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OBILIASA XAPAKTEPUCTHUKA PABOTDBI

AKTyaJ’IbHOCTL TEMBbI UCCJICTOBAHUA

OneHKa HYTPUTHUBHOIO CTaTyca TIAlMEHTOB CO CHACTHYECKUMH (OpMaMH JIETCKOTO
1epedpaIbHOTO Mapajinya MpeicTaBsgeT onpeaesieHHbie cinoxuoctu. s nereit ¢ LI xapakTepHsl
TUTIEPTOHYC MBIIII, MHOKECTBEHHBIC KOCTHBIC JIe(hOpMaIiy, KOHTPAKTYPHI CYCTaBOB, KOTHUTHBHBIC U
MIOBEJICHUECKUE HAPYIICHHSI, YTO 3aTPYAHSICT MPABUIBHOE U3MEPEHHUE POCTA U BBI3BIBACT COMHECHHUS B
IO/UIMHHOCTH TOJNydeHHBIX pe3ynbraToB [Marchand V, 2017]. [lyis oueHKH pocTa MalueHTOB CO
CHAacTUYECKUMHU (opMaMU AETCKOTO LepeOpajbHOro mapajniya MOMHUMO CETMEHTAPHOTO M3MEpPEHUs
JUTMHBI TeJIa B TMOJIOXKCHUH JIeXkKa, MOTYT OBITh MCIOJIB30BaHbl ABTCPHATHBHBIC METOJBI M3MEpPEHHUS,
TaKHe KaK BbICOTA KOJIEHA U JIMHa rojenu [Stevenson R, 1995].

VY manumentoB ¢ [T yacto mMeroTcsi COMyTCTBYIONIME 3a00JIeBaHMsI: racTpold3odareaibHas
pedrokcHast 00JIe3Hb, aCTTUPAIMOHHAS THEBMOHUS, OPOMOTOpHAs Auc(arus, CTpyKTypHas SITHIICTICHS
U JIp., IPUBOJAIIME K HApYIICHUSIM HYTpUTUBHOro craryca [Kamamosa A.A., 2021; Gulati S, 2018;
Aydin K, 2019; Dipasquale V, 2020]. HecornacoBatnHast paboTa MBIIIIL SI3bIKa M [JIOTKH, HAPYIICHUS B
paboTe 4YeNOCTHOTrO armapara MPUBOAAT K MEIJICHHOMY JKEBAaHHWIO, TPYIHOCTSAM MpPH TJIOTaHHH,
HEOOXOUMOCTH TOTPEOJICHUSI TUIIH JKUAKOW M IONYKHJIKOH KOHCUCTCHIIUH, BBICOKOMY PHUCKY
acmupalyyd BO BpPEeMs €Ibl U IHThS, M, KaK CICACTBHC - K PA3BUTHUIO HEAOCTATOYHOCTH IHTAHUS
[Arvedson J, 2013, Bell K, 2019]. HyrputusHbie (akTopbl, Takue Kak AeGUIUT OeiKa U KaJlopuil B
palyioHe 3a CYeT yMEHbIIEHUs 00beMa MOoTpeOasieMol MUIK, U3MEHEHHE DHEPreTUYEcCKOro oOMeHa
CIOCOOCTBYIOT HapYIIEHHUIO POCTa JAETEH, TO €CTh Pa3BUTHIO XPOHHUECKOW HEJTOCTATOUHOCTH TTUTAHUS
[Paulson A, 2017; Trivic I, 2019; Debelle G, 2022].

Cpenu mamMeHTOB C JCTCKUM IepeOpalibHBIM TMapalidyoM HEJIOCTaTOYHOCTh THUTaHUs
BBISBJISIETCSI ¢ yacToToi 10 60% [Scarpato E, 2017]. 111 00beKTHBHOTO aHAIN3a HYTPUTHBHOTO CTaTyca
neteit ¢ JJLIIT kpoMe aHTpOTIOMETPUYECKUX MTOKa3aTele He00X0IMMa OIIEHKA KUPOBOU 1 O€3KUPOBOU
Macchl Tejla, TaK KaK OHH HMMCIOT THIOTPOPHUI0 W aTPO(HIO MBI, CHUKCHHYIO MHHEPAIBHYIO
IUIOTHOCTh KOCTHOW TKaHU, HM3KYIO (U3WYECKYI0 aKTUBHOCTb M BBICOKHE YPOBHH JIBUTATEIbHBIX
napyenuit [Ctpokosa T.B., 2019; Akhter N, 2017; Condliffe E, 2016].

HyrputuBHas momuepkka SBISETCS HEOTHEMJIEMOH 4YacThi0 BEJCHUS MAIUEHTOB C
HEBPOJIOTUYCCKIMHE HapYIICHUSIMHU U HAIIPaBJICHA HA YITyYIIeHHEe X (PU3MYECKOTO Pa3BUTHUS U KaueCcTBa
xu3uu cembu [Turoa O.H., 2022; Labra J, 2020; Franco Neto J, 2021]. [Ipu ee Ha3HAYEHUU ACTAM C
JUIT HeoOxoauMoO YYHTHIBATH HAIW4YME KOMOPOWIHOW MATOJOTHUH, YTO TpeOyeT MpPHUBICUCHHS
MYJIbTHINCIMIUIMHAPHO#M KoMaH bl crienuanuctos [[Tak JI.A., 2019; Epperson M, 2019]. [TauueHTsI,

HMCIOIIUEC PUCK pa3BHUTHUMA HapymeHHﬁ MMUIICBOI0 CTaTyCa, CBA3AHHOI'O C HCAJACKBATHBIM IMTHTAHUCM,
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JIOJDKHBI BBISIBIISITHCS B MAKCHUMAJIbHO PaHHUE CPOKH, a UX JieueOHbIe PAIlMOHBI TPEOYIOT peryspHO
JaueTosiornveckoit koppekiuu [Haapala H, 2015].

BaxxHO OTMETHUTb, UTO MOAXO/IbI, UCIIOIb3YEMbIC JIJISI OPraHU3AIMK TUTAHUS 3J0POBBIM JCTAM,
HE BCerja MPUMEHMMbI K MAIllMEHTaM C HEBPOJIOTHYSCKMMH HAPYIICHUSIMH, TaK KaK COCTaB X Tela,
MBIIICYHBIA TOHYC, YPOBEHb (PM3MUYECKO aKTUBHOCTH U MOTPEOHOCTH B SHEPIHU U OEJIKE UMEIOT CBOH
0COOCHHOCTH H TPeOYIOT MEePCOHU(DUIMPOBAHHOIO TOAX0Ja C O00S3aTeIbHBIM TPHUBJICYCHUEM
cnenuanucra queronora [ITak JI.A., 2019; Duncan D, 2019; Lawlor C, 2020; Schepers F, 2022].

Takum o0Opa3om, pa3paboTKa aJropuTMa JUETOJIOTHUECKOrO COMPOBOXKIACHHS MAI[MEHTOB C
JICTCKUM I1IepeOpabHBIM MapaiuoM, B KOTOPOM BaKHOE MECTO OY/AET 3aHMMaTh OICHKA MHIIIEBOTO
cTaryca W HYTPUTHBHAs KOPPEKIMsS €ro HapyIICHHH, IO3BOJIUT TMOBBICUTh 3()(HEKTUBHOCTH
peadMIINTAIIMOHHBIX MEPONPHUATHI, YMEHBIIUTh YUCIO OCIOKHEHHH M YIYUIIUTh KadeCTBO JKU3HU

NanucHTOB U UX ceMeii.

Crenenpb pa3padOTAHHOCTH TeMbI HCCJIEIOBAHUS

B nHacrosiiee Bpems nu3ydeHue pakTopoB, MPUBOIALINX K HAPYLUICHUIO HYTPUTUBHOIO CcTaTyca
NAlMEHTOB C JIETCKUM IiepeOpalibHbIM IapajuyoM, IMPeJCTaBiseT O0cOoObIi MHTEpec IUIsi MHPOBOIO
HAy4yHOTr'0 COOOIECTBA, O YEM CBUETEJIBCTBYET YBEIUUYEHUE YUCIIA UCCIECJOBAHUN U MMyOJUKALUN 110
naHHoW Teme. OIHAKO MCCIEAOBaHUA, MOCBALICHHBIE M3YYEHUIO HYTPUTHBHOIO CTaTryca JETEH co
CHAacTUYEeCKUMHU (hopMaMHu JETCKOTO IEepeOpalbHOTO THapainya, BKIIOYAIOIIAE €T0 KOMILICKCHYIO
OLIEHKY MaJIOUUCIIEHHBI. B HacTosiee BpeMs OTCYTCTBYIOT pedepeHCHbIE CTaHIapThl 1 HOPMBI pOCTa
Jutst 6onbHbIX ¢ JILII, 4To yacTo MPUBOIUT K HEMPABUIBLHOM OIIEHKE MX (PU3MUECKOTr0 Pa3BUTHS.

B Hameit paboTe ycTaHOBIIEHO, UTO OLIEHKAa aHTPOIOMETPUUECKUX MOKa3zaTesel y MalMeHTOB C
JNETCKUM LepeOpaibHbIM MapailuuyoM MpPEJICTaBISIET ONpPEJEICHHbIE CI0KHOCTH, a HCIOJIb30BaHHE
nokaszarenst MT/Bo3pact B kauecTBe €AMHCTBEHHOIO Mapkepa JUisi OOBEKTHUBHOM IUArHOCTUKU
HapymeHni nutanus y geteit ¢ JJLI1 v BeIsIBIIEHNS HYKJAIOIUXCS B AMETOJIOTHYECKOM BMEIIATEIbCTBE
HEJ0CTaTOYHO. JlJIg aJeKBaTHOIO aHaJIW3a HYTPUTUBHOIO CTAaTyCca U COCTABJICHUS WHAMBUIAYaIbHOMN
POrpaMMBbI JIe4eO0HOT0 MUTAHUS HEOOXOIMMO JIOTOJHUTENBbHOE MPOBEICHNE OLIEHKH COCTaBa Tella C
UCTIOJIb30BaHUEM KAJIMIIEPOMETPUU W/WIIM OMOMMIIETAaHCHOTO aHaIN3a, U BHEJPEHUE TaHHBIX METOJIOB
B IJ1aH 00CTIeJOBaHUS AETEH C IETCKUM IIepeOpaibHBIM MapaaTudoM.

