONGEKids Obio BKiIOUEHO
419 namnuentoB (u3 Hux 212 (51%) manbuukos, 207 (49%) nesouek) B Bo3pacte oT 1 mec g0 17 ner 11 mec
(mennana Bo3pacta 8 iner), 314 (75%) manmeHTOB mocTynaiv Ha JieueHue B comarmueckue, 105 (25%)
OonbHBIX - B Xxupypruueckue otnaeneHusi Llentpa. Ilo pesynbraTamM NpoOBEAEHHOTO HYTPUTHUBHOTO
CKpUHUHTA 001bIMHCTBO (77,3%) manuentoB umeno puck passutus HII, u3 Hux 66,6% - cpennuit u 10,7%
— BBICOKUH, 22,7% nerelt He uMenu pucka. [lalMeHThl U3 TPyMIbl BBICOKOTO HYTPUTHUBHOTO PUCKA UMENH
CTaTUCTUYECKH 3HAYUMO Oosiee HU3KME 3HadeHus Z-scores UMT k Bo3pacTy W pocT K BO3pacTy, 4eM M3
IpYIIBI CpeHEro pucka, a yacrora HII B rpynme Bricokoro pucka (66,7%) O6bu1a cTaTUCTUYECKH 3HAYUMO
Bhiie (p=0,001), yem B rpynme cpenuero (10,4%) u Huskoro (2,1%) pucka (tabn. 1). Jletn ¢ BBICOKHM
HYTPUTUBHBIM PHCKOM B MIEPBYIO Ouepeab TpeOoBaln 0cOO0ro BHUMAHUS JeYalllero Bpaya 1 KOHCYJIbTalluu

Bpada-qucToJiora.
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MoskHO M HA OCHOBAHMH CYOBEKTHBHOH KJIMHMYECKON OLICHKH
1 CKa3aTh, 4YTO y NANHEHTAa €CTh HeJ0CTATOYHOCTh MHUTAHHUSA | Her Ta=1 6au1
(HexoCTATOYHAST BBIPAKEHHOCTb MOJAKOKHO-)KUPOBOM KJETYATKH
H/WJIM MBIIIEYHOH MACChl H/WIHM UCXydaBliee JIuio)?
Ectp u y manuenTa 3a0ojieBaHNne, CBA3aHHOE ¢ PUCKOM Pa3BHTHS
2. HEX0CTATOUHOCTH muTanusi (cMorpu Tabuuy Huke) nian nanuenry | HeT Ha=2 6anna
IUIAHUPYETCs O0IMPHOE XUPYPrudeckoe BMeNIaTeJIbCTBO?
Tabmura: 3aboneBanus, CBsI3aHHBIE C BBICOKUM PHUCKOM HEAOCTATOYHOCTH MMUTAHUS

Bponxonerounas Metabonuyeckue Osxoru XpoHHnueckoe
JUCTIIa3Hs Oone3Hu [Tankpeatut CepACYHO-COCYAUCTOE
(MakcuMaInbHBINH BO3pacT | MyKOBHCIIHIO3 [Inarupyemoe obmupHoe | 3aboseBaHMe
10 2 71eT) HepnonommenHocts (10 XHPYPTUUECKOe XpoHHnueckoe
BocnanurenbHsie CKOPPEKTUPOBAHHOTO BMEIIATENECTBO 3a00JIeBaHUE [TOYEK
3200JICBaHUs KUIICYHUKA | BO3pacTa 6 MECsIIeB) Pax XpoHuveckoe
3amepkka yMCTBEHHOTO Heiipombimedynsie CHHIPOM KOPOTKOM 3a00JIeBaHUE TICUCHU
pa3BUTHA/yMCTBEHHAS 3a0o0seBaHus KHIIKH Henunakwust
OTCTAJIOCTh HepgHnast anopekcus CII A Hpyroe (ycranaBmuBaeT
TpaBma Bpay)
3. Hmeertcsi iu X0Ts1 ObI OAHO M3 CJEAYIOIMX MPOSIBJIEHUI?

*Bripaxxennas nuapest (>5 pa3 B ieHb) W/UiM pBoTa (>3 pa3 B JICHb) B
TE€4YEHHE NOCIEIHUX 3 THEN

*YMeHbIlIeHHE TOTPEOICHNUS NHUIIH B TEYCHHE HECKOIBKUX JHEH /10
TOCIUTANIN3AIUH (32 HCKIFOUECHHEM TOJIOJJaHNUs, CBI3aHHOTO C
Pa3ITUYHBIMUA MaHUITYJISIIUSIMA HIIH TIEPE]] XUPYPrHISCKUM Her Ha=1 6amn
BMEIIIATEIHLCTBOM)

*PebeHOK Ha MOMEHT MOCTYIICHUS y)Ke OTydaeT Ha3HAYCHHYIO
HYTPUTHBHYIO MOAJEPKKY

*HeBO3MOXKHO YJIOBIETBOPUTH (PH3HOIOTHUSCKUE MTOTPEOHOCTH B
IHUIIEBHIX BEIIECTBAX M3-3a 00JH

HNmeercst au motepsi Beca (Yy__JeTeil  Ji1000ro BO3pacra) MU
4. OTCYTCTBHE PHGABKH MAcchl Te1a (s aereii 10 1 roga) B Tedenne | HeT Ma=1 6ann
MOCJIETHUX HeleIb-MecseB?

CYMMA BAJIJIOB (MakcumyMm 5 6ajioB)

Puck HEIA0CTATOYHOCTHU INUTAHUA U HeOﬁXOlIHMOCTI) MepOl’[pI/IﬂTI/Iﬁ

. Koncynpranus Bpaua u TueTonora Juis yTOYHEHHUS THarHo3a
4.5 - . Ha3naueHue nHOUBUYaTbHON HYTPUTUBHON MOANEPKKU U AalIbHEHIIEEe
SAILIOB HabroIeHNe
. HauaTs ncnons3oBanme crielinaaIn3upoOBaHHBIX CMECEH METOIOM
CHUIIMHTa
13 c . . OO6cyauTe ¢ TUEeTOIOrOM BO3MOKHYIO KOPPEKIIHIO MUTAHUS TTAI[eHTa
Samna peaHnn . B3pemuBaHue /1Ba pa3a B HEJIEIIO
. IloBTOpHAS OIIEHKa HYTPUTHBHOTO PHUCKA Yepe3 HEeIeII0
. Het HE0OX0mMMOCTH B KOPPEKIIMH MTUTAHHS
0 Hyskuii . PerynspHo B3BemMBaTh Ha IPOTSHKEHUN TOCITATATN3AITAN
0ajioB . [ToBTOpHAS OIIEHKA HYTPUTUBHOTO PUCKA UEPE3 HEMEITIO

PucyHnok 3. AnantupoBaHHasi pycckosi3bluHasi Bepcusi onpocHuka STRONGKIdS nuist onenkn
HYTPUTHBHOTO PHCKA Y TOCIUTAIN3HPOBAHHBIX JeTeil

Pycckosi3biuHas Bepcus ONMPOCHUKA TMOKa3aja BBICOKYIO HAAEKHOCTh (YCTAHOBIEHO TMOYTH MOJHOE
MeXdKcrepTHoe cornacue, kamma Kosna 0,84 [95%M1 0,68 — 1,0]; p<0,01), m BBICOKYIO CKOpPOCTh

CKpUHUHTA (CpeaHee BpeMs 3amoiHeHus onpocHuka 3,4 muH. [95% [AU: 2,5-5,0]).
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Tab6anna 1. XapakTepucTHKa NANMEHTOB B 3aBHCHMOCTH OT TPyNIbl HyTPUTHBHOIO pucKa (n=419)

HyTputuBHBIN prucK
ITokaszarenu HU3KUU cpeaHui BBICOKHH 0
1) (2) (3)

[ManmenTsr, N (%) 95 (22,7) 279 (66,6) 45 (10,7)
oay e Me(Ql- | 639(357-117) | 8,63 (46-14,19) | 9.05(4.4-1328) | 055
Hannuune xponnueckoro _
saGonesamms, n (%) 75 (78,9) 272 (97,5) 45 (100) p1-3= 0,001
Z-score UMT k *
Bospacty, MESD 0,45£1,26 0,04+1,23 2,07+1,96 0,001
Z-SCore pocT K BO3pacry, i i
M2SD 0,32+1,21 0,19+1,19 1,35+1,53 0,001
HIT, n (%) 2(2,1) 29 (10,4) 30 (66,7) 0,001
Ocrtpas HII, n (%) 0 14 (5) 24 (53,3) 0,001

0 p1.3:0,001
Xponunueckas HIT, n (%) 2(2,1) 17 (6,1) 12 (26,7) 0>4=0.001
Xupypruyeckoe p1-2=0,001
3abonepanue, n (%) 56 (58,9) 38 (13.6) 11(24.4) p1-3=0,001
CoMaTHnyeckoe p1-2=0,001
3aboneBanue, n (%) 39 (4L.1) 241 (86:4) 34 (15,6) p13=0,001
[IponomxkuTenbHOCTD ~0.016
TOCIHUTAIU3AIMH, THH, 8 (4-11,5) 10 (8-12) 10 (7-15) p1.2:0,021
Me (Q1-Q3) P13,

Jlis  OIEHKH  TEKyHIeH  BaIMIHOCTH  KCIIOJL30BAJM  AHTPOIOMETPHUYECKHE  KPUTEPHH,

XapaKkTepu3yoIue ocTpyro 1 xpoHndeckyto HII u Gansbl Mo onpocHUKY, NOJTY4YE€HHBIE IPU CKPUHUHTE. Z-
scores UMT x Bo3pacTy M pocT K Bo3pacTy craTucTuiyecku 3HauuMmo (p=0,001) otpuuarensHo
KOPPEIUPOBAINA C PUCKOM, BBISIBJIISIEMBIM II0 OIPOCHHUKY. Y CTAHOBJIEHO, YTO B BBIABJICHHMM JETEH C OCTPOU
HII pycckosizbrunast Bepcus onpocHuka STRONGkids umeer uyBctBuTensHocts 100%, cneunduuHoCTb

24,9%, B BeIABIEHUN JeTel ¢ xponuueckoi HIT uyBcTBuTEeasHOCTE 93,5%, crienubuunocts 24% (Tadi. 2).
) ) YB

Tab6uamnna 2. IToxka3zaTenn Tekyuei BaJuIHOCTH pyccKosi3bIaHO# Bepcun onpocunka STRONGKkids

Z-score ﬁiﬁi: iﬁif{:)iHTL Cremudus- | TIIII** | OIILL *** | OIII (95%
" (%) HoCTb (%) (%) (%) JAN)
MTIopact | o33+« | 100 24,9 11,7 100 :
457 (1,07-
POCZ;%%MCT -0,32* 93,5 24 9 97,9 19,52),
p=0,025

[Tpumeuanue: * p<0,001, ** - monoxuTenbHAs MPOrHOCTUYECKAS [IEHHOCTh, *** - oTpuIaTeNnbHas
MIPOrHOCTHUYECKas IIEHHOCTh

Bbicokast 4yBCTBUTEIBHOCTh M HHU3Kas CHEHU(PUYHOCTH ONPOCHHMKA SBJISETCS aJeKBaTHOMN
XapaKTepUCTUKOH, KOrJa OOJBIINI MPOLEHT AeTel monaAéT B Mojie 3peHHsl CIEeNUaIuCcTa [0 MUTAHUIO JUIS

yriIyOn€HHOM OIIEHKH UX HYTPUTHUBHOTO CTaTyca.
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[IporHocTuyeckass BaJMIHOCTh OLIEHUBAJIACh NPU CPaBHEHHWU OaJlJIOB HYTPUTHBHOTO pPHCKA H
MPOJOJKUTENFHOCTH TOCIHUTATN3aluu. MeauaHna NpoAOoDKUTENFHOCTH TOCHHUTANU3allii MAallMeHTOB U3
IPYIITBI HU3KOTO PUCKa COCTaBHjIa 8 JHEMH, y IETel rPyIIbl CpeaHEro U BEICOKOro pucka 10 mueii (p<0,05).
B pe3ynbraTe MHOKECTBEHHOI'O PErPECCUOHHOIO aHAJIW3a YCTAHOBJIEHO, YTO BBICOKMN HYTPUTHUBHBIN PUCK
no omnpocauky STRONGKids sBnsieTcs HE3aBHCUMBIM MPEIUKTUBHBIM HEOJArompUATHBIM (aKTOPOM,
aCCOLIMMPOBAHHBIM C YBEIMUYEHUEM MPOJOJKUTENLHOCTU rocnuTanu3anuu nanuestos (O (95% AN): 1,7
(0,9-3,7), p=0,05).

BonbuIMHCTBO AeTel ¢ BHICOKUM HYTPUTHUBHBIM PHUCKOM COCTABHJIM MALUEHTHl C MYKOBHUCLH030M
(31%), HeBpoOrnuecKUMH 3a00I€BaHUAMH (IIPEUMYIICCTBEHHO IETCKHUi 1epeOpanbHblii mapaand) - 20%,
3aboneBanusmMu JKKT (mpeumyiiectBeHHO ¢ Oose3nbio KpoHa u  s3BeHHBIM koauToMm) - 15,7%,
BPOXKIEHHBIMU TIOpokamu cepaua (4,4%). B ycrnoBHsX BBICOKOM 3arpyKCHHOCTH MEIUIIMHCKOTO TIepcoHala
CKPUHHUHI HYTPUTUBHOTO pUCKAa HEOOXOAUMO B 00S3aTENbHOM IMOPSJKE MPOBOAWTH B OTICICHUSX, TC
MOJIYYaloT JICUEHHUE JIETU JIaHHBIX HO30JIOTUYECKUX TPYIIIL.

HccnenoBanue moka3ano, 4TO CKPUHUHT HMEET BBICOKYIO 3¢ dektuBHOCTH - 29 u3 30 gerel ¢
HEZ0CTaTOYHOCTBIO MUTAHUS U3 T'PYIIbl BBICOKOTO pucka (96,5%) mnomyuusnn aiekBaTHYIO HYTPUTHBHYIO
MOJIICPKKY, O1aroapsi CBOEBPEMEHHOMY JTHUETOJIOTHIECKOMY BMEIIATEBCTRY.