Brl1en310:xeHHO€E IT03BOJIMIO C(l)OpMyJII/IPOBaTL OCJIb U 3aa4M HACTOAIICTO UCCIICAOBAHMA.

Iean nccaenoBanmsi

Onpenenuts CTPYKTYPY HapyIIEHUH HYTPUTUBHOTO CTAaTyca IETEH CO cracTh4ecKuMu (hopMaMu
JIETCKOTO IepeOpayibHOTO0 Tapajinya W pa3padoTaTh ONTHMAIbHBIE METOIBI JIHETOJIOTHYECKON

KOPPEKLIHN.
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3agauun uccaer10BaHus

1. ITpoBecTH KOMILIEKCHYIO OLIEHKY HYTPUTUBHOIO CTaTyca JETeH pa3IMuyHOro BO3pacTa co
CHACTUYECKUMHU (POPMAMHU AETCKOr0 LepeOpaibHOro napainya.

2. Onpenenuts pacrnpoCTPaHEHHOCTh OpoQapUHreanbHOW JUc(aruy y MalUeHTOB C
JETCKUM LiepeOpalIbHbIM apaluyoM B 3aBUCUMOCTH OT TSKECTH JIBUTATEJIbHBIX HAPYIIECHUH.

3. OneHuTs CreKTp KOMOPOMIHON MaToJIOruu y OOJIBHBIX CO CHACTUYECKMMHU (OpMaMu

JETCKOTO 11epedpanbHOro napainya.

4. OneHuTs MOKa3aTeNM KOCTHOTO MeTabonm3Ma y JeTel ¢ JETCKUM LepeOpatbHBIM
napajanyom.

S. N3yuuTh CTPYKTYpYy HUTAHUS MAMEHTOB C JETCKUM LEpeOpaTbHBIM MapaTHuOM.

6. O06ocHOBaTh 1 pa3zpaboTaTh CIOCOOBI AUETOIOIMUYECKOTO COIPOBOXKICHHS U KOPPEKIMH

HEAOCTATOYHOCTH IMUTAHUA C BKIIIOUCHUCM CIICHUAIM3UPOBAHHBIX IMTPOAYKTOB SHTCPAJIBHOI'O MMUTAHUA,
OLCHUTH HX 9(1)(1)CKTI/IBHOCTI> B KOMIUICKCHOM pea6I/IJ'II/ITaI_II/II/I nNanucHTOB C ACTCKHUM I_Iepe6paJ'ILHBIM

apagnioM.

Hayynasi HOBM3HA

BriepBpie B meauaTpuuecKoi MpaKkTUKE Yy MAIMEHTOB C JAETCKUM LEpeOpaibHBIM HapalndoM,
IPOBEIEH HYTPUTUBHBIA CKPUHMHI 10 BAJIWAUPOBAHHOM PYCCKOSI3BIYHOM BEPCUU OINPOCHHUKA
STRONGKids.

BriepBble y neteif co cnactuyeckuMu (popMaMu JETCKOTO LiepeOpaabHOro napajinya mpoBeieHa
KOMILJIEKCHAsI OIleHKa HYTPUTHBHOTO CTAaTyca, BKIIOYABIIAs aHAJIH3 aHTPOITOMETPHUYECKIX WHICKCOB C
UCIOJIb30BAaHUEM KIJIACCMYECKHX M aJbTEPHATUBHBIX MapaMeTPOB U3MEPEHUs pOCTa, a TaKkKe COCTaBa
Tena.

BriepBble  BbIsIBIIEHA B3aMMOCBSI3b MEXKJY TSDKECTbIO JIBUTATENIbHBIX HapylIeHUH U
AQHTPOIIOMETPHUYECKUMH TTOKA3ATEISIMH Y IETEH CO CITacTUYeCKUMHU (pOpMaMu IETCKOTO 1epeOpaabHOro
napanuya.

Brnepsrie ornpezenena pacnpocTpaHEHHOCTh OpodapuHTealIbHON aucdaruu y neTei ¢ JeTCKUM
1epeOpalIbHBIM apaIuyoM ¢ ucnoib3oBaHueM mkainsl EDACS n anketupoBanus ponuteneii.

BriepBpie Ha OCHOBE M3y4YeHHsI MOKa3aTelsi KOCTHOro merabonmima B-CrossLaps ycranosieHa
B3aMMOCBSI3b MapKepa pe3opOI KOCTHON TKaHU C TSDKECTBIO ABUTaTENbHBIX HAPYIICHUN MAI[eHTOB
CO CIacTHYECKUMU (hOpMaMH JIETCKOTO IIepeOpabHOTO mapainya.

BriepBrie 060cHOBaHa U JI0Ka3aHa HEOOXOAUMOCTh IUETOJIOTMYECKOT'0 COMPOBOXKACHUS JIeTel ¢
NETCKUM IepeOpaiIbHBIM TIapaliioM, HAIMPABIECHHOTO Ha paHHEEe BBISBICHHWE MAIMEHTOB CO
CHIDKEHHBIM HYTPUTHBHBIM CTaTYCOM M NPOoOJIeMaMH, CBA3aHHBIMU C 0€30M1aCHOCTHIO IpUEMa MTHUIIIH.

Briepeie  nmokazaHa A(QQEKTHBHOCTh BIUSHHS JICYEOHBIX PAIMOHOB C  BKJIIOYEHUEM

CIICIUAJIN3UPOBAHHBIX cMmeceit OHTCPAJIbHOTO IIUTAHUA C MMOBBIIIEHHON IHIIEBOM OCHHOCTBIO,
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NPOIYKTOB-3aT'yCTUTENCH HAa  TOKa3aTedW  HYTPUTHUBHOTO  CTaTyca, CHIDKCHHE  YacTOTEHI
opodapuHreansHOl aUC(aruy, pecupaTopHbIX 3a00J€BaHUN U racTpold3odareaibHON pedIIOKCHON

00JIE3HU.

TCOPGTI/I‘{GCKaﬂ U NIpaKTUYEeCKasi 3BHAYUMOCTb paﬁoTbI

YcTaHOBNIEHO, YTO y MAalMEHTOB CO CHACTHYECKMMH (PopMaMu JETCKOTo IepedpajbHOro
napajivya Jajisi aJIeKBaTHOW OLICHKM AHTPONOMETPUUYECKHX IOKa3aTesied CYIIECTBYIOT CIIOKHOCTH,
CBSI3aHHbBIE C OCOOEHHOCTAMHU UX (PU3UYECKOTO U HEBPOJIOTHUECKOI0 CTaTyca.

Hayuno o0ocHOBaHa HEOOXOJUMOCTh KOMIUICKCHOW OIICHKHM HYTPUTHBHOTO CTaryca C
OTlpezieiecHuEM aHTPOIOMETpUUYECKUX HHIEKCcoB (Z-scores MMT/Bo3pact, poct/Bo3pact, Macca
TEJa/BO3PACT) U aHAJIM3a COCTaBA TEJa, YTO MO3BOJISET B pAHHUE CPOKH BBISBIISATH HAPYIICHUS TTUTAHUS
Y CBOEBPEMEHHO Ha3HAuYaTh a/IEKBATHYIO HYTPUTUBHYIO MOAAEPKKY netsam ¢ JLIIT.

Bricokas gactoTa opodapHHrealbHON TUCharud y MalueHTOB C TSHKEIBIMU JIBUTATEILHBIME
HapYIICHUSAMH, OOOCHOBBIBAET HEOOXOJUMOCTh MPOBEACHUS OILICHKU CIIOCOOHOCTH MPUHSATHS MUIIU U
*kuakocty no knaccudukanun EDACS y Bcex gereil ¢ 1eTCKuM 1epeOpaibHbIM MapainiaoM.

O6ocHoBaHa HEOOXOAMMOCTH  BKIIIOUEHUS  MEPCOHU(PUIIMPOBAHHON  JIMETOIOTUYECKOM
MOJJICPKKH B KOMIUICKCHYIO PEa0WIMTAIMI0 TAIUEHTOB C JIETCKUM IIepeOpaIbHBIM TapaandoM U
HEJOCTAaTOYHOCTHIO MUTAHUS, YTO MPUBOJUT K YJIYYIICHHIO TMOKa3aTeleld HYTPUTHUBHOTO CTaTyca U
CHIKEHHUIO YaCTOThl KOMOPOHIHON MATOJIOTHH.

Pa3paboTanHblif adropuT™M JAHETOJOTMYECKOTO COIMPOBOXACHUS MAlUEHTOB C JACTCKUM
1epedpaabHbIM MapajudoM B 3aBUCUMOCTH OT HX HYTPUTHUBHOTO CTaTryca M BBIPAKEHHOCTH
OPOMOTOPHON AUCPYHKIMH TMOKa3al BBICOKYIO 3(()EKTHBHOCT, U MOXET ObITh BHEApPEH B paboTy

NEANATPUICCKUX U JCTCKUX HEBPOJIOTUICCKUX OTI[GJ'IGHI/Iﬁ CTallMOHAPOB.

MeToa0J10THsI 1 METOABI HCCJIEIOBAHUS

JuccepTanionHas pa0oTa BBIIIOJHEHA B IU3aiiHE OTKPBHITOTO MPOCIEKTUBHOTO UCCIIEI0OBAHUS C
UCTIOJIb30BAaHUEM KIIMHUYECKUX, Ja00paTOPHBIX, MHCTPYMEHTAIBHBIX M CTaTUCTUYECKMX METO/OB C
coONI0OZICHHEM TNPUHIUIOB J0Ka3aTeNbHOM MenuuuHbl. [IpoBeieH aHanu3 NpPUYMH HapyLIEHUs
HyTpuTHBHOrO ctaryca y 102 nereit ¢ JILIII B Bo3pacte ot 2 net 1o 16 get 9 Mecsues, CBSI3aHHBIX HE
TOJIbKO HEMOCPEJCTBEHHO C CcaMHUM 3a00JeBaHHEeM, HO U C KOMOPOUIHBIMU COCTOSHUAMU U
nepuuUTHBIM nuTaHueM. Jletm ObuM pasfeneHsl Ha 2 rpynmnsl: rpynmy 1 cocraBwin 53 (51,9%)
MaIyeHTa, UMEBIINX TsDKelble aBuratesbablie Hapymenus (GMFCS IV-V yposens), rpymmy 2 - 49
(48,1%) GONBHBIX C JETKUMU M yMepeHHbIe ABuratenbHbiMu HapyeHusMu (GMFCS I-111 ypoBeHs).

Pabora onobpena JlokanbHbIM He3aBUCHUMBIM 3THYEeCKHUM KomuTeToM OI'AOY BO I[lepssiii
MI'MY um. U. M. CeuenoBa (CeueHOBCKUM YHUBEPCUTET). PoauTenu Bcex malMeHToB, BKIIOYEHHBIX B

Uccie0BaHKe, Tl T00pOBOJIbHOE HHOOPMHUPOBAHHOE COTTIACHE HA YIaCTHE B HEM.
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OcHOBHbBIE I10JI0KEHH S AUCCEPTALIUH, BLIHOCUMbIC HA 3alIIUTY

1. Jletu co ciacTuuecKuMu (opMaMu JETCKOT0 [epeOpatbHOTO Mapajinya UMEIOT BEICOKYIO
YacTOTy HApYyIIEHWH HYTPUTUBHOTO CTaTyca: HEAOCTATOYHOCTh IMHTAHUs, 3aJIEPKKY pOCTa, pexe
U30BITOYHYIO MacCy Tena. TsDKecTb JBHUTraTelIbHBIX HAPYIICHWH KOPPEIHPYeT CO CTENEHBIO
HEJO0CTATOYHOCTU IMTUTAHMUS.

2. Hcnonb3oBaHue aHTpornoMeTpuueckoro mokaszarens MMT/Bo3pact B KadecTBe
€MHCTBEHHOIO Mapkepa Juisl OLEHKHM HehocTtaToyHocTu mnutanus y gereir ¢ JUII u BwiABieHus
HYX/IAIOLINXCS B IUETOJIOTHYECKOM BMEIATeNECTBE MaTonH(popMaTuBHO. OlLleHKa cocTaBa Tea u/uin
pacueT MpoIEeHTa KUPOBOI Macchl JOJDKHBI ObITh BKIIOYEHBI B KOMIUIEKCHOE OOCJIeOBaHHE JIeTeil C
YKa3aHHOW MaTOJIOTUEN B YCIOBHIX CTallMOHAPA.

3. [TarueHTsI ¢ TSHKETBIMU IBUTATENIbHBIMU HAPYIICHUSMH Yalle UMEIOT COMYTCTBYIOIINE
3a00JeBaHuA (CTPYKTYPHYIO STHJIETICHIO, ACHUPAIIIOHHBIC THEBMOHUH, XPOHUUECKHUE 3aMI0PHI), a TAKIKE
HApYIICHUsS CIOCOOHOCTH MPHUHATHUS MHUIIM M SKUIKOCTH, COOTBeTCTByromme I[V-V ypoBHSIM 1O
knaccudukanuu EDACS u xapaktepusyrommecss 3HAYUTSIBHBIMU OTPaHUYCHUSIMH O€30IaCHOCTH U
3¢ (peKTUBHOCTH TUTaHMS, MO CPABHEHUIO C JEThbMHU C JIETKUMH U yMEPEHHBIMU JBUTATEIbHBIMU
HapyIICHUSIMU.

4, Bricokue nokazarenu B-CrossLaps, Hu3kas 00ecred4eHHOCTh BATAMUHOM D, CHUKEHHas
¢u3uveckass aKTUBHOCTb, TSDKENbIC JIBUTATENbHBIE HAPYIIECHHUS, TPHEM IPOTHBOCYIOPOKHBIX
MIPEnapaToB SBISIOTCS (paKTOpaMU pHUCKa HapyIIEHUs: KOCTHOro MeTaboau3Ma. BeisiBieHa koppemnsus
MEX/y YPOBHEM JIBUTATEIbHBIX HAPYIICHUI U KoHIleHTparmel 3-CrossLaps B CBIBOPOTKE KPOBH.

S. Y 601bIIMHCTBA MAIMEHTOB C IETCKUM IiepeOpabHBIM [TapaIMuOM M0JIyyaeMoe MUTaHNe
ObUTO pa30aJlaHCHPOBAHO TIO0 KOJIMYECTBEHHOMY M KaU4eCTBEHHOMY COCTaBy, 0oJiee BBIpaKEHHOE NpHU
msok€nbix popmax (GMFCS IV-V), uro npuBoauiao kK aeuIUTy MOTPeOICHUs! Oelka U CHHKECHHIO
YHEPTEeTUYECKON IEHHOCTH PAallMOHA.

6. Pa3paborannas nepcoHnpUIMpOBaHHAS HYTPUTHUBHAS MOJICPKKA MAIUEHTOB C JETCKUM
1epeOpaIbHBIM TTAPATMYOM C BKIIFOYCHHEM CIEIHATU3UPOBAHHBIX CMECEi YHTEPATbHOTO MUTAHHS C
NOBBIIIEHHONW OHOJOrMYecKOW W MHIIEBOM IEHHOCTbIO, INPOJIYKTOB-3aryCTUTENIEH OKa3bIBaeT
MOJIOKUTETIbHOE ~ BIUSHME Ha TOKa3aTeldd HYTPUTHUBHOTO  CTaTyca, CHIDKEHHE  YacTOTHI
opodapuHreansHON TUc(aruu, pecnupaTopHbIX 3a00JeBaHUN U racTposzodareabHOM peIroKCHON

00JIE3HU.

CreneHu 10CTOBEPHOCTH U aNIPoOANMsA Pe3yIbTAaTOB HCCIEI0BAHUSA

HOCTOBepHOCTB 1 00BEKTUBHOCTD MMOJIYYCHHBIX PE3YJIbTATOB JUCCECPTALUOHHOTO UCCIICAOBAHUA

MOATBCPIKAAIOTCA pere3eHTaTHBHOﬁ BBI60pKOI7I NalMuECHTOB, JOCTATOYHBIM 00BbeMOM Ha6J'IIOIIeHPIfI,
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HCIIOJIb30BAaHUEM COBPEMEHHBIX JIUAarHOCTUYECKUX METO/0B, KOTOPbIE COOTBETCTBYIOT MOCTaBICHHBIM
HEJSIM U 33]1a4aM paboThlI.

Matepuansl W pe3ylbTaThl MCCIEAOBAaHUS JOJOXKEHbI M oOcyxaeHsl: Ha X u Xl
MeXIuCHUITTMHAPHBIX HAYYHO-TPAKTUYECKUX KOHTPECCax C MEXIYHApOJHbIM ydacTueM «Jlerckuit
nepeOpaabHbIil Tapaiud W JApyrue HapymieHus naBrkeHus y nereid (Mocksa, 2020, 2021 r1r.),
Bceepoccuiickoii HayqHO-TIPaKTHUECKOW KOH(PEPEHIINH ¢ MEKIYHAPOIHBIM ydacTHeM «MeauuuHcKas
BecHa» (MockBa, 2021 r), HayuHo-mpakTH4eckoil KOH(MEpPEHIIMU CTYJACHTOB M MOJIOABIX YUCHBIX
«Crynenukunckue utenus» (Mocksa, 2021 1), 53 u 54 Annual Meeting of the European Society for
Paediatric Gastroenterology, Hepatology and Nutrition (Bena, 2021 r, Konenraren, 2022 r), TpeTsei
Bcepoccuiickoit onumnuane «Buptyos [leguatpun» ¢ MmexaynapoansiM yuyactueM (Mocksa, 2022 1),
XI BcepoccuiickoM HayudHO-ipakThyeckoM (Gopyme «HeoTnoxHass Jerckas XUpPypruss u
tpaBmarosiorus» (Mocksa, 2023 r).

Ampobanusi auccepTaldyd COCTOsUIach Ha 3acelaHud Kadenpbl MNeAHaTpuud H  JETCKOU
peBMaTosiorun KinmHM4eckoro MHCTUTYTa AeTckoro 310poBbs nMenu H.®. @duatoBa PI'AOY BO
«IIepBblii MOCKOBCKHI TOCYTapCTBEHHBIN MeAuIMHCKHA yHuBepcuteT umeHu M.M. CeuenoBa»
MunucrepctBa 3apaBooxpanenus Poccuiickoit @epepanun (Ce4eHOBCKUU YHUBEPCUTET) OT
14.04.2023 roga npotokost Ne8.