B pesynbTare mpoBeneHHOTO OJHOIEHTPOBOTO KOTOPTHOTO uccienoBanus cpeau 419 nereit, Obiia
ycTaHoBJeHa Bbicokas dyactota HII, accomuupoBaHHOW € COMAaTHUYECKUMU H XUPYPrHYECKHUMHU
3a0oneBanusmMu - 14,6%. Kaxnapiii 7-i1 peGeHOK, NOCTYNaBIIMKW Ha JIeYEHHE, HMEN HU3KHE
AHTPOIIOMETPUYECKHE UHJIEKCHI, XapakTepu3syromiue octpyto u xponudeckyro HII. Octpas HII ycrtanoBiena
y 9,1% neteii (y 5,5% ymepennoit u y 3,6% tsxénoit crenenn), xpounueckass HIT (3anepxka pocta) - y
7,4% nereil. Y 1,9% nanueHToB 0TMEYAIOCh UCTOLICHNE HA (DOHE HU3KHX IOKa3aTelNeil pocTa (cMeranHas
¢opma HII). IlonyueHHble HamMH JaHHBIE COINOCTABHMBI C pe3yJibTaTaMH 3apyOeKHBIX HCCIeAOBaHUN
(Huysentruyt K. ¢ coast., 2013). HactoTa octpoit HII y mereii ¢ coMaTHuecKoW MaToJOTHeH Oblaa BBIIIE
(p=0,55), wem ¢ xupyprudeckumu 3abojieBaHUAMH M cocTaBuiaa 9,6% u 7,6%, COOTBETCTBEHHO, KaK H
vacToTa Xpouuueckoit HIT —7,6% u 6,7%, cooTBeTcTBeHHO (pHC. 4).

16% 129%

14 io
12
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8 Taxénan 6 M Ocrpas HMN
=i B YmepeHHan B XpoHuueckas HIM
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HN

Octpas HN Xponuueckas HIN CmewanHas popma Comartuuyeckue 3abonesanus Xupyprudeckue 3abonesaHun

»

N »
N

Pucynok 4. Yacrora HeI0oCTAaTOYHOCTH NUTAHUS, ACCOUMUPOBAHHON ¢ 3a0oJieBaHMeM, Yy JeTeid,
nocrynawumux B HMHULL 3n0poBbs aerei
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HaubGonee wacro HII ormeuanace y nmereét ¢ OonesHsmu HepBHOH cuctembl (43,8%), opraHoB
nuiieBapeHuss  (MPEUMYIMIECTBEHHO  BOCHAIUTEIbHBIMH  3a00JieBaHUSIMHM  KumieuHuka -  19,5%),
MykoBHUcHHI030M (15,6%), cpeau MalMEHTOB XUPYprudeckoro mnpoduis - y Aered, MOCTYNaBIIUX B
OTJIeJICHUE 3aMECTUTENIbHOM TMOuYeYHOW Tepanuu c TpaHcruianTtanuen (57,1%), meipoopronenuu (40%),
kapauoxupypruu (33,3%) u topakanpHoi xupypruu (12,5%). Ycranosneno, uro octpas HII sBusiachk
HeOJIaronpusATHBIM (PaKTOPOM YBEITUYECHHUSI MPOIOJKUTEIIbHOCTH TOCTIUTANN3aH, KoTopas Obiia B 1,3 paza
Oompiie (12 qHeit), yem y JieTel ¢ alecKBaTHBIM HYTPUTHBHBIM cTaTycoM (9 aneit). C yBeIMYEHHEM CTEICHU
Tspkectd HII, mpomomKuTeNbHOCTh TMOCIMTANN3AIUN YBEJIIMUMBAIACH - y IMAalUMEHTOB ¢ yMepeHHon HII

cocraBuia 11 nueit, y nereii ¢ spkéno HII 12 nueit (pucyHok 5).

00- .

75

50 u octpas Tsokénas HIT
- octpas ymepennas HII
B Ge3 HII

[IpomomKUTENPHOCTh TOCTIUTATH3AIUH (JTHH)

%»tﬂt.- . .

0

25- L

S
Pucynok 5. IIpofo/kuTeIbHOCTh TOCHUTATU3ANMHN (JIHH, MeAMAHA) Y JAeTell ¢ 0CTPOoil yMepeHHOH u
Txén0i HII B cpaBHeHUH ¢ 1eTbMH € aIeKBATHBIM HYTPUTHBHBIM CTATYCOM

HccnenoBanue mokas3ano, 4TO, HE3aBUCUMO OT HCXOJHOTO HYTPUTHUBHOIO CTaTyca IIpH
MOCTYIUICHNH, K BBIITUCKE U3 cTannoHapa 42,6% manueHToB yOaBWIM B Macce Teja, IPU STOM KIIMHUYECKH
3HauuMas yowuth (Oosee 2% oT ucXoaHON Macchl Tena) otMedanack y 14 (12,5%) u3 Bcex MOTEpsBIINX B
Bece JieTeil. YObUIb Macchl Tena 3aBHceNa OT MPOJOJKUTEIbHOCTH TOCIUTAIN3AIMH, KoTopas Oblia B 1,6
pa3 BbIIIE Y AeTel, UMEBLINX OOJIBIIYI0 OTHOCUTENIbHYIO YObUIb MAacChI T€Ja, YEM Y MallMeHTOB, yOAaBUBIIUX
MeHee 2% OT Macchl Tea MpH MOCTYIUICHUH, U cocTaBuia 14 u 9 muel, coorBercTBeHHO. [loTeps macchl
TeJa B T€YEHHE TOCHUTAIM3AlMU — HEraTUBHBIN (haKTOp, MOJUEPKUBAIOIIUI HEOOXOIUMOCTh MPOBEICHUS
HYTPUTUBHOTO CKPUHUHTA M JHMETOJOTMYECKOro BMelIaTenbCcTBA. Pa3paboTaH anropuTM JUMarHOCTUKH,
nuerorepanuu U npoduinaktuku HII y gereit, mocTynarommx Ha jJe4yeHue B MHOTONPOQHIbHBIN CTallioHap
(puc. 6). Ilo pesynpTaraM HCCIEIOBaHUS OBUIM BBIICICHBl KIMHUYECKHE TPYIIbI TAlUeHTOB (C
3a00JIEBaHUSIMU  CEp/Illa, OCIOKHEHHBIMH XPOHUYECKOW cepaeyHoil HemoctarouHoctblo (XCH) um co
cnactuueckuMu opmamu JIT), nMeBIINX BHICOKUI HYTPUTHUBHBIN PUCK U HYKJABIIUXCS B MPOBEACHUU
yrayOn€HHONW OLEHKM HYTPUTHBHOIO CTaTyca, BBISBICHHUS HEAOCTATOYHOCTH NHUTAaHUS U pa3paboTke
QITOPUTMOB HYTPUTUBHOM MOJAJEPKKH C YYETOM BO3pacTa, CTENEHU TSKECTH HETOCTATOYHOCTH MUTAHMS,

rmaroreHesa 3a00JeBaHusl.



e O1cHKa HYTPUTUBHOTO PHCKA C MCITOJIb30BAHHEM BAIUIMPOBAHHON PYCCKOSI3BIYHON BEPCHH OTIPOCHUKA
STRONGKiIds B Teuenue 24 4 mocie MoCTyIUICHHs B CTalMoHap (aeT B Bo3pacte 1 mec. — 18 jer)

e lI3Mepenue Maccel Tela U pocTa MpU NOCTYIUICHUH, BHECEHHE JAaHHBIX B HCTOPHIO 00JIE3HU

A4

[ Hwuskuii u cpeqHuil HyTpUTUBHBINA PUCK ]

I

JI000i1 mokazarean Z-score <-2 SD:

Macca/Bo3pact
Poct/BO3pacr
Macca/mimna
NMT/Bo3pact

A 4

Bricokuii HyTpUTUBHBIN PUCK

Ja

—

[ e ]A/

HYTPUTUBHBIN CTaTyC

[ AeKBaTHBIN

KOHCYJ'IBTaI_II/ISI Bpada-aueToJora

C yri1yOJ€HHOM OLIEHKOW HYTPUTUBHOTO

craryca

v

YmepenHas

HEJOCTAaTOYHOCTD IIUTAaHUA

Tsoxénas

CrangapTHoe nuTaHue (rpyaHoe,
HCKYCCTBEHHOE BCKapMJINBAHME,
OB/l, I/, unauBUAYyaIbHAS
auera)

.

o

-

*VOBLIb MACCHI TENA:

Y6BIJ'IL MacCcChI T€Ja,

A 4

ﬂTaHnaanoe nuTaHue

(rpyaHoe, HCKYCCTBEHHOE
BckapmimBanme, OBJI, LI/,
HHIMBHUAYAJIbHAS 1MeTa) +

CMECH I JOMOJHUTEIHLHOT'O
MepOPaTHLHOTO
IUTAHUSI/BBICOKOOEITKOBBIE

- 1etu 10 1 rona — oTcyTCcTBUE MPUOABKU WIIH
- netu crapiue 1 rosaa - yosuis Maccel 6osee 2%

MHOIronpoQuIbHbIA CTAMOHAP

\HaTypam,HLIe IIPOJTYKTHI

CIICIUAJIN3NUPOBAHHBIC JeueOHbBIe

~

HEAOCTATOYHOCTD IITMTAaHUA

|
|

A

ﬂTaHnapTﬂoe NUTAHHE (rpy;moex

HCKYCCTBEHHO€ BCKaApMJIMBaHHe,
OB/, /I, unauBUayaIbHAS
aveTa) + BKIIOUYCHUE
CHEIUAN3UPOBAHHBIX JIEYEOHBIX

/

\ 4

cMeced U JOIOJHUTEILHOTO
MEepOPaIbLHOTO MUTAHUS,
BBICOKO6CJ'IKOBI)IX HaTypaJIBHLIX
MPOJYKTOB + SHTEpATHHOE U/WITH

\napeHTepaanoe MMATAHHE

/

PI/ICYHOK 6. A.]'Il"OpI/ITM AUATHOCTUKHU, TUETOTEPAINIMA U HpO(l)I/IJIaKTI/IKI/I HEA0CTATOYHOCTH MUTAHUA Y HeTeﬁ, MOCTYmMaKIux Ha Je4YeHue B

8T
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OcobeHHocTH HYTPUTHUBHOI'O CTaTyCa U AMETOTEPANTMHA HEIOCTATOYHOCTH ITUTAHUSA

y eTeil ¢ XpOHUYeCKOi cepiedHOoil HeI0CTATOYHOCTbIO

[Tox HaGmronenneM Haxomwioch 372 pebeHka ¢ 3a0ojeBaHUAMH cepala, ocioxHeHHbIMU XCH, B
Bozpacte oT | mec. mo 16 mer (Memmana Bospacta 2 roga 4 mec.), u3 Hux 264 (71%) mamueHta c
paznuuHbiME (eHoTuniamMu kKapauomuonartuii (KMIT) u 108 (29%) nereit ¢ BpOXACHHBIMU TMOPOKAMHU
cepaua (BIIC). Cpenu Bcex mamuentoB 160 (43%) nereit 6pi1u B Bo3pacte a0 1 roxa. Ilo pesynpratam
HYTPUTHUBHOTO CKPUHHMHTA C MCIOJb30BaHUEM pyccKosi3bIdHONW Bepcuu ompocHuka STRONGKkids, Gornee
Tpetu 60nbHbBIX 146 (39,4%) nMenn BHICOKMI HYTPUTHBHBIN PUCK, X aHTPOIIOMETPUYECKHE WHACKCHI ObLITH
craructuyeck 3Haunmo Hike (P<0,001), uem B rpyrmme cpeaHero HyTPUTUBHOTO PUCKA. DTH MAIMECHTHI B
MEepBYI0 ouepenb TpeOOBalIM KOHCYIbTAllMM Bpada-nuerosiora. OlieHKa HYTPUTUBHOTO cTaryca IOKasana,
YTO MpU MNOCTyIuieHHH B KIWHUKY ocTtpas HII y mereit ¢ XCH wumena Bbicokyro yacTtoTy - 26,8%,
xponnueckas HIT BeisiBaena y 9,7% nereit, cmemanHas ¢opma HII ormewanace y 4% nmereit.
CpaBHHuTeNbHAs OLIEHKA TOKa3ana, yto y aereid ¢ KMII octpas dopma HIT nmena conoctaBuMyIo 4acToTy B
cpaBaenuu ¢ nanueHtamu ¢ BIIC. Xponnueckas u cmemannas ¢opma HII yame ormewanace y nereit ¢

BIIC no cpaBHEHMIO ¢ NanueHTamu ¢ Kapauomuonarusmu. Yacrora ocrpoir HII pasmuuanacs B

3aBucumMoctd oT (enoruna KMII, y gereii ¢ mgunaranmonHod kapauomuomnarueit (JJKMIT) Obuia

makcuManbHOR (35%) wu craructuyecku 3Haunmo (P<0,001) Bblmie, YeM TpPU PECTPUKTHBHOM
kapmpuomuonatud  (PKMIT) - 12,5%. Xponwuueckas HII cratucrudeckn smaummo (p<0,05) warue

BBISBIISUTACh y 00sbHBIX ¢ PKMIT - 12,5%.

CrpykTypa HegocTarouHocTu nutanus y neteit ¢ XCH 3aBucena ot Bo3pacra (puc. 7).