BHenpeHne PE3yJbTATOB UCCTCA0BAHUA B IIPAKTUKY

Pesynbrartel uccieqoBaHMs, W3JIOKECHHBIE B JUCCEPTAllMM, BHEAPEHBI B HAYYHYIO U
KIIMHUYECKYIO pabOTy OTAENIEHUs ICUXOHEBPOJIOTUH U IICUXOCOMATUYECKOM MaToNI0ruu, 1abopaTtopuu
nuTaHus 3710poBoro u 6onbHOoro pedenka OI'AY «HMMUIL] 3noposes aereity Munzapasa Poccun.
PesynbTartel uccrnenoBaHus BHEAPEHBI B JIEKLIMOHHBIM KypC MPOrpaMM BBICHIETO OOpa30BaHUA
(crienuanuTeTa, OpPAMHATYPbI), MPOTPAMM IOBBIMICHUS KBATU(QHUKAIMA H MPOPECCHOHANBHOM
nepenoarotoBku («llenuarpus») Ha kadeape nmeauaTpuu U JE€TCKOM peBMaTtosorun KimHMYeckoro
MHCTUTYyTa JAeTckoro 370poBbsi umMeHn H.®. dunatoBa PI'AOY BO «llepBwiii MockoBckuii
roCy/1apCTBEHHbIH  MeAUIMHCKUN  yHuBepcuter uMeHn W.M. CeuenoBa» MuHucTepcTBa

3npaBooxpanenus: Poccuiickoit @enepannu (CeueHOBCKUI YHUBEPCUTET).

JIMYHBIA BKJIaJ aBTOPA

Bkiag aBTopa COCTOUT B HEMOCPEACTBEHHOM aKTHBHOM YYacCTHH B MCCIIEOBATENBCKOM paboTe
Ha BCEX JTalax €€ BBIMOJIHEHUS: aHalli3€ UCTOYHUKOB OTEUYECTBEHHON U 3apyOeKHOH JUTEpaTyphl,
MOJATrOTOBKE 0030pa JMTEpaTyphl, IOCTAHOBKE IEJIM M 337a4 HCCIEIOBAHUSA, COCTABICHUM IJIaHA U
Ju3aiiHa NCCIeI0BaHMs, pa3pab0TKe METOANUECKUX [TO/IX0/I0B U UX BBIMOJIHEHUH, popMHUpOBaHUH Oa3bl
JTAHHBIX, BEJICHUU U 00CIIeIOBaHUU NAIlMEHTOB B CTAI[MOHApPE, IPOCIIEKTUBHOM aHAIN3€ MEIULIMHCKON

JOKYMCHTAIUH, 06pa60T1<e N UHTCPHOPETANU IMOJTYYCHHBIX CTATUCTHYCCKHUX AAaHHBIX, BBICTYIIJICHUAX
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Ha HAyYHO-TIPAKTHYECKUX KOH(EPEeHLIUSIX, BHEAPEHUHU B IPAKTUKY pa3pabOTaHHBIX peKOMEHIAlHii, Ha
OCHOBAaHMU KOTOPHIX ObUIM  CPOPMYIHMPOBAHBl OCHOBHBIC TIOJIOKEHUS JAUCCEPTAIIMOHHOTO

HCCIICA0BAaHNs, BEIBOJABI U ITPAKTUYCCKHUE PEKOMCH AN,

IIyoaukanuu mo teme padoTbl

ITo pe3ynpTaTram ucciie0BaHNs aBTOPOM OIYOIMKOBaHO 11 paboT, B TOM unciie 3 Hay4dHbIEe CTaThU
B OKypHaJaX, BKIIOUEHHBbIX B [lepedeHb peneH3upyeMbIX HaydyHbIX wu3AaHuil CedeHOBCKOTo
VYuusepcurera/ [lepeuens BAK npu MunoOpuayku Poccun, B KOTOPBIX JT0JKHBI OBITH OITyOIHMKOBAHBI
OCHOBHBIC HAay4HBIE PE3yJIbTAThl JUCCEPTAIINI HAa COMCKAHNE YUYCHOH CTEeTICHH KaHu1aTa HayK, | uHas
nyOonuKanuss 10  pe3ysibTaTaM HCCIEJOBaHWs, 7 MyOnukanuidi B COOpPHHMKaX MaTepualioB

MEXyHAPOIHBIX M BCEPOCCHICKUX HAyYHBIX KOH(pepeHui (13 Hux 1 3apy0OexxHas KOHQepeHIIHs).

CooTBeTCTBHE AUCCEPTALUU MACIIOPTY Hayqnoﬁ CIICHUAJBbHOCTH

HuccepranmonHas paboTa COOTBETCTBYET IAcmopTy HaywyHoil cmeuumansHoctd 3.1.21.
[leauatpus; rpymnna Hay4HbIX CIIEHUAIBHOCTEN — KIIMHUYECKass MeAMLIMHA. Pe3ylbTaThl Uccae10BaHus
COOTBETCTBYIOT OOJIACTSIM MCCIIEJOBAHUS CIIELUAIBHOCTH, a UMEHHO M. 2 — CoOBepIlIeHCTBOBAHUE

TEXHOJIOTUH TIMTaHWs, HYTPUTUBHOM TOAJIEPKKH JAETEH C OCOOBIMH TOTpEOHOCTSIMH; M. 3 —

OHTI/IMI/IBaI_II/IH HAaYy4YHO-HCCJIICAOBATCIIbCKUX IIOAXOA0B U IIPAKTUYCCKUX IIPUHIUIIOB BCIACHUA
JUarHoCTHUKH, HpOCpI/IJIaKTI/IKI/I, JICUCHHUA H pea6I/IJII/ITaIlI/II/I, a TakKKC COIPOBOXKIACHUA JeTen C
XPOHUYCCKUMU 60J'IC3H5{MI/I; m 6 — COBepH_IeHCTBOBaHI/Ie TCOPCTUYICCKUX, MCTOAUYCCKUX U

OpraHM3aI[MOHHBIX MOJIXOJI0B K 00eCTIeueHUI0 0COOBIX MOTPeOHOCTEN AeTel-NHBAIN/IOB.

O0beM u cTpyKTYpa AUCCEPTALMHA

Huccepranus uznoxeHa Ha 171 crpaHuile MAalIMHONMMCHOTO TEKCTa U COCTOMT M3 BBEICHUS,
o030pa JUTEepaTyphl, ONUCAHUS MAaTEPUAIOB U METOJOB MCCIENOBaHUSA, 4 TIJIaBbl COOCTBEHHBIX
MCCJIEIOBaHUM, 3aKII0YEHHs, OCHOBHBIX BBIBOJOB 10 pabOTe, MPAaKTUYECKUX PEKOMEHAALNMN, CIIUCKA
JUTEpaTypsl, BKIItOYaromero 192 ucTouHuk, cpeu KOTopbix 141 B 3apyO0ekHBIX M3JaHUAX, a TaKKe 5

npuioxenuit. Pabora wiutroctpuposana 57 tabnunamu u 30 pucyHKamu.

COAEPKXAHUE PABOTHBI

HaIII/IeHTI)I U ME€TOAbI UCCJTCT0OBAHUA

B IMPOCHCKTUBHOC HCCICAOBAHNUC BKIIIOYCHLI 102 pCGCHKa C TOATBCPIKACHHBIM JUATrHO30M

«Jlerckuit mepeOpanbHBIA Mapanud» B Bo3pacte OoT 2 mo 17 mer 11 mecsueB, HAOMIOAABIINXCS B
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OTACJICHUM TICUXOHEBPOJIOTMH M TmcuxocoMarndyeckod mnartosnorun DI'AY «HaunoHanbHbIN
MEJULMHCKUI UCCIIEI0BATEIbCKUM LIEHTP 340pOBbs AceTeil» Munsapasa Poccun.

[IpoBeneHa KOMIUICKCHAs OllEHKa HYTPUTUBHOIO CTaTyca JIETeH CO CIAaCTUYSCKUMH (opMaMu
JETCKOTO LepeOpaibHOrO Mapanuya B COOTBETCTBHM ¢ pekomennmamusimu ESPGHAN (2017),
BKJIFOYABIIAS CIEAYyIOIIUE MeToAbsl uccienoBanus (Pucynok 1): xinuHMueckue ((u3MKaaIbHOE
o0crneoBaHue, BU3yallbHO-aHAJIOTOBBIE ILIKAJIbI, OPOCHUKH, aHkeThl, uHaekcel — WAZ, HAZ, BAZ,
COCTaB Teja — KaJIUIEPOMETPUS H OHOMIICIAHCOMETpHs), JjabopaTopHble (KIMHHYCCKHH U
OMOXHMMHUYECKUIN aHAIN3 KPOBHU ), HHCTPYMEHTAJIbHBIC (PEHTTeHOTpad U0 KUCTH PYK U ICHCUTOMETPHS),
CTaTUCTHYECKUE (METOABI OMMCATEIbHOW CTATHCTUKH, CPABHHUTEIBHBIN aHaIW3, KOPPEISIHOHHBIN

aHanu3,), AMHaMU4ecKue (MIPOCTIEKTUBHOE HAOIIIOICHHE).