70 % 65,6
60 53
50 KMII BIIC Bce manueHThl
50
40
30
20 15,6 131
10,1 11,2 85
10 6,6 58 7,9 7 ’
0 [ . [ | - . [ . 1
Octpaa HN  XpoHuueckas Octpaa HN  XpoHuueckasa Octpasa H  XpoHuueckas
HN HN HN
Whetmpolropa W [eTtu cTtapue roga

Pucynok 7. Yactora He10CTATOYHOCTH NHUTAHHMA Yy JAeTell ¢ KapAHOMHMONATHSIMH M BPOXKICHHBIMH
NMOPOKaMH Cepala B 3aBHCUMOCTH OT BO3pacTa

VY nerell mepBOro rojaa JKM3HU, HE3aBUCHMO OT XapakTepa KapAHOJOTHYECKOM MaToJIOrHu, OCTpas

HII ymepenHOM M TKENOH CTENEHM, XapaKTEPU3YIOMIAsCs BBIPAKEHHBIM JAe(PUIMTOM Macchl Tela
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OTHOCHUTEIIFHO POCTa, UMella BBICOKYIO 4acToTy — Oosee 50% u BbIABIsUIACh B § pa3 yaile, yeM y Aerei
crapme rona. letu ¢ BIIC yxe Ha 1-M rogy >ku3HU (HOPMHUPOBAIN 3aJE€PXKKY POCTa, KOTOpas y nere
cTapiie roja umesna 6oibiryto 4actoty (p=0,03), yem y gereit ¢ KMII (13,1 u 5,8%, cOOTBETCTBEHHO).

VY 6onbubix ¢ KMIT u BIIC B 3aBHCHMOCTH OT COCTOSIHUS IUTAHUS IIPH MOCTYIIJICHUN OBUIH U3y4YCHBI
nokaszarenu 0eIKoBOro oOMeHa, KOTOpbIE TPAAUIIMOHHO UCTIONB3YIOTCS IS OLEHKH HYTPUTUBHOTO CTaTyca
(oOmuit Oenmok, anbOymuH, npeanbOymuH, C-peakTuBHbIA Oenok). Y nereit ¢ XCH, B Tom wumcne
conpoBoxaawomeiics HII, Bce Ouoxumuueckue IOKa3aTenu, XapakTepu3ywooluue OelIKOBbId 0OMeH,
HAXOJWJINCh B Tpeaenax pedepeHcHbIX 3HaueHuid (Tadu. 3). Takum 00pa3oM, CHIBOPOTOYHBIC OCIKH HE
apisatoress mapképamu HII y nereit ¢ XCH, uro cormacyercs ¢ pe3ynbTaTaMud OTEUECTBEHHBIX
uccnepoBanuii (Cokosno M., 2021, ®demopymkuna H.A., 2023) u coBpeMeHHOH KOHIEHIMEH, YTO
CBIBOPOTOYHBIE OEIKU HE ABJISIOTCS Mapképamu HepocTarounoctu nutanus (Evans D.C., et al. 2021).

Ta6anna 3. KonuenTpanusi 0e1k0B ChIBOPOTKM KpoBH (M+m) y jAereil ¢ XpOHHYECKOH cepAeYHOMH
HEI0CTATOYHOCTHIO B 3aBHCUMOCTH OT HYTPUTHBHOI'O CTaTyca

PedepeHCHbIC [TammenTts! ¢ HIT [Tamuentsr 0e3 HIIT
Tlokasareins P (IMT<-2 SDS), (UIMT >-2 SDS), p
3HAYEHHS
n=100 n=272

OO6uwmit 6enoK, /1 51-80 65,54+5,75 67,07+6,17 0,12
Anb0ymuH, /11 28-54 41,943,1 42,67+3,44 0,14
TpeansGyMuH, Mr/n 120-420 199,78+65,48 186,53+40,64 0,38
C-peakTHBHBbIit <5 1,0440,16 1,08+0,40 0,29
O€JIoOK, MI/1

B pesynbrare 0n1HO(GAKTOPHOIO aHalIMW3a YCTAHOBJIEHBI NMPEAUKTOPBI OCTPON yMEpEeHHOMN/TAxENON
HIT y neteit ¢ 3aboneBanusimu cepana — Hanuuue XCH 2B cT., KTMHUYECKHX CHMIITOMOB, TaKUX Kak
CI1ab0CTh/BSIIOCTh, OTKA3 OT €bl/CHIKEHHBIA alMeTHT, OJBIIIKA MPH KOPMIICHUH, TMpEKpalleHne mpuéma
MUIKM, paHHUA BO3pacCT HAa MOMEHT 3aboneBaHus (40 3 J€T), BBICOKAs KOHIEHTpAIHS TMPO-

Hatpuitypernyeckoro nentuaa proBNP (>1500 nr/mi), Huzkas dpakuus Beiopoca no Cumrncony (<36%).

Opzanuzayua HympumueHoil ROOOEPHCKU 0emell ¢ XPOHUYECKOU cepOeyHoll

He00CmamouHoCmbuio u OUeHKa eé Igpgexkmusnocmu

Jetu mepBoro rojaa Xu3HU — 0cobasi Kareropusi OOJIBHBIX, UMEIOIIAsi, C OJHOW CTOPOHBI, BHICOKHE
TEMIIbI pOcTa M MOTPEOHOCTH B MUTATENIbHBIX BEHIECTBAX M DHEPIUHU, C Ipyrod — BeIcoKyto yactoTy HII u
TPYOAHOCTH B OpraHM3allMM JUETOTEpaluH. YUWUTHIBas, YTO TIPYyAHOE MOJOKO - ONTHMAJbHBIN
JIETKOYCBOSIEMbI MCTOYHHUK MaKpoO-, MUKPOHYTPUEHTOB, OMOJOTMYECKH AKTUBHBIX BEIIECTB U SIBISIETCS
NEPBBIM BBIOOPOM Ul BCKapMIIMBaHUS peOEHKAa Ha MEpBOM TOAy >KM3HM, B mutanuu 64 (40%) nerei,

HaxXOJUBIIHUXCA HA TPYAHOM U CMCUHIAHHOM BCKapMJIIMBAaHHUH, COXPaHAIN MAaTECPHUHCKOC MOJIOKO.
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Hetn ¢ XCH 1 cT. KOpMHIIMCh M3 TPyId MaTepu U HE OTPaHUUYMBAIUCH B 00BEME MOTpebIisieMoit
KUJIKOCTU. [lpu BBIp@XEHHBIX CHMITOMAaxX XPOHUYECKOM CEpACYHOM HemocTtaroyHOocTH 2b—2A cT. u
HEO0OXOIMMOCTH OTPAaHUYEHUSI U CTPOTOr0 KOHTPOJISl CYTOUHOTO 00bEMa MOTPeOIsIEMOH )KUIKOCTH, peOEHOK
KOPMUJICS CIIKEHHBIM IPYIHBIM MOJIOKOM U3 OYTBHUIIOUYKH, & MPHU TSHKEIOM COCTOSHUU - Yepe3 30H/I.

Hawmu pa3pabotan cioco0 onTuMH3aIMi HyTPUTUBHOTO CTaTyca JIeTel MePBOro MOJIYTOAUS KU3HU C
XCH, no3Bossitonuii 06ecrnednTs peOEHKa HE0OXOAUMBIM KOJIMYECTBOM MUINEBBIX BEUIECTB U SHEPTHH B
YCIOBHSX OrpaHHYEHHs CYTOYHOrO OO0bEMa MOTPeONsseMON JKUAKOCTH U COXPAHHUTb TPYIAHOE
BckapminBaHue. CyIIHOCTh crocoba 3aKiiovaercs B TOM, YTO JeTed KOPMST CLEXKEHHBIM TPYIHBIM
MOJIOKOM, MHILEBYIO U OMOJIOTHYECKYIO LIEHHOCTh KOTOPOTO MOBBIIIAIOT MyTEM 100aBJIEHUS PACCUUTAHHOTO
KOJIMYECTBA CyXOW aJanTHPOBAaHHON HavaIbHON MOJOYHOH cMmecu. [Ipemraraemsrii crmocod ObLT yCIEIIHO
anpoOUpoOBaH B OTACICHUH KapIUOJIOTHH M KapIUOXUPYPTUU C MHTEHCHUBHOW Kapawoyorueil y 28 nerei
[IEPBOrO IMOJIYTO/IUs KHU3HU, HAXOIAUIMXCA HAa UCKIIOYUTENIBHO TPYAHOM BCKapMIIMBAHMHM, IOKa3ajl CBOKO
BBICOKYIO 3()(DEKTHUBHOCTD U 3alUIIEH TATEHTOM Ha U300peTeHHE.

Ha wuckyccTBEHHOM BCKapMIMBaHMM TpU TOCTYIUIEHMHM B KIMHUKY Haxoauiaoch 96 (60%)
MAlMEHTOB, IIOJYYaBIIMX CTaHJApPTHbIE aJalTHUPOBAaHHBIE MOJIOYHBIE CMECH, Ha CMEIIAHHOM
BCKapMJIMBaHUM - 24 peO&HKa. BBUTO YCTaHOBIEHO, YTO JOOUTHCSI ONTHMAIBLHOTO 00SCIICUCHUS SJHEPTUEH H
OCHOBHBIMM IHUIIEBBIMU BEIIECTBAMU OOJBHOI'O KApAMOMHUONATHEHW WIM BPOXKAEHHBIM IOPOKOM CepAala
peOénka mepBoro mnoayrogus ku3HH ¢ XCH M HeZOCTaTOYHOCTBIO NHUTAaHUS, HAXOJIIErocss Ha
UCKYCCTBEHHOM BCKapMJIMBAaHUH, BO3MOYKHO TOJIBKO IPH MCIOJIb30BAaHUM CIIELUAIN3UPOBAHHBIX IPOJTYKTOB
MUTAHUS JJI HEJJOHOLICHHBIX M MaJOBECHBIX €Tl MIIM BBICOKOOEIKOBOI BBICOKOKAJIOPUHHOW CMecH, a y
JeTe Ha CMEIIaHHOM BCKApMJIMBAaHMM YKa3aHHbIE MPOJIYKThl JOJKHBI COYETAaThCS C MaKCHUMAaJbHO
BO3MOXXHOM J0iei rpyaHoro Mmosioka. O0bEM cmecell moaOupanu WHAWBHUYAIbHO, B 3aBUCUMOCTH OT
paccyMTaHHOW MOTPEOHOCTH M HEOOXOIMMOro OrpaHuuYeHHs oO0bEMa MOTPeOIIEMON JKUAKOCTH J0
JOCTIKEHUsT peKkoMeHayeMol KajmopuitHoctn 110-150 kkan/kr maccsl Tena. BakHbIM — SIBIISIIOCH
cooTHoIeHue 6enok/sHeprus 9-15%. IIpoaomkuTenbHOCTh IPUMEHEHHS JIe4eOHON CMECH COCTaBIIsIA OT 2
10 6 MecsILeB.

[TarmenTtam crapiie 4-xX MecsilleB C LEIbI0 IMOBBIIIEHUS YHEPreTUYECKON IEeHHOCTH paluoHa U
oOoramieHusi ero MUKpOHYTPUEHTaMH K TPYAHOMY MOJIOKY MJIM CHENUAIU3UPOBAHHOM CMECH MOCTETEHHO
N00aBISUIM MPOJIYKTHl MPUKOPMA, MPH 3TOM JJs pacyéra CYyTOYHOTO 00BbEMa MOTPeOIsseMON KUAKOCTH
MCTOJIb30BAIH TAOIHUIIBI COAECPIKAHUS BOJBI B MPOIYKTaX MUTaHus (Tad. 4).

Pa3paboTran airopuT™m AMETOIOTHYECKOTO CONMPOBOXKJIEHUS U HYTPUTUBHOM MOJACPKKHU AeTel 1-ro

roJla )KU3HHA C XPOHUUYECKON CEePACUHON HEAOCTaTOYHOCTHIO (pHC. 8).
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Ta6anna 4. Pa3padoTaHHbIi CyTOYHBI panmoH aas aAereid crapme 6 mec. ¢ XCH 2Bb-A cr. n
YMEPEHHOI/THKEI0H  HeJOCTATOYHOCTHI0 NHUTAHMS C OIPaHHMYEeHHEM CYTOYHOro o00béma
norpedasieMoi kuakocT 10 600 niau 700 mu

O6béM nuTaHusg
Bpewms Mpozyrs (conepxaHue BOJbl) IIpU
KOPMJICHUS OTpaHUYCHUH JKUIKOCTH
600 mu 700 mn
06-00 BBICOKOOEJIKOBasi BBICOKOKAJIOPHITHAS CMECh 100,0 (85) 120,0 (102)
Kallla MOJIOYHasi pacTBopuMasi + 100,0 (80) 120,0 (96)
09-00 1/2 4.71. cCMUBOYHOTO Maciia + IeveHbe
JIETCKOE pacTBOpUMoOE 7,5 T
OBOIIIHOE ITIOpe + 70,0 (56) + 80,0 (64) +
12-00 MSICHOE Trope + 30,0 (15) 40,0 (20)
Y2 4.J1. paCTUTEIILHOTO Maclia
15-00 TBOPOT JICTCKUHA+ 40,0 (32) + 50,0 (40) +
bpyKTOBOE MMIOpE 60,0 (48) 60,0 (48)
OBOIIHOE ITIOpE +
18-00 MSICHOE TTIope + 70.0(56) * 80.0 (o) *
”52 4.J1. paCTUTEITLHOTO Macja 30.0(15) 40,0 (20)
KaIlia MOJIOYHast pacTBopuMasi + 100,0 (80) 120,0 (96)
21-00 1/2 4.71. CTUBOYHOTO Macla + NedeHbe
JETCKOE pacTBopuMoe 7,5 T
24-00 BBICOKOOEJIKOBasI BBICOKOKAJIOPHITHAS CMECh 100,0 (85) 120,0 (102)
[Tumesas 1 SHEpreTUYEcKast IEHHOCTh paliMoHa
OrpaHuuYeHHE KHUIKOCTU OrpaHu4YeHHE KUIKOCTU
600 M 700 mu
benku, r 25,6 29,4
Kupsr, T 38 418
VYraeBosl, T 69,7 80,5
KanopuiinocTh, Kkai 735,2 825
Ha 1 kr macceI Tena
benxu, r 43 42
Kupsr, T 6,3 6
YrneBoasl, T 11,6 11,5
KanopwuitHocTb, KKat 122 117,8




o OreHKa HYTPUTHBHOTO PUCKA C UCTIOIb30BAaHUEM PYCCKOSI3bIuHO# Bepcun onpocHrka STRONGKids

o OreHKa HYTPUTHBHOTO CTaTyca ¢ ycTaHoBIeHHeM (Gopmbl u crerenn HIT

¢ Onpenenenne cragnu XCH, MakCHMaIBHOTO CYTOYHOTO 00BhEMA MOTPEOIAEMON KUIKOCTH

o OrneHKa (aKTHYECKOTO MUTAHUS ¢ PACUYETOM XUMHYECKOTO COCTaBa paljMoHa Ha (PaKTHYECKYIO Maccy Teja

v

Huskuii HyTpUTUBHBIN PUCK
HenocraTtoynoctu nutaHus HeT

XCH 1 cr.