Jletu co cmacTuyeckuMH (popMaMi IETCKOTo LepeOpaIbHOTO
napaimnya n=102

‘ Tpymna 1 (GMFCS IV-V) n = 53 ’ ‘ Tpynma 2 (GMFCS I-111) n = 49 ’

K OLIEHKa aHTPOIIOMETPUUYECKHX JaHHBIX (Macca Tela, JUIMHA TeJa/pocT, \
OKPYXKHOCTb CPEHEHN TPETH I1JIe4a) C UCIIO0Ib30BAaHUEM aJIbTEPHATUBHBIX METOJOB UCCIIEI0BAHUS
(BpICOTA KOJICHA),

- OLICHKA COCTaBa TeJla C UCIOIb30BaHUEM KaJIUIIEPOMETPUN, OMOMMIIETAHCOMETPUH;

- ONpEeeIIEHNE CIOCOOHOCTH MPUHATHUS MUILHU U KUAKOCTH 110 mkane EDACS;

- OIIpe/ieIeHne CIIeKTpa KOMOPOUTHOM MaTOJIOTUH;

- OLICHKA KJIMHUYECKUX U OMOXMMUYECKUX NTOKA3aTeNeH;

- OLIEHKa HYTPUTUBHOTO CTaTyca C YCTAHOBJIEHUEM (DOPMBI U CTENIEHH HEAOCTATOUHOCTH MMUTaHUs

KaHanm (aKTUYECKOro MUTAHUS C PaCYETOM XUMHUYECKOT0 COCTaBa pallMoHa. /

‘ HenocraTouHOCTh IMTaHUS ’

€CTh ‘ HET ’

4 N N

- ONITUMU3ALMS TUTaHUS,
MaaAIas A1eTa

+  JIOTIOJIHUTENBHOE  WJIM  IOJIHOE
SHTEpPAIbHOE IUTAaHNE Yepe3 30H;

- IpU HEOOXOAUMOCTH 30H/JOBOTO NMUTAHUS
O6onee 8 Hexenb, nposenenue DIJIC c
MOCJEIYIONIEH YCTaHOBKOM IracTpOCTOMBI

o N\ /

‘ KOHTpOJ'IB IokKa3aTesei HYTPUTHUBHOI'O CTaTyCa ’

- aJsIas 1ueTa, moa0op KOHCUCTEHIH
oo, HCIIOJIb30BaHUE IpOJyKTa-
3aryCcTHTeIs, KHUJIKON MUY,
MoCTypaJibHas Tepanus

Pucynoxk 1 — [{u3aiin uccienoBanus
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PE3YJIBTATBI HCCJIEJOBAHUA U UX OBCYXXKJIEHHUE

Kiaunndeckas XapaKTEepucCTuKa

OreHKa HYTPUTHUBHOTO cTaTyca Obuta mpoBeneHa y 102 manueHToB ¢ JIETCKUM LepeOpaIbHBIM
napajnuom B Bo3pacte oT 2 jiet A0 16 et 9 mecsaues (Menuana Bo3pacta 5,8 jeT). AHaIu3 reHAepHOTO
COOTHOIIIEHHS TI0KAa3all, 4YTO Cpear OONbHBIX Ipeobmagany Manbuuku - 58 (56,9%). M3 obiiero uucia
MalKeHToB, nonoBuHa (49,1%) nereit Haxoawiack B Bo3pacte OT 2 110 5 jetT. BaxHO OTMETHUTH, 4YTO
OonbmmHCTBO neteit (n=82/80,4%) npoxoAuiu CTallMOHAPHOE JICYEHHE BIIEPBBIE.

JlanHBIE TMEpUHATAIILHOTO aHaMHe3a yKa3plBalK HA TO, 4YTO C HCIOJIh30BAaHUEM
BCIIOMOTATEIFHBIX PENPOAYKTUBHBIX TEXHOJOTHHA (IKCTPAKOPIIOPAIbHOE OILIOJOTBOPEHHUE) OBbLTH
3auatsl 6 (5,9%) nereit, y 47 (46,1%) matepeit 6epeMEeHHOCTh TPOTEKaIa C IPEIKITAMIICUEH PA3TMUYHON
CTETICHU TSDKECTH, YTPpo3a IPephIBaHuUs OepeMEHHOCTH oTMeueHa B 18,6% ciydasix, B CBSA3M C yKa3aHHON
HaToJIOTHeH 25 KeHIMH ObUTH rocnuTanu3upoBansl. bomee nmonosunsl (53,9%) nerei poauiuch myrem
KecapeBa CeueHMUsl, B TpyImiie | mMpOIeHT AeTel, POXKICHHBIX ONIEPATUBHBIM ITyTeM, ObLIT 3HAUUMO BBIIIE
u coctaBui 68%.

BonbmmucTBO (66/64,7%) nereit ponunuch HeaoHomeHHbIMH, 13 HUX 31 (30,4%) peGeHok umen
HU3Kyr0 Maccy Tena (1500-2500 r), 24 - ouens Huzkyto (1000-1500 1), 7 - SKCTpeManbHO HU3KYIO MacCy
tena (<1000 r). Huskue ouenku no mkane APGAR ot 1 no 6 GamnoB oTMeueHbl y OONBIIMHCTBA
(n=79/77,5%) nereii, ipu 3TOM B rpyImie | OHU TUArHOCTUPOBAIUCH Yalle, yeM B rpymre 2 (85 vs 69%
COOTBETCTBEHHO. PecaHMMAIlOHHBIE MEpONPUSITHS, HWCKYCCTBEHHAs BCHTWISALUS JIETKUX IOCIE
poxaenus norpedosanuck 34 (33,3%) O6onbHBIM U3 Tpymnisl 1.

VYCTaHOBNEHO, YTO COMYTCTBYIONIYIO TNATOJOTHIO, TaKyl0 KaK CTPYKTypHas OSIHIIEINCHS,
acTMpaIlMOHHBIC MTHEBMOHUH, HEHPO-OPTOIEAMYECKAsT MMATOJIOTHS, 3alOPhl CTATUCTUYCCKH 3HAYUMO

yarie (p<0,001) umenu naruenTs rpymmnsl 1 (PucyHok 2).

80

68 B ['pynna 1

CTpyKTypHas snujencus AcnupanoHHble Heiipo-opToneanueckas 3anopsl OpomotopHast ructarus
ITHEBMOHHU [IaTOJIOTUS

ConyrcTByromue 3a00/ieBaHHA

Pucynox 2 — ConyrctBytorue 3aboneBanust (%) y NaueHTOB ¢ IETCKUM IepeOpaIbHBIM MapaTnioM
B 3aBUCHMOCTH OT TSDKECTH JIBUTATEIbHBIX Hapymenui (N=102)
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AHanu3 aHkeTHpoBaHus ponaurtene nmanuentoB ¢ LIl Ha mpeamer Hanuuus HapylmIeHHU U
npoOJIeM MpH MpUeMe MUK (MOCTOPOHHSS TOMOIIb TPU KOPMJICHHUHU, TIOTIEPXUBAHKUE KHUIKOH MHIICH,
PBOTHI, CPBITMBAHUSA BO BpeMs KOPMJICHHUH, aclupanusi U Jp.) BBIABHI B3aHMMOCBSA3b OPOMOTOPHOM
mucharuy ¢ MoKa3aTeJsIMA HYTPUTUBHOTO CTATyCa, @ TAKXKE C TSHKECTHIO IBUTATEIILHBIX HAPYIICHUN.

OtMmeueHo, uyTo mareHTsl rpynmbl 1 3HaunMo vame (p<0,001) uMenu Bce paccMaTpuBaeMble

NPU3HAKH, CBSI3aHHBIC C HApYIICHUEM BO BpeMs kopmiieHus (Pucynok 3).

TTocTOPOHHSIS TIOMOIITb TTPH KO MJTE H I/ | /. 8.0 s 100%

[onépxuBanue }UAKON THIIEH el — 300/
u [pymnma 2
0,
o

PBoTa/cprIruBaHus BO BpeMst KOPMIICHHS  Bllaad 0.
CuUMITOMBI ACTMPAINY el 26,0/
CHMITOMBI PECTUPATOPHBIX 3a00/ICBAHU  ]22%0 75%
Cumnrompl ['OPh 1494 72%
Oco0ast KOHCUCTEHIIUS MUK (TIOPUPOBaHHAs, ONEHIMpOBaHHAs) — 1600 9294
0,

58%
B ['pynna 1

IponomxnTensHOCTE KopmieHnus 6onee 30 vun  m——14% 74%
3azepiKKa pocTa M HeJIOCTaTOYHAs MPHOaBKa Macchl Tela (B TeUCHHUE . . Mla4%o 58%

Hapymenne npuema nmumm

Pucynok 3 — Pacnipeaesnenue narueHToB (%) ¢ 1eTCKUM 1iepeOpaibHbIM MapaTndoM B 3aBUCHMOCTH OT
JIBUTATEJIbHBIX HAPYIICHUI U HATMYHS TIOKa3aTenel HapyleHus npuema mumm (N=102)

[Tpu oueHKe CITIOCOOHOCTH MPHUHSTUS MHLIN U KUAKOCTH 10 Kinaccudukammu EDACS y nereit
rpynnsl 1 B 10 pa3 yame HabIOAAIMCh PAcCTPOMCTBA, KOTOPbIE COOTBETCTBOBAIN YPOBHAM [V-V,
XapaKTEPU30BABIIMMCS 3HAUYUTEILHBIMUA HApyIMICHUSAMU 0€30MacHOCTH W 3()(HEKTUBHOCTH BO BpEeMs
kopmiieHust (cumnrombl ['DOPB - 38/72%, acnmpaiuu - 14/26%), yem B rpynme 2 (58% u 4%,
cootBeTcTBeHHO, p<0,001). B rpymme 1 V ypoBeHb, KOTOpbII yKa3bIBa€T Ha HEBO3MOXHOCThb

oOecnieyeHus 6e30macHoro 1 3¢p(HeKTuBHOro mpruema nuiu, umenu 6 (11%) nerei.

XapakTepucTHKAa HYTPUTHBHOI'O CTATyCA MALMEHTOB € IeTCKUM LiepedpajbHbIM NapaJIuioM
Pe3ynbraTthl cpaBHEHHMS aHTPOIOMETPUYECKMX HHJEKCOB Yy MAllMEHTOB CO CIAaCTUYECKUMU
dopmamu JILIIT, MMEBIINX TSDKEINBIE HITH JIeTKUe/ yMEPEHHBIC IBUTATEIbHbIC HAPYIICHHUS YCTaHOBHIIH,
YTO MOJyYEHHbIE MOKA3aTeNIM CTATUCTUYECKU 3HAUMMO pa3IMyalinch: y aeTeil rpynmsl 1 Bce Z-SCOres
ObLIH 3HAYMMO OO0JIee HU3KHUE, YeM y TaieHToB u3 rpymmnsl 2 (p=0,003) (Tabnuma 1).

Tabmuma 1— AHTporoMeTpHYecKHue NapaMmeTpbl AETeH C JETCKUM IepeOpaabHbIM MapajidoM B
3aBUCHUMOCTH OT CTETICHH TSHKECTH JIBUTATENBHBIX pacCTpoicTB o kinaccudukanun GMFCS

['pynner nerewi ¢ AT

rpymma 1 rpynma 2 %
Tokasatenu GMFCS IV-V GMFCS I-11I BeC MAHEH bl p

_ _ n=102 (100%)

n=53 (52%) n=49 (48%)

MT/Bo3pact M+SD -2,36+1,78 -0,78+1,7 -1,56+1,9 <0.001
(95% J1N) (-2,92—1,81) (-1,30—0,26) (-1,97—0,15) ’
JUTMHA TeJ1a/BO3pacT -1,62+1,65 -0,33+1,52 -1,00+1,71 <0.001
M=+SD (95% JI) (-2,07—1,16) (-0,76-0,14) (-1,33-0,66) ’
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JUTHHA Tena/Bo3pact Me

[Q1; Q3] -1,5[2,60; -0,74] | -0,58 [-1,59;0,44] | -1,04[-2,2;-0,1] | 0,003

HUMT/Bo3pact ) ] )

Me [OL; 03] 2,43 [-3,67;-0,93] | -0,91 [-1,94; 0,28] | -1,44 [-3,11; -0,35] | <0,001

TIOKCT Me [Q1; Q3] -1,29[-2,03; -0,73] | -0,3[-1,29;0,46] | -1,05[-1,8;0,18] | <0,001

TKXKCJI M+ SD 0,2+0,98 0,45+1,01 0,32+0,99 0201

(95% ) (-0,07; 0,47) (0,16; 0,74) (0,12; 0,52) '
Ipumeuanue - * - pa3nuauns MeXAY rpynmoit 1 u rpymmoii 2

BrIsiBiieHa B3aMMOCBSI3b M@Ky YPOBHEM TSDKECTH JIBUTATENbHBIX HapymeHuit GMFCS u Z-

SCOres aHTPOTNIOMETPUYECKHX IMoKa3aTeneil. Koppensiusa oka3anack oopatHoi ymepenHou (r=-0,51 u

r=-0,45) craructuyecku 3Haunmoii (p<0,001) c uanexcom WAZ u HAZ u obparHoi cuibHo# (1=-0,71)

cratuctuyecku 3HaunMon (p<0,001) — ¢ uanekcom BAZ (PucyHoxk 4).

R=-0,51

p<0,001

5
- [ ]
2 3 45

WAZ

5
-10 1

GMFCS, ypoBHH

R=-0,45

5

HAZ

-5

-10

°
i

o 8 l

1 2 3 4 5

p<0,001

GMFCS, ypoBan

R=-0,71

p<0,001

5 o ©
e (]
o § |
N .
< i l
@ 5
3 4 5

-10 1 2

GMFCS, ypoBHH

Pucynok 4 — Koppensiius Mexx1y ypoBHSAMU TsDKECTU ABUrarenbHbIX HapymeHuit (GMFCS) u
aHTpornoMeTpuueckuMu nokazarensimu WAZ, HAZ, BAZ

VYcranosneHno, uro 53% mnauuentoB ¢ JIII mpu mnocTymiieHMH B CTallMOHap HMENH

HEJI0OCTaTOYHOCTh TUTaHusA, B rpynmne 1 B 72% cmywaes, B rpynne 2 — B 32% (p<0,001). Baxxno

OTMCTUTD, YTO Y OOJIBHBIX TPYIIIIbI 1 HapYHICHUA HYTPUTUBHOI'O CTATyCa ObLIH MpEUMYIIECCTBEHHO

Tsokenon crenenu (31/59%), B otinume ot narpienToB rpymisl 2 (8/16%, p<0,001) (Tabawuma 2).

Ta6JII/ILIa 2 - HYTpI/ITI/IBHHﬁ CTaTyC NalluCHTOB C JCTCKUM I_[epe6paJ'H:>HLIM napajiniomMm B 3aBUCUMOCTU

OT CTEIICHHU TSHKECTH JIBUTATEIbHBIX paccTporicTs (N=102)

['pynner nerent ¢ AT
rpynna | rpynma 2

[Toxa3zaTenu HyTPUTHBHOTO CcTaTyca (GMFCS IV-V) (GMFCS I-111) p*

n=53 (52%) n=49 (48%)

n % n %
Anexsatabeii HC 11 21 25 51 <0,001
HenocTaTro4HOCTE NUTAHUS: 38 72 16 32 <0,001
nerkas HIT 2 5 4 25 <0,001
ymepenHas HIIT 5 13 4 25 0,782
Tsoxenas HIT 31 82 8 50 <0,001
N36b1TOUHAs Macca Tena U OKUPEHHE 4 7 8 17 <0,001

IIpumeuanue - * - pa3nuyust MeXIy Tpynmou | u rpymmoi 2
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[Ipn oueHke B3aMMOCBA3M MEXKIY XapaKTepoOM HYTPUTHUBHOTO PHCKA, BBISBICHHOIO IO
ornpocanky STRONGKidS u mokaszarensmu nHIieBoro craTyca yCTaHOBICHO, YTO Yy ITOJABIISIOICTO
ymcna nauueHToB (34/94%) c anexBarubiM HC BoisiBnsinch cpennue (78%) u Boicokue (16%) pucku
HenoctaroyHocTy nutanus. Y 54 (52,9%) nmanueHToB, YK€ MMEBIIUX HEAOCTAaTOYHOCTb MUTAHMS
pa3IMYHOI CTENeHH BHIPAXKEHHOCTH YCTaHOBIIEHBI cpeninue (4%) u Boicokue (96%) puUCKU yTsSKeIeHUs
HII. ITonyyeHHble AaHHBIE YKa3bIBAIOT HAa HEOOXOJMMOCTH JUIMTEILHOTO MPOBEACHHUS HYTPUTUBHOU
MOJJEP>KKU C UCTIOJIB30BaHUEM CIIELUATIN3UPOBAHHBIX TPOAYKTOB SHTEPATHHOIO MUTAHUS HE TOJIBKO B
CTallMOHApE, HO U B aMOYJIaATOPHBIX YCIOBHUAX B TEUEHUE 6 MecALeB 1 OoJiee P PEeryIsipHOM KOHTPOJIE
0011ero cocTosIHUSI OOJIBHBIX ¥ MX aHTPOIOMETPHUUECKHUX MOKa3aTeeH.

[Tpu ananu3e >KUPOBOI MacChl Tella METOAOM KaJUIIEPOMETPUH BBISBICHO, YTO Y MAIEHTOB C
JIETCKUM 1epeOpaIbHbIM MMapaiiuyoM, UMEBIINX aJI€KBATHBIN HYTPUTHUBHBIN CTATyC MPEUMYILIECTBEHHO
onpeaensyics HopManbHbIA (72%) u W30BITOUHBIN (25%) TpomeHT XuUpoBoM Macchl. Jlaxke mpu
BBISIBJICHHON HEJAOCTAaTOYHOCTU NUTaHus y 17% neteil BISBISIICS M30BITOK KUPOBOM Macchl Tena, y
ocTanbHbIX 83% - HOpMaNTEHBIN MTPOIeHT. [ToydeHHbIe pe3ybTaThl YACTHYHO COTTIACYIOTCS C JAHHBIMU
uccienosanus Kuperminc M.N. (2010), B KOTOpoM Tak)e IMOJy4eHbI HOPMAJIbHBIC IMOKA3aTEIIN
IIPOLIEHTHOIO cozepkanus xupa y nerei ¢ JLII u HyTpuTUBHON HEAOCTATOYHOCTHIO.

OneHka cocraBa Tela METOJOM OMOMMIIEAHCOMETPUHU MMOKazana, yTo y mamueHtoB ¢ J(IIII
rpymmsl 1 B 6osbinem (62%) mporieHTe citydaeB oTMedaincs aeuiuT: kupoBoit maccel Tena (15%),
Tomiei macchl Tena (62%), akTUBHO-KIETOYHOM Macchl (54%) M 10 aKTUBHOM KIIETOYHOM MAaccChl
(62%), 4TO MOTJIO CBHJIETENILCTBOBATH B MIEPBYIO OUYEPEIb O HU3KOM ABUTATEIILHON aKTUBHOCTH JCTEH,
OpUBOJANICH K aTpouu U TUMNOTPOPUH MBI, BO BTOPYH - O JAe(DUIUTHOM MUTAHHH,
PEUMYIIECTBEHHO HEIOCTATOYHOM NOTpeOIeHUH OenKa ¢ MUIIeH.

[Ipu olieHKe TPOIEHTA JKUPOBOW MACCHI Tella MOTy4YeHa YMEpPEeHHAasl TOJOKUTENbHAS 3HAUNMAs
koppemsitust  (r=0,565, p=0,002) mpu CpaBHUTEIBLHOM MapajIeIbHOM HCIIOJIb30BAHUHM METOJ/I0B

6I/IOI/IM1'I€I[aHCOMeTpI/II/I " KaJIMTIEPOMETPHUH, YTO IMO3BOJJIHIIO CHUTATh UX B3AUMO3aMCHACMBIMU.