Het orpannyienust 00béMa noTpednseMoit
*)uakocTH (120-150 mir/KT Macchl Tena)

v

I'pynHOE MOJIOKO 1O TPEOOBAHUIO HITH
JIETCKasi MOJIOYHAs! CMECh B BO3PACTHOM
00BéMe

Bgenenue npukopma B uHTEpBase 4-6 Mec.

10 UHAUBUAYAJIBHOMY IpaduKy

A 4

/

e ZHepreTnyeckas nenHocts 110-115
KKaJI/KI/CyTKH
e Oenok 2,2 — 2,6 T/kr/cyTkn

.

v

Cpennuii HyTpUTHUBHBIN pUCK
HenoctaTo4HOCTh IUTAaHUS yMEPEHHAS
XCH 2B-A cr.

Orpanndenust 00b€Ma norpedseMoi
skuakoct (100-120 mur/kr Macchl Tena)

'

/l"pyzmoe BCKapPMJIMBaHHe: KOHIEHTPALU
IPYAHOrO MOJIOKA CYXOM aJalTUPOBAHHOMN

CMECHIO
CMelIaHHOe BCKAPMJIMBAHHE: TPYIHOE
MOJIOKO + CMECh TSI HEIOHOILIEHHBIX U
MAaJIOBECHBIX JIETEH WK BHICOKOOEIIKOBAs
BbICOKOKanopuitHas cmech (30-80%)
HcKyccTBeHHOE BCKAPMJIMBAHHE:
aJlaNTUPOBAaHHAas MOJIOYHAS CMECh + CMECh

BBICOKOOEIIKOBAS BBICOKOKaJ'IOpHﬁHaH CMECH

WO-SO%)

I HCJOHOIICHHBIX U MaJIOBECHBIX I[CTeﬁ N

~

v

BrIcOKMiI HyTPUTHUBHBIN PUCK
HenocraTtoyHocTs nuTaHus yMepeHHas-TsDKeNas
XCH 2B-3 cr.

Orpanndenus: 00bEMa MoTpedIIsieMOl KUAKOCTH
(100 mu/kr Maccel Tela u MEHeEE)

/

e YHepreTudeckas neHHocTs g0 120-130

KKaJI/KI/CyTKH (COOTHOLIEHUE OeNOK/3Heprus

9-12%)
e Oenok 110 3,0 — 3,5 r/kr/cyTku

v

I'pyaHoe BckapMJIHBaHHe: TPYIHOE MOJIOKO
+ cMech 1 HEJIOHOIIEHHBIX ¥ MaJIOBECHBIX
JIeTei WITH BBICOKOOEIIKOBAs
BhICOKOKaopuitaas cmech (50 — 100%)
CMemaHHoe BCKAPMJIMBAHME: TPYTHOE
MOJIOKO + CMECh ISl HEIOHOILIEHHBIX U
MAaJIOBECHBIX JI€TCH HJIH BBICOKOOCITKOBAs
BbICOKOKanopuiinas cmech (50 — 100%)
HcKyccTBEHHOE BCKAPMJIMBAHHE:
aIalITUPOBAaHHAsT MOJIOYHAS CMECh +CMECh
JUTSL HEJIOHOIIIEHHBIX ¥ MaJIOBECHBIX JETEH
WK BBICOKOOEJIKOBAsl BEICOKOKAJIOpUIHAS
cmech (50 — 100%)

v

e sHeprernyeckas neHHocts 120-150 kxan/kr
(cooTHOmIEHME Oenok/sHeprust 10-15%)

e 0eok J10 4 r/Kr/cyTKH (KOHTPOIb (PYHKITUH
IOYEK)

~

Ve

ﬂ.}lﬂ BCEX MMAIIMEHTOB €KeMeCAYHO: KOHTpOJ'IB HpI/I6aBKI/I MacCChbI T€JIa, OUCHKA aHTPOMOMETPUUCCKUX IoKa3aTeliei

PucyHok 8. AJIropuT™M 1HETOJI0rH4€CKOr0 CONPOBOKICHUS M1 HYTPUTUBHOM NMOAAEPKKH AeTell 1-ro roaa skKM3HU ¢ XPOHHUYECKOM cepAeYHOi
HEA0CTATOYHOCTHIO

€¢
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HccnenoBanue mokasaino, uyTo pazpaboranHble moaxojsl K koppekuuu HII y nereir mepBoro roga
xu3HM ¢ XCH sBrsiroTcst apdextuBabiMu. Ha one queroTepanuu B tuHaMuKe 4epe3 3-6 Mec. 0TMEYalioch
CTaTUCTUYECKHU 3HAYMMOE yBEIIMYCHHE BCEX aHTPOMOMETPHUECKUX MHAEKCOB (Tab. 5). Yactora octpoii HII
cratuctudyecku 3HauuMo (p<0,001) cuuzmiace B 2,2 pasa (¢ 53 mo 23,7%) udepe3 6 MecdlleB OT Hayaia
nuetotepanuu. Tspkénoit HII k koHIly HaOMI01eHUSI HE OTMEUYEHO.

Tabauma 5. JuHAMHMKA AQHTPONOMETPUYECKHMX IOKa3aTejiell y /eTeil NmMepBOro roaa >KHU3HH C
XPOHUYECKON cepieyHO HeJOCTATOYHOCTHIO U HEJOCTATOYHOCTHIO NUTAHUSA HA (oHe pa3padoTaHHOM
auerorepanuu (N=85)

IToka3zareinb o HazHaueHus UYepes 3-6 mec.
JTUETOTEPAITHH JUETOTEPANTAN
Macca tena, kr, M£SD 4,99+0,80 7,35+1,53
Poct, cm, M+SD 61,52+5.25 70,57+6,22
Z-score macca/Bo3pact, M+SD -3,28+0,99 -1,37+1,07*
Z-score macca/poct, M£SD -2,53+1,09 -1,2+1,19%*
Z-score poct/Bo3pacT, M+SD -2,06+1,61 -1,11+£1,42%*

[Tpumeuanue: *p<0,01; ** p<0,05

Tpunuatu TpéMm nanuentam ¢ XCH crapuie 1 roga c BeiaienHoit HII Ha3zHauanacek maasias guera
C OrpaHMYCHHEM COJIH U )KUAKOCTH, COCTaB KOTOPO# (B CBSI3U C HEOOXOAMMOCTHIO OIPAHUYUCHUS JKHIKOCTH)
JIOMOJTHSUIM TOTOBBIMU K YIOTPEOJICHUIO CHEIMATU3UPOBAHHBIMU BBICOKOOEIKOBBIMU BBICOKOKAJIOPUITHBIMU
cMecsIMH, 000TalleHHBIMA BUTAMUHAMU 1 MUHEpAJIbHBIMU BeriecTBaMu. Ha ¢poHe HyTpUTHUBHOM MOAIEPIKKH
yepe3 6 MecsIeB OT Havdajla AUETOTEpaIiy, 4acToTa OcTpord ymepeHHou-Tspkénor HIT cuusmmace ¢ 7 no
4,2% (p=0,16). B ngunamuke B 2 pa3za cokparuiock uucio aereit ¢ xponuueckoi HII ¢ 8,5 no 4,2%
(p=0,032) —tabu. 6.

Tabauua 6. IppekTUBHOCTH 1METOTEPANIUN HEJOCTATOYHOCTH NMUTAHUSA Y JIeTell Pa3jIMuHOro
B0O3pPAacTa C XPOHUYECKOH cepAeYHOH Hel0CTATOYHOCTHIO

HenocrarounocTs Bce nmaunentst, n=372 Heru 10 1 roxa, n=160 Hems chiqz);_Hze o
IMUTAHUS 1 2 1 2 1 2
gzg/})’)a" opma, | 100 (26,8) | 48 (12,9 | 85(53) | 39(243)** | 15(7) | 9(4.25)
iﬁiﬂiﬁf{iﬂ(%) 64 (17,2) | 41(11,0)* | 52(325) | 35(21,8) | 12(56) | 6(28)
ZTH;(T?:I? b ) 36 (9,7) 7(1,9* | 33(20,6) 4 (2,5)** 3(L4) | 3(14)
bopuia 0% }(97) | 1848 | 18(112) | 9(BE* | 18(85) | 9(4.25)*

[Tpumeuanue: 1 — 10 Ha3HAYCHUS AUETOTEpaIny, 2 - yepe3 6 mec. quetoreparun; *pP<0,05, **p<0,01
[Mepuon HaOmOACHUS 6 MECAIEB OKAa3aJICs HEJIOCTATOYHBIM Il STOW T'eTEPOTeHHOW BO3PAaCTHOU

IpYIIBl NAIMEHTOB, B CBSI3U C YeM, OH ObUT MPOJUIEH 3a 7 A€ThMH, Y KOTOPBIX coxpaHsutack Tsbkémas HIL
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Ananus JAaHHBIX TIOKa3ajl, 4YTO Yy 3THUX MAOUCHTOB, HC3aBUCUMO OT MATOJIOTHU, UMCIIUChH BCC BBIABJICHHBIC

Hamu nipeauktopbl HIT.

OcobenHocmu HympumugeHo20 cmamyca u OUemomepanuu y oemeil O CAOHCHbIMU
8PONHCOEHHBIMU NOpOKamu cepoya nocie onepayuu Donmena, 0CN0MHCHEHHbIMU OeNOK-mepAlowell

IHmeponamuei

[Ton nHabGmromeHueM Haxoawsoch 16 mamueHTOB B Bo3pacte oT 4 go 15 mer 11 mec. (menuana
Bo3pacra 9,2 rona), u3 HUX 7 aeBouek U 9 ManpunkoB, ¢ BIIC (TpaHcmo3uiys MarucTpajibHBIX COCYOB,
OO aTPUOBEHTPUKYJSPHBIA KaHall, TUMOIJIA3Us JIEBOTO JKEIyJ0YKa) C TEeMOJAMHAMHKOW E€IHHOTO
xenynouka nocie onepanun @ontena. Y 15 (93,7%) nereit ¢ BIIC ¢ remoaunamukoit @onrena obuta XCH
2b cramuu.

Y 8 u3 16 nauuentoB (50%) B untepBaiie ot 6 mec. A0 6 neT nocie onepanuu GoHTEHA Pa3BUIOChH
OCJIO)KHEHHE - BTOpUYHas Oenok-tepsromas sHreponarus (BTD), koTopas KIMHUYECKH MPOSBIISIIACH
nuapeeit or 5 g0 10 pa3 B cyTku, OTEKaMH JIMIIAa ¥ KOHEYHOCTEU, aCIIUTOM, YBEIIMUYEHUEM OKPYKHOCTH
’KHBOTA, OJIBIIIIKON, CHIDKCHHEM KOHIICHTPAIIMK 0011Iero Oeka 1 albOyMHHA B CBIBOPOTKE KPOBH (TabI. 7).
Ta6auua 7. CpaBHUTE/IbHASI XaPAKTEPUCTUKA AHTPONOMETPUYECKUX U OMOXMMHYECKHUX MOKa3aTeei

y JdeTeil ¢ BPOXKIEHHBIMHM NOPOKaMM cepauna mnociae omepauuu no PoHreHy ¢ OesIOK-Tepsiromiei
IHTeponaTueii u 06e3 0eJIOK-TepsIoIell IHTEPONATHHI

[Tatments! ¢ BIIC nocne onepanuu 1o @oHTEHY

IToxazarenu Bce manuenTsl, CBTO, be3 BTO, p
n=16 n=8 n=8

CeiBopoTOouHBIC Oenku™, /1, M+m

OO6muii 6emox 54,7£16,8 39,6+3,96 69,8+8,18 <0,001
AnpOyMuH 32,46+12,7 20,7+4,8 43,68+5,3 <0,001
AHTpoOIoMeTpru4ecKre UHIEKChI, Z-score, M+m

Poct/BO3pacr -1,15+1,48 -1,87+1,33 -0,8+1,39 0,05
NMT/Bo3pact -0,99+1,08 -1,57+0,67 -0,51+1,2 0,068
OCTII/Bo3pact -1,41£1,5 -2,58+0,5 -0,29+1,1 <0,001

*Pedepencusie 3HaueHus: oomuit 6enox 60-80 r/n, anboymun 32-54 r/n

HapymieHnst HyTpuTHBHOIO cTaryca y nauueHToB co cinokHbiMu BIIC nocne onepannu no @oHTeny
HMMEJH BBICOKYIO 4acToTy - xponudeckas HII y 31% GonbHbix, octpas HII mo mokazatento OCTII/Bo3pact y
50% nerelt, cmemannas c¢dopma HII B 25% cnyuaeB. Y npereét ¢ bTD, umenomux OTEKH, acIuT,
renatocruieHoMeranmio, UMT He oTpakan cTeneHu HeIOCTaTOYHOCTH MUTAaHUS U AePHUITUTa MAacChl Tela, B
CBSI3U C YeM ]IS aJeKBATHOM OIIEHKH HYTPUTHUBHOTO CTaTyca Hamu ObUT mcmoiib3oBaH moka3arens OCTIL.
[Ipu omenke cBs3u mokazatens Z-score OCTII/Bo3pact u mokazarenst Z-score UMT/Bo3pact y nereii 6e3

BTD Obwia ycraHOBIEHa CWJIbHAs TMpsiMas CTATUCTUYECKH 3HAauMMas Koppemauus (KodpQHUIHUEeHT
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koppensiiuu  [Tupcona 1r=0,980, p<0,001), y nereii ¢ BTD - cnabas mpsmas cBsi3b (KOI(PPHUIMEHT

koppesaiuu [Tupcona r=0,275, p=0,509) (puc. 9).

LRI
n =3

Z-score OCTTI/so3pact ¢ BT
i o
w [=]

Z-score OCTIl/Bo3pact Ges BTD
&
=]

30 2,0 1,0 0,0 10 30 25 2,0 -5 1,0
Z-score IMT/Bospacr ez BT Z-score IMT/gospact ¢ 5T
Pucynok 9. I'padguk perpeccioHHoi GyHKIHMH, XapaKTepHU3YIOLIUIi 3aBUCHMOCTH NOKa3aTes Z-Score
OCTIl/Bo3pacTt ot noka3zares Z-score UMT/Bo3pact y neteii 6e3 Oe10Kk-Tepsiloleil JHTEPONATHH U €
0eJIOK-TepsIoLIel JHTeponaTuen

Jns ckpununra HII BmepBbie ObUTa MCHONB30BaHA JIGHTAa C I[BETOBOM INIKallON OLEHKU Z-SCOre
(MUAC Z-score tape, Children’s Mercy) — puc. 10.

Pucynok 10. Quenka HyTpUTHBHOIrO craryca jaerei co cjaoxubiMu BIIC nocie onepanun ®oHTeHa,
OCJIO;KHEHHBIMH 0eJIOK-TepsIouieil JHTeponaTunei, ¢ ucnoab3opanueM nokasareass OCTII

Bcem mannentam co crnoxkubiMu BIIC mocne onepatuBHON KOppeKIMH MOpoka mo Merony @oHTeHa,
Yy KOTOPBIX TIIOCIICONIEPAMOHHBIA TEPHO OCIOXKHUJICS Pa3BUTHEM OCJIOK-TEPSIONMIEH DHTEpONaTud H
HEJIOCTAaTOYHOCTHIO MUTaHus (n=8), HazHayanach pa3paboTaHHAs HAMHU CIEIUATU3UPOBAaHHAS OeccolieBas
HU3KOXKHMpOBasi (conxepkaHue xupa He Oomee 25% oT oOmel SHEProleHHOCTH palMOHA) JHeTa C
MOBBILIEHHBIM COJIepKaHneM Oenka (>2 r/Kr/cyr).

U3 parmona O6put MakcHMadbHO UCKIIIOYEHBI HACHIIEHHBIE )KUPHI (He Oomnee 10 r/cyT), a ®KUpoBOit
KOMITOHEHT (DOPMHPOBAJICS 3a CUET cpeaHerenoyednbix Tpurauiepu0s (CIIT). JIist 5TOro HCmoinb30BaluCh
crieraibabie xkupoBbie Moaynu (50% smynbcus u 100% wmacno CIHT) B oobeme 40-70 M B CyTKH ©

OTEUECTBEHHAs] WM 3apyOexHass HH3KOXKHpoBas cmecb B oObemMe 200-400 Mi B CyTKH, a Takxke
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BBICOKOOEIJIKOBBIE HU3KOXKUPOBBIE HATypajbHbIE MPOAYKTHI. JlMeTa cocTaBisuiach IJsl KakIoro peOEHka
MHIUBUAYAIIBHO.

VY mainueHToB, CTPOro COOMIOAABIIMX pPa3pabOTaHHYIO AHUeTy B KomiuiekcHoM JjeueHuun XCH c
MPUMEHEHUEM TIIIOKOKOPTHUKOCTepouia OYyIECOHU], OTMedajach CTa0MiIM3alus IMoka3aTeniell OeIKoBOro
oOMeHa, HOpMalu3alus HyTPUTUBHOTO CTaTyca U yay4llleHne OOLIero COCTOSIHHUSL.

XapakTepucTHKA HYyTPUTUBHOI'O CTATYCA JIeTell €O CACTHYEeCKUM 1epedpaibHbIM

napajanyoM. Oco0eHHOCTH IMeTOJOTMYeCKOH KOPPEeKIMU HeA0CTATOYHOCTH MUTAHMS

Ouenka nyrtputuBHoro craryca jaerei ¢ JIIII u BwisiBnenue HII mpencraBisier 3HaYMTEIbHbBIC
TPYAHOCTH Uil Bpaueil BBUAY OCOOCHHOCTEH 3a00JjeBaHMs, I'€TEPOr€HHOCTH TSKECTH JBUTATENIbHBIX
HapyleHU BHYTPU OIHOH HO30JOIMM, HaIW4YMsl KOMOPOMAHBIX cOCTOSIHMHA. B Hacrosiee Bpems
OTCYTCTBYeT KOHceHcyc mo auarHoctuke HIIT y 3Tux OosibHBIX, B CBA3M ¢ 4yeM HaMu Oblja IpoOBeJeHa
CpaBHUTEJbHAs OLIEHKA aHTPOIIOMETPUYECKHUX IOKa3aTenel ¢ moMolupto crannaproB BO3 B 3aBucumocTu
OT ypOBHsI HapylIeHUH OoibIIMX MOTOPHBIX (yHKIMH no kinaccupukamuun GMFCS u ¢ ucnosns3oBaHueM
cienn()UYECKHX KPHMBBIX pocTa, paspaborannbix mis gereit ¢ JIIIT (Brooks J., et al. 2011), a takke c
UCIOJIb30BAaHUEM JONOJHUTENbHBIX MeTO0B - u3MepeHuss OCTII, TONIMHBI KOXKHO-)KUPOBBIX CKJIAaJ0K C
pacy€ToM MpoLEeHTa KUPOBOH MACChl, ONOMMITEAHCOMETPHH.

B uccnenoBanue Obul BKItoueH 261 ped6&Hok (157 mMampunkoB u 104 1EBOYKHM) CO CITACTHYCCKUMU
¢dopmamu JILIT B Bo3pacte ot 2 1o 17 ner (MeanaHa Bo3pacrta 6 JeT), HaXOJMBILUIICS Ha peadUIuTalUU B
Llentpe, y OonbmuHcTBa (206; 79%) HMeEnHCh yMEpeHHbIEe W TSKENbIE JBUTaTeNIbHbIE HapyIIEHUS,
coorsercTBoBaBIme [II-V ypoBHsaM no kinaccuduxanuu GMFCS.

Bcem manumenTaM B TeueHHe MEpBBIX 24 4acoB IMOCHE MOCTYIUIEHUS B OTAEJIeHHE ObUI MPOBEAEH
HYTPUTUBHBIA CKPUHUHI C UCIOJb30BaHUEM pYyCCKOs3bIYHOM Bepcun ompocHuka STRONGKids.
YcranoBneHo, 4to 60abmuHCTBO (177; 67,8%) manmeHToB UMeNN BBICOKMI HYTPUTHBHBIN PUCK, OCTAJIbHBIE
(84; 32,2%) — cpenuuii.

[Ipy omeHke aHTpPONOMETpUYECKHUX TOKaszareneid 1o craHaapraMm BO3, octpas HII OGbina
ycranoBnena y 102 (39,1%) nereii, npeMMyIeCTBEHHO TSHKENOM CTENIEHH, XPOHUYECKas - y KaXJI0ro 4-ro
peo6énka (67; 25,7% O6onbHbIX), aeduut maccol tena - y 117 (44,8%) nereii. Y 43 (16,5%) manueHTOB
nokaszarenu UMT u pocrta 6butn <-2 SDS ogHOBpeMeHHO.

C yBennyeHHEM CTENEHW TSKECTH IBUTraTeNnbHbIX HapywmeHuil (ypoBHa GMFECS) Z-scores Bcex
aHTPOIIOMETPUUYECKUX MOKa3aTeJae CHUXKAIKNCh, B CBA3M C YeM OIEHKa MaccChl Tela W pocTa 0e3 yuéra
CTENEHU TSDKECTH 3a00JIeBaHMSA, MOXET IEpPEOleHUBATh HAIW4YHE HEIOCTAaTOYHOCTH MHUTaHUS B ATOH

HEOTHOPOHO# rpyrire 00ibHbIX (puc. 11).
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Pucynok 11. I'padpuku koppeisinuu Mexay THAKeCTbI0 ABUIaTeJbHbIX HApPyLIeHUH (YpPOBHeM IO
kiaaccupuxanuu GMFCS) u Z-scores anTponomMerpuueckux nokasaresieit y aerei ¢ LTI

Macca tena menee 10 neprenTiis kak mokasarens HIT Obuta y 21 (8%) merei mpu OICHKE 1O
KpuBBIM pocta jais aereit ¢ I u y 167 (64%) nereii npu onenke mo crapgapram BO3. Huskuii poct
ormeuaincst y 133 (51%) nereit npu onenke mo cranmaptam BO3 u HE y ogHOrO peOEHKA MPH OIEHKE 10
kpuBbiM pocta JIII1. Cornacue mexay cranmaptamu orcyrcrBoBaiio (kammna Kosna=0, p<0,001).

[IpoBenena cpaBHUTENbHAsI OLIEHKA corylacusi MexJy KpuBbiMU pocta BO3 u cnenudpuyeckumu
KpuBblMH pocta jusa gered c¢ LI B omeHke aHTponmomMeTpudecKuMX AaHHBIX M BbiaBiaeHun HII B
3aBHCUMOCTH OT CTENIEHM TSKECTH JIBUTATENbHBIX HapylleHui no kinaccupukanun GMFCS. B pesynbTare,
BBISIBIIEHO YJIOBJIETBOPHUTEIBHOE COTJIACHE MEXJy KPUBBIMU POCTa B OIIEHKE MaccChl Tella JIeTel ¢ ypoBHEM
GMFCS I-11 (x=0,28 [95%/U -0,23-0,63], p<0,05), npu yposusix GMFCS III-V cormnacue oTCyTCTBOBAIIO
(xk=0).

Takum 00pa3oM, YCTaHOBJEHO, YTO AaHTPOIIOMETPUYECKHE IIOKa3aTeNd MAalUeHTOB  CO
cnactuueckuMu ¢opmamu [T 3HAYUMO OTIMYAIOTCS OT TAKOBBIX y 3/J0POBBIX JIE€TEeH, a OlLIEHKa 0
craggapram BO3 nmeer cnabyro KOppensIuio co creruduuecKuMu KpUBbIMU pocta ais aeteit ¢ JILII,
KOTOPBIE MOTYT HCIIONIb30BaThes st ckpuHuHTa HIT y meteid ¢ TSHKEIBIMU TBUTATENIEHBIMA HAPYIICHUSIMHI
(GMFCS 11-V) u 3acnyUBarOT JaJIbHEHINEr0 H3yYCHUSI.

B uccrnenoBanuu Obla OllEHEHA YacToOTa IokazaTesnel, xapakrepusyromux HII, pekomeH10BaHHBIX

ESPGHAN (Romano C. et al., 2017) ms nereii ¢ HEBPOIOrHUSCKUMHU 3a001eBaHusAMU (TadI1. 8).
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Ta6auna 8. Iloka3aTeum HeIOCTATOYHOCTH NUTAHHS, NpenoxeHHble kcnepramu ESPGHAN, y
nerei co cnacruyeckumu popmamu AL (n=261)

Yuciao geren
Kpurepunit

n %
Z-score macca/Bo3pact <-2 SD 117 44,8
Oxpy>XHOCTb cpefHel TpeTH miedya <10 nepueHTHiIs 133 50,9
OKpyXHOCTB cpefHelt Tpetu mieda <-2SD 87 33,3
TosmuHa KOXKHO-)KUPOBOU CKJIAJKU HaJ TPULIETICOM 92 35.2
<10 nepueHTuIsz !
TosmmHa KOKHO-)KUPOBOM CKJIAJIKU IO JIOTIATKOU 9 34
<10 nepueHTHIsz '
[Tnomans Meim mieda <10 mepueHTuIs 85 32,6
Yobuib/0TCyTCTBHE TPHOABKKA MacChl TeNa 3a

84 32,2
nociequue 2-3 Mec.
Hanuune Bcex mokazarenei y OHOTO MalueHTa 46 17,6

Ycranosieno, uro ¢ yBenudenuem Tspkectd JIIT (ypoBHsS HapyiieHHs OOJBIIUX MOTOPHBIX

(byHKIMIT) yacToTa MoKa3aTeiell HeJJOCTATOYHOCTH IMUTAHUs yBelnunBaercs (puc. 12).

80% -

70% -
60% -
50% - BGMFCS |
40% - EGMFCS I
30% - GMFCS 111
20% - uGMFCS IV
uGMFCS V

10% -

0% -

Z-score OCTII <10 TKXKCT <10 TInomaas MBIIIIIL
Macca/Bospact <-2SD MEPLEHTUIIS TEePUEHTHIIS wieda <10

TIEPLUCHTUIIA

Pucynok 12. Yacrora noka3sareseii, XapakTepu3yOIUX HeJOCTATOYHOCTh nuTanu y aerei ¢ JJLII, B
3aBHCHMMOCTH OT CTeNleHM TSHKECTH ABUIraTeJIbHbIX HAPYLICHU I

B cootBerctBun ¢ pexkomenmauusimu ESPGHAN mnpoBeneHa KaiaumepoMeTpusi KOXKHO-KHPOBBIX
CKJIAJIOK HaJl TPULIETICOM, MO/ JIONIATKON M PacyET MPOLEHTA )KUPOBOM Macchl y 79 manMeHToB cTapiie 8 et
(55 manbuukoB U 24 neBOYKM). YCTAHOBJIEHO, YTO CpPEIHHME 3HAYCHHs IMPOLIEHTa >KUPOBOM Macchl y
MaJbUMKOB M JEBOYEK HAXOJWINCh B Ipelelax HOPMalbHBIX 3HaueHUNW U coctaBwiu 24,81+6,11 u
28,65+£5,96, coorBerctBeHHo. C yBenmumueHueM ypoBHa GMFCS wmacca Tema Manp4MKOB W JI€BOUYEK
yMeHbIlIajach, a MPOLEHT XKUPOBOI Macchl, HAIPOTHUB, YBEIUYUBAJICS, TPEUMYIIECTBEHHO Y JIeBOYEK (pHC.