8
=)

(BHA) (%)

/6 JKUPOBOI Macchbl

10,0-

%

20,0 25,0 30,0 35,0 40,0
% KHPOBO#i Maccel (paccunTanHbii) (%)

Pucynok 5 — I'paduk perpeccoHHOM (pyHKIIMU MPOLEHTA )KUPOBOM MacChl, paCCUUTAaHHON METO1aMH
KaJUIIEPOMETPUHU U OMOUMITEJaHCOMETPHH

Taxkum 00pa3oM yCTaHOBIIEHO, YTO OLIEHKAa aHTPOIIOMETPUUYECKHUX MOKa3aTeNell y MalueHTOB C

JETCKUM LepeOpalbHbIM IapaiuoM IPEACTaBISIET OINpe/eNeHHbIe CI0XXHOCTH, a HCIOJIb30BaHHE

nokazarenst UMT/Bo3pact B KauecTBE €IUHCTBEHHOTO Mapkepa Juisi OOBEKTUBHOM JWAarHOCTUKU
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HapyueHui nutanus y gerei ¢ JILIT u BeIsiBICHHS HYKAAIOMKUXCS B JUETOJIOTMYECKOM BMEIIATEIhCTBE
HEIOCTaTOYHO. AHanu3 IMoKa3aTeNell cocTaBa Tena MAlMeHTOB co cnactudeckumu (opmamu JILIT
Ba)XCH HE TOJIBKO C AUATHOCTUYECKOM 1IeIIbI0, HO U AJISl JAIbHEUIIIEro MOHUTOPUHTA 33 UX HYTPUTHUBHBIM
CTaTyCOM M COCTAaBJICHUS! HHIUBUAYaJIbHOU IPOTPaAMMBbI TUETOJIOTUIECKOTO COMPOBOKICHUSI.

W3y4yeHa BO3MOXKHOCTh MCIIOJIb30BAHUS MapKEPOB KOCTHOrO MeTabonn3Ma (Kabiuid, Gocdop,
mienovnas Qocdarasa, naparropmon, Butamud D, ocreokanbiun, B-CrossLaps) u aeHcuToMeTpuu y
mareraToB ¢ JILIIT.

[Ipu omnenke obecriedueHHOCTH BUTAaMHHOM D, mpoBeneHHON y 32 ManueHTOB, y MOJOBHHBI
(n=16) nereit ormeuen ero Hemoctatok (0T 20 10 29 Hr/min) — 11 (34%) wiu aedurur (Meree 19 Hr/mi)
— 5 (16%). 3naueHus Ipyrux MapKepoB KOCTHOro merabonmsma (kambiwid, ¢ocdop, menodHas
docdaraza, mapatropmoHn) y mnpeobnagaromieii yactu (91%) manueHToB HaxOOWIHMCh B Mpesesiax
pedepeHTHBIX 3HAYeHHWH, YTO MOIJIO OBITh CBSI3aHO C CHCTEMAaTHYECKH TPOBOAMMBIMU
peabuINTAIIMOHHBIMUA MEPOIPHUATUSIMY U CaluieMeHTanueil BuTamuaom D.

[Tomyaennsie 'y 72% nereit Bbicokue 3HaueHus (mo 1,9 mr/mm) mokasarenst B-CrossLaps
MO3BOJIMJIM pAaCCMATPUBATh MX Kak IMPEIUKTOP Pa3BUTUS OCTEONEHMHU U OCTEeornoposa. Y HeTei ¢
TSDKETTBIMH HEBPOJIOTUYECKUMHU HApYIICHUSMH, KOTOPhIE HE MMEIOT BO3MOYKHOCTH CaMOCTOSITEIHHO
NepeIBUTaThCsl, BEICOKUE YPOBHU Mapkepa pe3opOiuu (B-CrossLaps) mMoryt yka3siBaThb Ha KOCTHBIE
pa3pyleHus U MOTEPH.

[lonydyena craructuyecku 3Hauumas mpsmas koppemsuus (r=0,596, p<0,05) mexny
nokazareneMm [-CrossLaps u ypoBHEM JBUTaTEeNIbHBIX PACCTPOMCTB, UYTO YKa3bIBACT Ha B3aMMOCBS3b
TSDKECTH IBUTATENILHOTO HAPYIIECHUS M KOHIIEHTPAIMK JAaHHOTO MTOKAa3aTesl.

V 9 .

0,5 10 15 20

B-CrossLaps

Pucynox 6 — I'paduk perpeccnoHHO# GyHKIIMU, XapaKTEPU3YIOIIHI 3aBUCHMOCTh KOHIICHTPAIIUH

nokasareis -CrossLaps oT ypoBHsl HapyIIeHUii ABUTaTenbHbIX pacctpoiicts (GMFCS 1-V)

[Tpu nmpoBenennn neHCUTOMETpUH MoKa3aTens Z-score (MITKT/cpenneBo3pactHas HopMma) <-2
SD, BbIsABIEHHBIN Y YaCTH JETEH, TAK)KE YKa3bIBAaeT HA HapYIIEHHUE KOCTHOIO MeTaboIn3Ma.

Huzkas ¢Qusmueckass akTUBHOCTb, BBICOKHE YPOBHU JIBUTaTENIbHBIX HApYyLIEHUH, HpHeM
IPOTHBOCYAOPOXKHBIX npenaparoB y aereit ¢ AT apusuimck pakropamu pucka HapylmeHUH KOCTHOTO
MeTaboIM3Ma, 9TO MOTJIO CIIOCOOCTBOBATH PAa3BUTHIO OCTEONCHUH/OCTEONOpO3a M MOATBEPIKIAIOCH

NnepejioMaMu B aHAMHE3C Y 38% Ha6J'IIO,Z[aBIJ_II/IXC$I MMalfMCHTOB.
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Opranuszanus J1e4eOHOro NUTAHUS JIeTell ¢ JeTCKUM HepedpaJbHbIM NapajandoM

AHamu3 (aKTHYeCKOro MUTaHUS YCTAHOBWJI, YTO TPHU TOCTYIJICHUH B KIWHUKY PAIHOHBI
6ompHbIx LT 66111 0JHOOOpa3HBIMU U JEPUIMTHBIMU, KaK MO0 KaueCTBEHHOMY COCTaBY, TaK M IO
KOJINYECTBY CheICHHOM nmumu. [Ipu cpaBHEHNH MOJIyUYEHHBIX AaHHBIX ¢ HOpMaMmu notpednenuss BO3
OTMEYEHO, YTO MPHUEM MAaKapOHHBIX M3EJIHM, KPYII, BHIIIEUKH ObUIH B 1,5 pasa Bblllle peKOMEHAYEeMbIX
HOPM, a OBOIIIEH, (PPYKTOB U MOJIOUHBIX IPOAYKTOB CHIPKEHO COOTBETCTBEHHO B 3 1 1,8 pasa, oTmedeH
nebunut B 1,3 pa3za MACHBIX IPOAYKTOB.

Onenka norpeOienus: Oeska U SHEPrHH NAlMEHTaMU C JETCKUM IiepeOpallbHbIM MapainioM B
cpasuenuu ¢ PHII nokazana, yto He3aBuCUMO OT GOpMBbI 3a00I€BaHUS UMEJICS 3HAYUTENbHBIN AeQUIUT
uX moctyruieHus ¢ numei. [Ipu stom y nereit ¢ Tsokensivu hopmamu LT on Obu1 Gosiee BbIpaskeH

(p<0,005), yem y marmerToB rpymisl 2 (Tabmuma 3).

Tabmuua 3 — PacnpeneneHue manmueHTOB C ACTCKAM HEepeOpabHBIM MapajndoM B 3aBHCHUMOCTH OT
nedunmra moTpedacHus sHeprun u 6enka (N=102)

Yucno nereit Jedunut notpebieHus sHEPrUn U Oenka
10 OTHOIIEHHIO K CYTOYHOM MOTpeOHOCTH
['pynIIbI IALMEHTOB 0 o (xxan/r/%)
0

SHEpruM (KKam) oenka (T)

kkan | % r | %
I'pymma 1 (n=53)
manvuuxu (N=30)
AJIeKBaTHBIN HYTPUTUBHBIN cTaTyC 7 23 294 28 20 36
Henocraro4HoCTh MUTAHUSA 23 77 320 30 33 64
oesouku (N=23)
AJIeKBaTHBIN HYTPUTUBHBIN cTaTyC 8 35 165 24 23 41
HenocraTouHOCTb MUTAHUA 15 65 280 27 36 62
I'pynna 2 (n=49
manvuuxu (N=28)
AJIeKBaTHBIN HYTPUTUBHBIN cTaTyC 20 71 174 8 12 22
HenocrarouHocTh MUTAHUSA 8 29 110 14 18 30
oesouxu (N=21)
AJIeKBaTHBIN HYTPUTUBHBIN cTaTyC 13 62 146 4 10 17
HenocraTouHoCTh MUTAHUA 8 38 68 10 17 26

IIpoBeneHa onTHMU3ALUS PALMOHOB MAIMEHTOB C JETCKUM LepeOpajbHBIM MapaJduoM C
Y4€TOM HUX BO3pacTa, OOILIEro COCTOSHUS, MOKa3arenaeill (U3MUecKoro pa3BUTHUS, CTENEHH TSHKECTU
HE/I0CTaTOYHOCTH MUTAaHUSA, HAJMYUS OPOMOTOPHOU aucharuu, pe3yabTaToB OLEHKH (DaKTHYECKOro
MATaHUS.