13).
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Pucynok 13. [loka3aTesn Macchbl Tesia (Kr) H KHPOBOii Macchl (%0) y AeTeii co cnacTHYecCKUMU
¢popmamu LTI B 3aBucumocTH ot noJia u ypoust GMFCS (n=79)

Takum 00pa3oM, HaMu MOATBEPkKACHO, YTo UMT He oTpaxkaeT cTeneHb HapyIICHHs] HyTPUTUBHOTO
cTaryca U He MOXET CIYXHTb enuHCTBeHHbIM kputepuem HIT y nereii ¢ JIL[I1, umeromux HapyuieHHBIH
COCTaB TeJa 3a cYeT aTpouu ¥ TUOTPOPUH MBI, HeoOX0AMMOCTh HYTPUTHBHON TTOIICPKKH HE JODKHA
OTIPENIENIATHCS. UCKITIOUUTEIFHO € MCIOJIB30BaHUEM STOrO IMOKa3aTelsl, YTO COTJacyeTcs C pe3yibTaTaMH
Oenopymkunoit H.A. (2023).

OcHoBHBIE kaNl00bI POJIUTENEH, CBA3aHHbIE C MUTAHUEM, MPEACTAaBIEHBI B Ta0I. 9.

Ta6aunma 9. YacTora Kajiod, CBSI3aHHBIX ¢ MUTAHHEM, B 3aBHCHMOCTH OT TSKECTH JBHTaTeIbHBIX
HapylueHuil y nereii co cnactudyeckumu popmamu LT

Ypoerb GMFCS
JKanoOrl, cBsi3aHHEBIE C TUTAHUEM GMFCS I-1ll, n=123 GMFCS IV-V, n=138
n % n %
HeBo3MOKHOCTh CaMOCTOSATEIBHOTO 72 58,5 138 100
IpUuEMa MUIU
Heo06x0ommMMocTs HCII0IB30BaHUSI
U3MeNbYEHHOM Uiy (mporépras, 19 15,4 128 92,7
MIOPUPOBAHHAS, B T.U.
TOMOT€HU3UPOBaHHAs)
[TonépxuBanue nuiei U/ uim TUTbEM 18 14,6 96 69,6
JUtiTenbHble KOPMIIEHUS 17 13,8 102 73,9
(mpomomxuTENHHOCTHIO Oosee 30 MUH)
CpbIruBaHus/pBOTA MOCIIE KOPMIICHUS 6 4.9 82 594
Hwuskast mpubaBka Maccel Tena uin eé 25 9,7 86 62,3
OTCYTCTBHE

[Tpumeuanue: pa3audus aJs BCeX MoKaszaTeseld craTuctudecku 3HaunMbl (p<0,05)
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Kanobamu pomuteneil ObLTHU: HEBO3MOXHOCTh CaMOCTOSITEIBHOTO MpUEMA MUIIH U 3aBUCHUMOCTH
IpU KOPMJIEHUHU OT B3pocibiX (58,6%), HE0OXoAUMOCTh moadopa ocoboi KoHcucTeHuu nuuu (55,5%),
nonépxuBaHue numed win kuakoctamu (48,3%), Gomblias MPOIOIDKUTENLHOCTh KopMmieHus (44,4%),
CpbITHBaHMs WK pBOTa mocie npuéma num| (30,3%), Hu3kas npubaBka MacChl Tena WU €€ OTCYTCTBUE
(30,3%). V 10 (3,8%) nereil kKOpMJICHHE OCYMIECTBISLIOCh Yepe3 racTpocTomMy. Hacrora Bcex Kayioo,
CBS3aHHBIX C MHTaHWEM, Obula cratuctudecku 3HauuMo (p<0,05) Bbime y pgereld ¢  TOKETBIMU
neuratenbHbIiME HapymeHusMu (GMFCS IV-V) o cpaBHeHuto ¢ naruentamu ¢ 6onee nérkumu (GMFCS
I-111). TIpu ouenke ¢aktrueckoro nuranus y 100 OONBHBIX YCTaHOBICHO, YTO HE3aBHCUMO OT IOJIa M
BO3pacTa, MUTaHUE ObUIO JACPUIMTHBIM, MPU ITOM MOTPEOJIEHHE TMUINEBHIX BEIIECTB cocTtaBuiio 77% ot
HOpM ¢usnonornvyeckux motpednocteir (H®DII), a cpemnuit % Oenka oT oO0Imedl KaaopUHHOCTH
COOTBETCTBOBANl peKOMeHA0BaHHOMY. [lanueHTsl ¢ TsDKEMbIMU ABUraTeNbHbBIMU HapyieHusmu (GMFCS
IV-V) ummemn craructudeckn 3Haunmo (p=0,009) Oonee HU3KOE MOTPEOJICHUE TNHIINEBHIX BEIIESCTB B
cpaBuenuu ¢ getbMu ¢ GMFCS I-111, kotopoe coctaBuio 70% u 82%, coorBercTBenHO (Tads. 10).

Tab6auma 10. DHepreTuyeckasi HEHHOCTh PAIMOHOB M MOTpelJieHHe 0ejIKa MAIlMeHTAMH C JeTCKHUM
epedpaJbHbIM nMapaju4om B cpaBHeHun (%) ¢ HOIT* (n=100)

DHepreTu- DHepreTu-
Bospacrueie gecKast yeckas Benok (1) Benox Benok
Ipyniiel LOCHHOCTD IIEHHOCTb (% or HOIT) | (% ot kkain)
(kKa) (% ot HOIT)
3-6 Jger
HOIT 1800 54 12-15
etu ¢ JILUT 1310 72 (61-105 52 (28-79 96 (52-139 16 (10-17
)i I (1100-1890)* ( ) ( ) ( ) ( )
7-10 Jer
HOII 2100 63 12-15
ern ¢ JILUT 1630 77 (45-89 61 (35-90 99 (55-143 15 (14-19
i JL (055-1874) ( ) ( ) ( ) ( )
11-15 ner, MaJIbYUKH
HOIT 2500 75 12-15
ern ¢ JILUT 1590 63 (39-92 60 (36-91 80 (48-121 15 (14-16
i AL (980.2298) ( ) ( ) ( ) ( )
11-15 ner, neBouKkn
HDIT 2300 69 12-15
ety ¢ JILIIT 1640 71 (42-94 65 (28-102 94 (40-148 16 (12-19
i AL (966-2170) ( ) ( ) ( ) ( )
Bce manuenTtsi, N=100
HOIT 100 12-15
Hetu ¢ JIIIIT 77 16

[Tpumeuanue: *HOIT - MP 2.3.1.0253—21, 2021. ** 3nech u nanee Mmeanana (Auamna3oH)
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Orenka crmocoOHOCTH MPUHATHS MUK U KUAKOCTH 1o mkane EDACS y 227 nauueHToB crapiue 3-x
JeT mokasana, 4yro ¢ yBenumdeHwem Tsokectr JIIIT (ypoBus GMFCS) craTtuctuyecku 3HAYUMO
YBEIIMYMBAJIACh CTEIEHb HapylIeHus npuéma rmuum u muths (r=0,737; p<0,001).

[To pe3ynbraTamM KOMILIEKCHOTO OOCIIEI0BaHMS HEJIOCTATOYHOCTh MUTaHMS ObUIAa YCTaHOBJIEHA Y 85
(32,6%) nereid, YTO SBIUIOCH IIOKa3aHUEM JUIsI Ha3HAYCHHS IEPCOHHU(HIMPOBAHHONW HYTPUTHUBHON
MOAJEPKKH, CIOCcO0 MPOBEACHUS KOTOPOW OIpenessuics BO3MOXKHOCTBbIO Oe30macHoro u 3(@ekTUBHOro
npuémMa MUIIH.

VY OonbpmmHcTBa (75; 88%) nerell HyTpUTHBHAsl MOJJEP)KKA MPOBOJAMIACH METOAOM CHUIIMHIA C
UCTOJB30BAHUEM CYXUX M JKHJAKHX, TOTOBBIX K YHNOTPEOJICHHUIO, CIEHHATU3UPOBAHHBIX CMeECced JUIs
SHTEpAJIbHOrO THTaHusg. Yepe3 6 Mec. OT Hayajla AMETOTEpPANuU CTaTHCTHYecku 3Hayumo (p<0,05)
YBEJIIMYWINCH CPEHME 3HAUEHUsl Z-SCOreS aHTPOIMOMETPUUYECKUX MHJIEKCOB Macca/Bo3pact, UMT/Bo3pacr,
OCTII/Bo3pacr, a Taxxxe TKXKCT/Bo3pacr (Tabu. 11).

Onenka nokasaresei, XapaKTepu3ylIUMX HapylleHUs npuéMa MWLM, CBUJIETEIbCTBOBAJIA O TOM,
YTO MOAOOpP KOHCUCTEHIIMH, UCIIOJIb30BaHUE MPOAYKTOB-3aryCTUTENCH, Ha3HAUCHUE CIEeIMATU3UPOBAHHBIX
CMecell SHTEpaTbHOrO MUTAHUS METOAOM CUIIMHIa CIOCOOCTBOBAlO CTaTHCTUYECKH 3HaunuMoMy (p<0,05)
YMEHBIICHUIO  TMONEPXMBAHUN  MUIIEH W/HWIK  NUTBEM, JIIUTENBHOCTH  KOPMJICHHS, SIMHU30]10B
CPBITUBAHHIA/PBOTHI ITOCIIE KOPMIICHHS.

Taboauua 11. IunamMuka anTponomerpuyeckux nokasareieil y aerei ¢ JLII u HexocTaTouHOCTHIO
NUTaHUS HA (POHE MPOBOAMMOIi queToTepanuu (N=75)

ToKasaTeis Jlo HazHaueHus UYepes 6 mec. P
JIMETOTEePAITiU JMETOTEePaITiU
Macca tena, xr, M£SD 14,38+6,31 15,24+4,60 0,25
Poct, cm, M£SD 105,99+18,24 109,89+17,86 0,18
Z-score macca/Bo3pact, M+SD -3,64+1,52 -2,66+1,18 0,009
Z-score UMT/Bo3pact, M+SD -3,16+1,41 -2,61+1,51 0,05
Z-score poct/Bo3pact, M£SD -2,10+1,52 -1,78+1,77 0,38
Z-score OCTII/Bo3pact, M£SD -1,51+1,59 -0,48+0,15 0,003
Z-score TKXKCT, M£SD -1,6+0,8 -0,5+0,24 0,015

I'actpocTtoma Obina ycranosiena 10 (12%) mersm B Bo3pacte oT 2 a0 7 jeTr 6 mec. Y Bcex
ManueHToB ObUl crmacThyeckuil Terpamape3. [lpu opraHuzanuu NUTaHUS 4Yepe3 TracTPOCTOMY, KpoMe
CHEUUATU3UPOBAHHON CMECH JUIsl DHTEpPAJbHOTO TMHUTAHUA HCIOJIB30BAIUCH TOMOTE€HU3UPOBAHHbBIE
MPOJYKTHI MPOMBIIIIEHHOTO BBITYCKa WK MpoTépTast muina. Ha ¢oHe 30HA0BOTO MUTaHUS y BCEX JETei
OTMCUYCHA MOJIOXKUTECIIbHAA JUHAMUWKA B BUAC YIYUIICHUSA O6HI€FO COCTOSAHHUA U CTAaTUCTHUYCCKHU 3HAYUMOI'O

YBEJIMUYCHUS AaHTPOIIOMETPUIECKUX TIOKa3aTesel 1 HHAEKCOB Yepe3 6-18 mec. nquerorepanuu (tadm. 12).
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AHTPONIOMETPHYECKUX IOKa3aTejled Yy jaerei

Cco

CIIAaCTHYE€CKUM

TeTpanmape3doM, nmoJyd4aBliuX HYTPUTUBHYIO NMOAACPIKKY Ye€pe3 racrpocromy (n:10), B 3aBUCHUMOCTH

OT NPOTO/IZKUTECJIbHOCTH TUETOTEPAIIHA

Jlo mocranoBku | Yepes 6-12 mec. | YUepes 12-18 mec.
IToka3zarens racTpoOCTOMBI JUCTOTCPpAIIUU JUCTOTCpaAIIu p
1) (2) 3
Bo3spact, mec., M+SD 50+£29 65+28 68+31
Macca Tena, Kr, p1-2=0,05
M+SD 10,6+5,26 15+4,45 15,28+4,66 01.5=0.05
Pocr, cM, M+SD 94,97+20,75 105,58+15,36 106,7+16,28 Bl‘zfg’ﬁ
1-3—Y,
Z-score _
Macca/Bo3pacr, -4,20+1,42 -1,945+1,62 -1,77+1,33 P12=0,005
M=£SD p1.3—0,003
Z-score pocT/BO3pacr, ) i ) p1-2=0,07
MSD 2,32+1,49 1,36+1,52 1,12+1,39 01.5=0.04
Z-score p1-2=0,01
UM T/sospact, M+SD -4,01+2,00 -1,86+1,70 -2,04+1,65 01.4=0.03
Z-score 005
OCTII/Bo3pactr, -1,8+0,85 -0,96+0,5 0,24+0,12 p1-2: '
M<SD p1-3—0,04
Z-score ~0.11
TKXXCT/Bo3pacr, -1,7+0,72 -0,91+1,43 -0,4+0,22 P1-2=1,
M+£SD p1-3—0,05

C uenpio mpopMIaKTUKH, CBOEBPEMEHHOTO BBISBICHHUS M KOPPEKIMH HYTPUTHUBHBIX HAPYIICHUH Y
nereit ¢ JUII, mocrtymarommux Juis NpOBEASHHs peaOuiaMTalM, Oblla HpOBEIEHAa MEXKYIbTypHas
ajanTanyMsg M BaJIWAALUsS  PYCCKOSI3BIYHOW BEPCHMM  HMHCTPYMEHTAa CKpHUHMHIa TPYIHOCTEH ¢
KOPMJICHHEM/TJIOTAHUEM W HEIOCTaTOYHOCTH MHUTAHHs Yy JeTed ¢ JeTCKUM LepeOpalbHbIM MapaanuoM
(Feeding and Nutrition Screening Tool, FNST). OnpocHuk npeaHa3HadyeH IS 3alOJHEHUS POTUTEIISAMH,
COCTOUT W3 4-X BOMPOCOB W TIO3BOJIAET BBISBIATH TMAIMEHTOB, HYKIAIOIUXCS B KOHCYJIBTAIlMM Bpada-
JMETOoJIoTa U/WJH JOTronesa.

B mpouecce Banuganuyu CKpUHUHT C HCIOJIB30BAaHMEM aJallTUPOBAHHON PYCCKOSA3BIYHOW BEpCUU
ompocHuka ObuT mpoBeneH y 68 gereit ¢ JIII B Bo3pacte or 2 mo 17 ner 6 Mec. C pa3TuYHBIMH
npurarenbHbiMu HapytieHusiMa (GMFCS 11-V). Ouenka nokasana, uto y 22 (32,4%) nereit cymma 6aiuioB
[0 OTPOCHUKY cocTaBmia 3 wiu 4, 4TO yKa3blBaJlo HA PUCK HApYyIIeHUH KopmieHus/rnoranus i HIL. B
Mpolecce BaMIAINK ObllIa yCTaHOBJICHA BhICOKAst Han&XHOCTH (kanma Kosna cocrasumna 0,91 [95%/1U 0,80
—1,0], p=0,001), ckopocTh 3amoyHeH s OMPOCHHUKA (CpeHee BpeMsl 3allOJHEHHSI OMPOCHHKA cocTaBmiio 50
CeK.), YyBCTBUTECIBHOCTH 73,7% (95% JIN 48,8-90,8) u cneumuduunocts 83,7% (95% AU 70,3-92.6) B
BBISIBJICHUH JIETEH CO 3HAYUTEIBHBIMU HapylIeHUs MU Oe3onacHocTd kKopmiteHus/riiotanus (EDACS 1V-V).
ANTOPUTM JUArHOCTHKH, JUETOTEpanmud W NPOPUIAKTUKA HEAOCTATOYHOCTH THTAHUA B pPaMKax
JMETOJIOTMYECKOr0 COMPOBOXKIACHUS Jered co cnactuueckumu (opmamu LI, nocrymaromux Ha

peadbmIHTaIuio, IPEeICTaBlIeH Ha puc. 14.



e Oripoc poauTeNel ¢ MOMOIIBIO PYCCKOA3bIYHON Bepcun VIHCTpyMeHTa CKpMHHMHTA TPYIHOCTEN C
KOPMJICHHEM/TTIOTAaHUEM U HEJJOCTAaTOYHOCTHU MUTAHUS Y JIeTeH ¢ IeTCKUM LiepeOpaIbHbIM
napanuioM (FNST)

e I13mepenue maccsl Tena, pocta, OCTII npu noctynieHuy, BHECEHUE JaHHBIX B UCTOPUIO OOJIE3HU

1-2 6amna mo onpocHuky FNST

A 4

JI000i1 mokazarean Z-score <-2 SD:

Macca/Bo3pact
Macca/nnmuna, UMT/Bo3pact
OCTII/Bo3pact

HECT

Crannaptroe nutanue (OB/L,
HI/T), unauBUayaJIbHAS JUETA C
110/100pOM KOHCUCTEHIINH 0TI,
HCIIOJIb30BaHUEM 3aryCTUTENEN

MUY, TOCTYPAIBHBIN PEXKUM

\_

\

Ja

-
3-4 6anna o onpocHuky FNST

YkazaHue Ha OTCYTCTBHE MPUOABKU MacCChI

Tesa/yObUTh MacChl TeJia

v

Koncynbranus Bpaya-aueTonora ¢
> yriay0nEHHON OLIEHKON HYTPUTUBHOIO

—

HET HCAOCTATOYHOCTHU
IIMTaHUA

[ EDACS I-1lI ]
v
/CTaHHapTHOC nutanue (OB/I, IHI[),\

HHAUBUAYyAJIbHAA 1U€TA C HOI[60pOM
KOHCHUCTCHIIMN 6.]'[10,[[, HCIIOJIb30BaHUEM

3aryCTUTEIIEH MUY, IOCTYPAIbHBIN
pPEXHM + cleluaTu3HpPOBaHHbIe
JedyeOHbIe CMecH ISt
JAONOJIHUTEJIBHOI0 NIEPOPAJIBLHOI0

QI/IT&HHH /

cTaTyca, OlleHKa ClIOCOOHOCTH TPUHSATHUS
UL ¥ Kuakocty 1o mkaie EDACS

\

)

v

yMepeHHast/TsHKENas HeJ0CTaTOUHOCTh
MUTaHUSA

v
[ EDACS IV-V ]

v
KCTaH}IapT]—[oe nutanue (OBJI, LI 1)

NpoTéPTOE, MHANBUAYAJILHAS THETA C
M0100POM KOHCUCTEHIIUHU OJTIO]I,
UCTIOJIb30BaHUEM 3aryCTUTEIICH MHUIIIH,
MOCTYPaJIbHBIN PEXUM +
CHenUATN3HPOBAHHBIE JedeOHbIe CMeCH /I
JOTIOJTHUTEILHOTO TMEPOPATbHOT0 MUTAHUSA
NJIN yacTH4YHOE MJIH MOJTHOE 30HA0BOE

unTa}me (HaJI02KeHHMe TACTPOCTOMBI)

Pucynok 14. AnropuT™ IMArHOCTUKH, ANETOTEPANNU U NPOPUIAKTHKH HEJOCTATOYHOCTH MUTAHUA B PAMKAX IMETOJOrHYecKOro

COnpoBOXAeHus AeTel co cnactudeckumu popmamu LI, nocrynaommx Ha peadUIMTAIUIO

~

J
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IIpenuKTOpPBI HEIOCTATOYHOCTH NMUTAHUA Y JIeTel ¢ XUPYPrUu4ecKoi naroaoruei

[TarueHTHl ¢ XUPYPruuecKUMH 3a00JIeBaHUsIMH — HEOThemiieMasi 4acTh JIeTeH, MOCTYMAIIMUX Ha
Jie4eHne B MHOronpo@uibHbIM cranuoHap. Jlo6oe oOmMpHOE XUPYPrUYEeCKOe BMEIIATEIbCTBO MOXKET
npuBoUTh K paszBututo HII, Tpedyroieil Ha3HaueHNs CBOEBPEMEHHON HYTPUTUBHOMN MOAJIEPKKU. B cBsI3u ¢
4eM, B YCJIOBHUAX OTCYTCTBMS PEKOMEHJAlMi MO0 NEepUONEPallMOHHON HYTPUTHUBHOW IOATOTOBKE
NeANATPUUYECKUX XUPYPrUYECKUX MAIMeHTOB, ObUIO MPOBEACHO HCCIEAOBAHUE 110 OMNPEICIICHUIO
npeaukropon HII.

B uccienoanue BitoueHo 205 gereit B Bo3pacte oT 2 mec. 1o 17 jer 8 mec. (Meauana Bo3pacra 6
ner 8 mec.), u3 Hux 137 (66,8%) manbuukoB u 68 (33,2%) nesouek. Ha momenT rocnuranuzanuu 130
(63,3%) nereit 6b1T0 B Bo3pacte oT 2 Mec. A0 7 netT (Tadu. 13).

Ta6mumna 13. CpaBHUTe/bHAs XapaKTePUCTHKA TMOKa3aTeseil NANMEHTOB € XHPYPru4eCKUMHU
3a00/1€eBaHUSAMH B 3aBHCHMOCTH 0T naroJoruu (N=205)

Xupypruyeckasi maToJorus
abJIOMUHANIbHAS, | YPOJIOTHYECKas, | TOpakKaibHas,
IToxazarenu n=97 n=63 n=45 p
1) @) 3)
Cpennuit Bo3pacT Ha 7,24+5,7 6,6+5,6 5,6£5,5
MOMEHT TOCITUTATH3AIIHH, (4 mec-17ner 9 | (2 mec-17 mer 6 | (5 mec-17 ner 6 >0,05
aet, M£SD (min-max) Mec) Mec) Mec)
Cpennuii 6amn
HYTPUTHUBHOTO PUCKA MO 2,12 0,98 3,57 <0,001*
onpocHuky STRONGkids
BbIcOoKHII HYTPUTUBHBIN
PHCK IO OIIPOCHUKY 27 (27,8) 5(7,94) 28 (62,2) <0,05
STRONGKids
Hanuune xpoHnueckoro 63 (64,94) 60 (95,23) 44 (97,77) P1-2<0,001
3abosneBanus, N (%) ’ ’ ’ p1-3<0,001
Z-score poct/Bo3pact, ) ) p1-3=0,031
MSD 0,02+1,50 0,26+1,35 0,58+1,69 0>5=0,002
Z-score Macca/Bo3pacr, ) )
M4SD 0,21+1,52 0,21+1,02 1,02+1,99 <0,05
Z-score UMT/Bo3pacr,
MSD -0,26+1,39 0,14+1,29 -0,79+1,65 <0,05
Z-score Macca/Bo3pact <-2
SD, n (%) 11 (11,3) 2(3,2) 13 (28,9) <0,001
Z-score poct/Bo3pact <-2 p1-3=0,009
SD, n (%) 6 (6,2) 4 (6,4) 7 (15,6) 054=0.011
Z-score UMT/Bo3zpact <-2
SD, n (%) 8 (8,2) 1(1,6) 12 (26,7) <0,001
[TpoaoKUTENbHOCTh
rocrnuranu3anum, 1au, Me 11 (8-15) 8 (5-12) 21 (13-25) <0,001
(Q1-Q3)

[Tpumeuanue. *Ecnu 11 ypOBHS 3HAUUMOCTH (p) HE YKa3aHbI Mapbl CPAaBHEHHUS, TO IPUBOIUMOE

3HAYCHUE CIIPABCAJIIMBO JJIs1 BCEX CPAaBHUBACMBIX ITap
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BonpmmncTBo (97; 47,3%) nereit moctynaio ¢ abAOMUHAIBHON MATONIOTHEH ISl PeKOHCTPYKTUBHO-
IUIACTUYECKUX OMNEepaluid - BOCCTAHOBJIEHUE MPSAMON KHUIIKM M MPOMEKHOCTHOM MPOKTOIUIACTUKH,
TPaHCAHAJIBHOM PE3EeKIUH MPSAMON KUIIKH, TOTAJbHOW KOJDKTOMHHM, 3aKPBITUS WJIEO- U KOJIOCTOM, 63
(30,7%) c yposIorM4ecKoil maToJIOTHel AJid MJIACTUKH JIOXaHKU U MOYETOYHMKA, JICUCHUs Bapukoueie, 45
(22%) — B xupypruyeckoe TopakaabHOE OTACICHUE TS KOJI0330()aroriacTHKU, HAIOKEHUSI TaCTPOCTOMBI,

¢bynnomnukanuu o Hucceny.

Jns  BbIABIEHUA  NPEOUKTOPOB  HEAOCTATOYHOCTH  NUTAaHUS  METOAOM  MHOYKECTBEHHOU
JIOTHCTUYECKON perpeccur OBUIM TPOAHAIM3UPOBAHBI CIEAYIOUIHE (PAKTOpbl: BO3pAacCT HAa MOMEHT
rOCHUTANIN3AlMM, II0J, XapakTep XHUPYprMUecKOM NaToJOIMM, TIpylnlna HYTPUTUBHOIO pHUCKA IO
agantupoBaHHoMy onpocHuky STRONGKkids, Hamuume XpoHWYECKOro 3a00J€BaHUs, KOHIICHTPAIUH
obmero Oenka, anpOymumna, CPb. B pe3ynprate aHanm3a yCTAHOBJIEHBI CTAaTHCTUYECKH 3HAUYUMBIE
npeaukropsl octpoi HII, xoTopble MO3BOJIAT BBLACIATH JETEH, B IEPBYID OYEPEAb HYKIAIOUIMXCS B
KOHCYJIbTAllUM Bpauya-AHeTosora, yriyOn€éHHOW OLEHKE HYTPUTHBHOIO cTaTyca M JAMETOJIOIMYEcKOi
KOPPEKLUHA B MPEAONEpPaMOHHOM INEPHOJE: BBICOKMI M CPEIHHIl HYTPUTHUBHBIA PHUCK, XPOHUYECKOE

3a00JIeBaHNE M TOpaKalbHas maTtoaorus (tadm. 14).

Ta6auua 14. IlpeAuKTOPHI OCTPOI HEJOCTATOYHOCTH MUTAHMS Yy AeTell ¢ XMPYPru4ecKoii narosorueii

[Tpenukrop OtHowenue mancos (95%/11) p
BbICOKHI HYTPUTUBHBIN PUCK 10 i
agantupoBaHHoMy onpocHUKY STRONGKkids 4,3 (1,3-16,0) 0,01
Cpennuii HyTPUTUBHBIN PUCK 11O i
agantupoBaHHoMy onpocHUKY STRONGKkids 3.2 (11-15.9) 0,01
XpoHuueckoe 3a00JIeBaHNe 2,0(1,1-13,7) 0,04
TopakaibHast TaTOIOTHsI 1,2 (0,9-8,2) 0,05

Pe3ynbTatThl Hcciie[0BaHus MO3BOIUIN C(HOPMYIUPOBATH BBIBOABI M MPAKTUYECKHE PEKOMEHIAINH.
BbIBO/IbI

1. ApanTupoBaHHas U BaJuAMpOBaHHas pycckosizbiuHas Bepcus onpocHrka STRONGkids nist ounenku
HYTPUTUBHOTO PHCKAa MMEET BBICOKYIO HaJI&KHOCTb, CKOPOCTh OLEHKH, YyBCTBUTENbHOCTH 100%,
cneunuyHoctb 24,9% B BBIIBICHUU JETed C OCTPOW HEAOCTATOYHOCTHIO MHTaHUs. Bpicokuii
HYTPUTUBHBIA PUCK SBISIETCS HE3aBUCHMBIM  HEONAroNMpHATHBIM  (AKTOPOM  YBEITUYCHUS
MIPOIOIDKUTETFHOCTH TOCITUTAH3AIHH.

2. Tlo pe3ynbTataM CKpUHUHIa HYTPUTHUBHOTO pucka 77,3% TocnuTalIn3upOBaHHBIX JETeH UMEIOT PHCK
HE/I0CTaTOYHOCTH NUTaHus, u3 HUX 10,7% - Bbicokuil. B rpymnme BbICOKOTO HYTPUTHUBHOI'O PUCKA

O00aBITUHCTBO (66,7%) MAIIMEHTOB YK€ UMEIOT HEIOCTATOYHOCTh MUTAHUs. BBICOKMIT HYTPpUTUBHBIN
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PUCK XapakTepeH [uis JeTeid ¢ MYKOBHUCIHIO030M, JACTCKUM IepeOpalibHbIM IapalindoM,
BOCHAJIMTEIbHBIMU 3200JI€BaHUSIMHU KUIIEYHUKA.

AccouuupoBaHHasi ¢ XPOHUYECKHUMH 3a00J€BaHUSIMH HEOCTATOUYHOCTh NMUTAHUS UMEET BBICOKYIO
qactoty - 14,6% (octpast y 9,1%, xpounueckas y 7,4%, cmemannas gopma - y 1,9% nanueHTos) u
3aBUCHUT OT HO30JI0TMH. BbICOKas yacToTa HEOCTaTOYHOCTH IUTAHMSI OTMEYAETCsl y NMALUEHTOB C
Oone3nsiMu HepBHOM cucreMbl (43,8%) u Hellpoopronenuueckoir mnatoiorueit (40%), c
Kapauoxupypruueckoi naronorueii (33,3%), Oonesnsmu opranos nuiieBapenus (19,5%). Menuana
IIPOJOJDKUTEIBHOCTH TOCHUTAIN3ALNN JETeH € OCTPOH HEAOCTAaTOYHOCThIO nuTaHus B 1,3 pasa
Boie (p=0,01), yem y aereli ¢ aneKBaTHBIM HyTPUTUBHBIM CTaTYCOM.

VY nereil ¢ kapauojgorudeckuMu 3adosieBaHusAMHU, ocnoxHEHHBIMU XCH, ocTpas HeZ0CTaTOYHOCTD
MUTAaHUS UMEET BBICOKYIO 4acToTy (26,8%), koTopass MakCUMallbHa Yy JIeTel MepBOro roja >KU3HU
(53%) wm 3aBucut ot craaum XCH. YcTaHOBIEHBI MPETUKTOPBI OCTPOH YMEPEHHOU/THKENOM
Hegocrarounoctd muranust: XCH 26 cr., KIMHMYECKHE CHUMIITOMEL - CIa00CTB/BSIIIOCTD, OTKA3 OT
€/1bI/CHUYKCHHBIN alleTUT, OJIbIIIKA P KOPMIIEHUH, IPEeKpaleHre TpuémMa Uiy, paHHUNH BO3pacT
Ha MOMEHT 3a0oneBaHus (10 3 JET), BBICOKAsl KOHIICHTpAIUS MPO-HATPUHYPETHUECKOro MEenTHaa
proBNP (>1500 nr/mu), Huzkas gpakuust Beiopoca no Cumrcony (<36%).

Pazpaborannsie qudepeHnrpoBaHHbIe IO BO3PACTY MOAXOAbI K HA3HAYCHHIO JICUCOHOTO MUTAHUS Y
nereit ¢ XCH sBnstorcs 3¢ (QEKTHBHBIMU, YTO TMOATBEPKAACTCS CHIDKCHHEM B 2 pa3za 4acTOTHI
OCTPO¥ U XPOHUUYECKOI HETOCTATOUHOCTH MUTAHUS uepe3 3-18 MecsieB oT Hayala AUeTOTepanuu.
Jletn co cmacTU4YecKUM IiepeOpaibHBIM MapalnuoM HMEIOT Oojiee HU3KHE aHTPOMOMETPHYECKHe
MOKa3aTelau IO CPAaBHEHHUIO CO 3/I0POBBIMH CBEPCTHHUKAMU IpU OILIEHKe Mo craHpapram BO3:
3aIepxKKy pocta - 25,7%, nebunutr maccel Tena - 44,8%, OCTpYyIO HEJOCTATOYHOCTh MUTAHUS -
39,1%, mnpeumymniecTBeHHO 3a cu€T Tsbk€nou crenmeHu (26,4%). C  yBenmWYEHHEM TSXKECTH
JIBUTATEIbHBIX HAPYILIEHUHN BCE aHTPOIIOMETPUUYECKUE TIOKA3aTENN CHIDKAIOTCS.

VY cTaHOBIIEHO YJIOBIETBOPUTENBHOE corjlacue Mexy ctanaapramu pocta BO3 u cneunduueckumu
KpuBblMH pocta it gered ¢ JIIII B OLEHKe aHTPONOMETPUYECKUX JaHHBIX M BBIBICHUHU
HEIOCTATOYHOCTH MUTAaHUS y manueHToB ¢ ypoHeM GMFCS I-1I (k=0,28 [95%/U1 -0,23-0,63],
p<0,05), mpu ypousix GMFCS III-V cornacue orcyrctBoBaio (k=0). VY gereid ¢
YMEpPEeHHBIMU/TSDKENBIMU 1BUTaTeNbHbIMU HapylieHusmMu (GMFCS 1II-V) cnenududeckue kpusble
pocta st aetet ¢ JJLIT MoryT OBITH MOJIE3HBI )11 CKPUHUHTA HEJIOCTATOYHOCTH ITUTAHHMS.

VY nanuentoB ¢ JIIII, He3aBucuMO OT Bo3pacTa W Mojla, MUTaHWE ACPHUIIMTHO MO KaJTOPUHHOCTH
(77% ot HOpM (UBMONOTHYECKUX MOTpeOHOCTEH) MpU HOPMAIBHOM cojepkanuu Oenka (16% ot
obmeit kamopuitHocTH). [loTpebnenne mnuieBbIX BemecTB y aetedl ¢ ypoaem GMFCS V-V
cTaTucTUYecku 3HauuMo Huke, yeM ¢ ypoBHeM GMFCS I-III u cocraBusier 70% u 82% ot HOpM

(bU3MOIOrNUeCKUX MOTPEOHOCTEH, COOTBETCTBEHHO.
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Pycckosizpiunass Bepcusi «MHCTpyMEHTa CKPUHUHTA TPYOHOCTEH C KOPMIICHHUEM/TIIOTAHHEM U
HenoctatouyHocT mutanuss  y gaered ¢ JIII (FNST)» wuMmeer BBICOKYIHO HaJI&KHOCTD,
qyBCTBUTEIbHOCTh 73,7% u cnenupuvHocts 83,7% B BBIBICHUM JE€TE€d CO 3HAYUTEIbHBIMU
HapyeHusIMHA Oe3omacHocTH npuéma nuiy u nuThst (EDACS 1V-V).

VY nereil ¢ XUPYPrU4eCKOW MATOJIOTMEH MPEIUKTOPAMU HEIOCTATOYHOCTU IHUTAHUS SIBISIOTCS:
BBICOKMA ¥ CPEIHMA PUCKH 10 amanTtupoBaHHoMy onpocHuky STRONGKkids, wHamumume

XPOHHUYECKOI'0 3a00JIEBaHUS U ONEepallui TOPAKAIBLHOIO IPOQUIIS.
INPAKTUYECKHUE PEKOMEH/JIALIUN

BceeMm manuenTaM, mOCTYNaOMIMM Ha JIeUeHHE B MHOTONIPO(UIIbHBIC IEANATPUIECKUE CTALlMOHAPHI, C
IENIBI0 BBISBIICHHUSI PHCKAa HEIOCTATOYHOCTH MHUTAHUS, PEKOMEHAYETCS MPOBOJUTH HYTPUTHUBHBIN
CKPUHHHT 10 BAJIUAUPOBAHHOM PyCCKOsI3bIYHOM Bepcun onpocHrnka STRONGKidS.

HyTpuTuBHBI CKPHHMHT B TIEPBYI0 O4Yepelb pPEKOMEHIYeTCs TMPOBOAWTH Yy JETeH ¢
MYKOBUCIIHJIO30M, HEBPOJIOTMYECKHMMH 3a00JIEBAaHMSIMH, BOCHAJIUTEIBHBIMU  3a00JICBAaHUAMHU
kunieyHrka (0osie3Hpt0 KpoHa M SI3BEHHBIM KOJHMTOM), 3a00JIEBaHUSIMH CEPJIA, OCIOXHEHHBIMU
XCH, TopakaJlbHOW XUPYPrUUECKOW MaTOJIOTHUEN.

Y Bcex Jereil MpW rocruTalu3ali B MHOTONPO(MUIBHBIN CTalMoHAp 00s3aTENbHO HM3MEPCHHE
Macchbl Tella U POCTa C IMOCJEAYIOIIEeH OIIEHKOM aHTPONOMETPUYECKUX ToKka3areneit (Z-score
Macca/Bo3pact, poct/Bo3pacTt, macca/mmuHa win UMT/Bo3pact) o cranmapram BO3. V nanueHTos,
UMEIOIINX HECKOJIBKO aHTPOMOMETPHUYECKUX U3MEPEHUI, JOKHA YUYUTHIBATHCS UX TUHAMUKA.
JleTsiM, y KOTOpBIX HEBO3MOXKHO M3MEpPUTh MacCy Tela WIM POCT, IS OLEHKU HYTPUTHUBHOTO
cTaryca HEOOXOIUMO BBITIOIHATH AIbTEPHATHBHBIE U3MEPEHUs (OKPYKHOCTh CPEIHEH TPeTH Iuieya,
JUTMHBI CETMEHTOB KOHEYHOCTEH).

Jetu, uMeronue BHICOKHI HYTPUTHUBHBIN PUCK MO pe3yiabTaTaM CKpPUHHUHTA WM Maccy Tena, POcCT,
HUMT, OCTII <-2SD, a Ttakxke yka3aHMs Ha IOTEPIO HJIM OTCYTCTBHE NPHUOAaBKM MacChl Tela,
HYX/TAIOTCST B KOHCYJBTAllMM Bpada-IUEeTONIOra, YrIIyOJEHHOH OLEHKe IUIIeBOTO CTaryca u
Ha3HAYEHUH MEPCOHN(PUITMPOBAHHON HYTPUTHBHOM MOIIEPKKH.

VY nereit ¢ JUII ns BeIABIEHUS HEOOXOAMMOCTH KOHCYJBTAIlMU Bpaya-AHeTOJIOTa U/UIH Joromneaa
pPEKOMEH/IyeTCs HCIOJIb30BaTh AJalTUPOBAHHYI0 W BaJIMIUPOBAHHYIO DPYCCKOS3BIYHYIO BEpPCHIO
«lHCTpyMEHTa CKpUHUHTa TPYAHOCTEW C KOPMJICHHEM/TJIOTAHWEM W HEIOCTATOYHOCTH MUTAHUS
(FNST)».

Cpean Xupypruveckux MaIllMeHTOB CKPUHUHT HYTPUTHBHOTO PHCKA B TEPBYIO OYepelb JOKEH
MPOBOAMUTHCA Y OONBHBIX TOpaKaIbHOTO Mpodums. [TarueHTs co cCpeTHUM U BBICOKUM PHCKOM TIO
pe3yJibTaTaM CKpUHHHTA HYXIAIOTCS B KOHCYJBTAIlMM Bpaya-IUETONOTa M IPEIoNepanioOHHON

HYTPUTUBHOM MOJJIEPIKKE.
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. P a3pa60TaHHHe AITOPUTMBL  TUCTOJIOTMUCCKOTO COHNPOBOXKACHUA PCKOMCHAYCTCA BHCIAPUTHL B
pa60Ty MHOI‘OHpO(bI/IJ'IBHBIX NCAUATPHICCKUX CTallMOHAapoOB JIIA BBIABJICHHUA z[eTeﬁ C
HEAOCTATOYHOCTBIO HI/ITaHI/Iﬂ/pI/ICKOM eé pasBuTHA C INOCJIBKO CBOCBPEMCHHOI'O HA3HAYCHUA

JUETOJIOTMYECKUX MEPOIIPUATHH.
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CIIUCOK COKPAILEHUI
BTD — 6enok-Tepsromas SHTEPONnaTus
BO3 — BecemupHas opranu3zanys 3paBOOXpaHEHHUs
BIIC - BpoxJIeHHBIE MOPOKH CEPALIA
JAKMII — qunaranrioHHas KapIHOMUONATHUS
JLIII - nerckuii nepedpanbHbIi napanuy
KKT — x)eny104HO-KUIIEYHBIN TPAKT
KM — xxupoBas macca
HNMT — unpnexc maccel Tena
KMIT - kapiuoMuonatuu

HII - HemocTaTOYHOCTH MUTAHUS
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H®II - HopMBI (pr3HONIOTHYECKUX TOTpEeOHOCTEN

OB/JI — o0muit BapuaHT AUETHI

OCTII — okpy>XKHOCTb CpeHEN TPETH ILIeUa

PKMII — pecTpukTUBHAsA KapAUOMHUONATHS

CPB — C-peaxkTuBHBII 010K

CUT — cpennenieno4yevyHbie TPUTTULIEPUIbI

TKXXCT - TonmuHa KO>KHO-)KUPOBOU CKJIAJKU HaJl TPULIETICOM

XCH - xponudeckas cepjieuHas HeJJoOCTaTOYHOCTh

M1 — mansmas guera

EDACS - (Eating and Drinking Ability Classification System) — cuctema kinaccudukanuy IpUHATHS
MUY U KUIKOCTU

ESPGHAN — Espomeiickoe 00mecTBO MEIUaTPHUUECKOW T'aCTPOIHTEPOJIOTHH, TeHaTOJIOTHH H
MUTAHUS

GMFCS - (Gross Motor Function Classification System) - cucremsl KiaccHpHUKAH OOJIBIINX

MOTOPHBIX (PYHKIIHIA