JleTsiM ¢ alleKBaTHBIM HYTPUTHBHBIM cTaTtycoM (N=36) mim M30bITOUHON Maccoil Tena (N=12)
Obl1a HazHavyeHa ucnonb3dyemas B kinHukax ®I'AY «HMUL 3popoBbst aereit» Munsapasa Poccun
MOIUGHUIMPOBAHHAS IAAIIAst TUETa B COOTBETCTBHH C BO3PACTOM JIETEH.

[Tarmentam (N=10) ¢ ageKBaTHBIM HYTPUTHUBHBIM CTAaTyCOM, HO C HapyIIEHHEM 0€301acHOCTH

IOPUHITHS UM U KUJIKOCTH, YKa3aHHYIO JUETY MepCOHU(PHUIIMPOBAIN 3a CUET M0a00pa aJieKBaTHON
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CTENEHW W3MEJIbYCHUS W TeKydecTH Omron. Bmepseie B mwmranmm y 28 gererr c I,
COMPOBOXKAAIOIIMMCS ~ HEAOCTATOYHOCTHIO  MUTaHUs W aucdarweid, ObUT  HCIOJIb30BaH
CHEIUAIM3UPOBAHHBIA TMPOIYKT — 3aryCTUTENb, YCTAaHOBJIEHA XOpollas MEePeHOCUMOCTh O,
MPUTOTOBJICHHBIX C MCIIOIH30BAaHUEM JaHHOTO poaykTa. Ha hoHe ux mpuMeHeHus HA B OJTHOM CIIy4ae
HEe OBLJI0O OTMEUYEHO AJICPTUYECKUX U JUCTICNITUISCKUX Peakluid. Y Bcex jaere uepes 7-14 aHen mocie
Hayaja WX MpHeMa OTMEUYEHO OOJerdyeHue mporecca TIOTaHUS W YIy4YIICHHE MEePUCTAIbTUKU
JKEITYIOYHO-KHIIIEYHOTO TPpaKTa, mprbaBka Macchl Tena coctaBuia 400-800 r.

JUns onTtMMM3anMy panvMoHOB NUTaHus nanueHToB ¢ JIIII ¥ BBIABIEHHOW HYTPUTHBHOMU
HEJO0CTAaTOYHOCTHIO, ObUIM UCIOIB30BaHbl 3 BU/a CHEIUAIU3UPOBAHHBIX U30- WM TUIIEPKATOPHIHBIX
CMecCei JUIs SHTEPaTbHOTO MUTAHMS: 2 MMPOIYKTa Ha OCHOBE IIETTLHOTO MOJIOYHOTO MpoTenHa (Oenok 4,3
u 6 1/100 M, sHeprernyeckas 1eHHOCTh 100-150 kkaia) ¥ OAMH — HAa OCHOBE THIPOJIM30BAHHOTO
MoJIo9HOTO TipoTenHa (6emok 2,9 1/100 mut, sHepreTrueckas neHHocTh 100 kkai). XXuposoii cocras
cmeceil Ha 47-56% mpencTaBieH JIETKOYCBOSIEMBIMH CPEAHELECTIOYeYHbIMU TPUTIUIEPUIAMU, IS
YCBOCHHS KOTOPBIX HE TPEOYIOTCS TPHCYTCTBHUS JUNa3bl. Bce MPOMYKThI ObUTH 0O€3JIaKTO3HBIMH,
00oraeHHbIMU BUTAMHUHHO-MHUHEPAJIbHBIM KOMILIEKCOM U JAPYTUMHU 3CCEHIUAIbHBIMU TMUIIEBBIMU
BELIECTBAMH.

HytpuTtuBHas moajep:kka CHelMaTu3dpOBaHHbIE MPOAYKTaMU SHTEPATBLHOTO MUTAHMS ObLIa
HazHaueHa 54 (52,9%) nersm ¢ JUII u HenocTtaTouHOCTRIO MUTAaHMS, U3 HUX - 38 (72%) manueHTam
rpynnsl 1 u 16 (33%) 6onbHbIM - rpynmnsl 2. etsm rpynmsl 1 ¢ tsoxenoi HIT (n=31) npeumyiiiecTBeHHO
Ha3Ha4YaJld CMECH Ha OCHOBE THIPOJIM30BAHHOTO O€NKa, OCTaJlbHBIC MAI[MCHTH JaHHOW TPYIIIBI
MOJTy4aI CMECH Ha OCHOBE LIEJIbHOTO MOJIOYHOTO Oenka. bosibHbIe TpyIibl 2 ¢ 0IMHAKOBON 4acTOTOU
MOJTy4JaJId BBIIIIEYKA3aHHBIE BAPUAHTHI CMECEH.

B pabore ObulM WCMONB30BaHBI JIBa METOJA BBEICHHS CIEHUATU3UPOBAHHBIX MPOIYKTOB
(cUnUHT WK 30HIOBBIN Yepe3 ractpoctoMy). bonbmuHCcTBO (51/95%) nereil Mx monydano METOAOM
CHUIMHTa, ocTasbHble (3/5%) - yepe3 racTpocTomy.

[Tanmentam ¢ ymepennout HIT (15/28%) B 3aBHCMMOCTH OT BO3pacTa M ammeTuTa MPOAYKT
JaBaId MeTo/IoM cunuHra B oobeme 200 Mt 1-2 pa3a B JeHb Ha MOJNTHUK W/uiH niepen cHoM; 39 (72%)
60apHBIM ¢ TspKenol HIT - mo 200 miu B 2-3 pa3a/nens. HyTpuTHBHYIO NOIIEPKKY J1€TH MOIyYald B
TedeHue 5-6 mecsieB. OTMeUYeHO, YA0OCTBO KHUJIKOTO BapUaHTa MUTATENBHBIX CMECEH, TaK Kak OH He
TpeOOBaJl BpEMEHH JIJIs1 pa3BEICHUS U UMEJ CTAOMIIbHBIA XUMUYECKUN COCTAB.

DHTepajabHOE MMUTAHUE Yepe3 TaCTPOCTOMY MPOBOJAMIOCH 3 MALMEHTaM C IPUMEHEHUEM CMECHU
Ha OCHOBE THJIpOJIM3aTa MOJIOYHOTO Oenka u3 pacuera 150 M 6 pa3 B J€HB 4epe3 Kaxable 3 Jaca C
HOUHBIM TE€PEPHIBOM, YTO €KETHEBHO YBEIMYUBAJIO B PallMOHE KBOTY Oenka Ha 18 r M MOBBIIIANO
HSHEPreTUYECKyr0 HEeHHOCTh Ha 900 Kkaim, KpoMe TOro 4depe3 racTpoCTOMY BBOJAMIIM HAaTypajbHbIE
BBICOKOOEIIKOBBIE M KUCIIOMOJIOUHBIX IPOAYKTHI, a TAK)KE OBOIIU U PPYKTHI, YTO MO3BOHUIIO MOBBICUTH

OMOJIOTUYECKYI0O M DIHEPreTHMYECKyH0 LIEHHOCTh pallOHa W CIIOCOOCTBOBAIO YIYULIEHHIO OOILEro
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coctosiHUSL OonbiIMHCTBA OO0NBHBIX (89%). [IpoaomKUTENbHOCTh KOPMIIEHUSI Yepe3 TacTPOCTOMY

cocrariisiia 6 mecsieB u 6osee (PucyHok 7).

Pucynok 7 — BHennuii Buja ractpoctomsl U kopmiieHue pedenka c LI uepe3 racrpoctomy

Ouenka 3(p(peKTUBHOCTH HYyTPUTUBHOM MOJAEPKKH NMAIMEHTOB C AeTCKUM LepedpaibHbIM
NapajuyoM ¥ HeJOCTATOUYHOCTHIO MUTAHUS

Ha ¢one aueronmormueckoro cornpoBoxaeHus Bcex 102 manueHToB ¢ ASTCKUM IepeOpaabHbIM
napajqnyoM OTMEYCHO TOBBIIIECHHUE MPOLIEHTA JIETeH C a/IeKBaTHBIM HYTPUTUBHBIM CTaTycoM ¢ 35,3 10
48%, cHIKEHHE N0 OOJIBHBIX C HEAOCTATOYHOCTRIO MUTAHUS ¢ 53 110 48% 1 M30BITOYHOM Maccoii Tena

¢ 11,7 mo 4% (Tabnuua 4).

Tabmuna 4 — Jlunamuika mokasaresneit (%) MUIIEeBOTo CTaTryca MalMeHTOB C JICTCKUM IepeOpaibHOM
napaauioM Ha (OHE HYTPUTUBHOM MOAJNEPKKH B 3aBUCHUMOCTH OT COCTOSIHHMS MHUTAHUSA U TSKECTU
JIBUTATENbHBIX paccTpoicTB (N=102)

I'pynma 1 I'pynmna 2
GMFCS IV-V | GMFCS I-IIl Bee nauuenter

IToxa3zarens 5 5 p*

10 HIT CIycTs 710 HIT crycTs 10 HIT CIyCTs

Mec Mec 6 Mmec
Anexsataeiii HC 21 34 51 63 35,3 48 <0,005
Henocrarousocte 72 64 32 31 53 48 <0,005
IMUTAHUA
nezKas 4 9 8 10 11 9,8 0,88
YMepeHHas. 9 21 8 17 16,7 18,6 0,001
msaxcenas 59 34 16 4 72,3 19,6 <0,005
M30sITOYHAA Macca 7 5 17 6 11,7 4 <0005
TeJa U OKUPEHHE
Ipumeuanue - * - pa3nuaus MeXAY Tpynmoi 1 u rpymmoi 2

YcranosineHo, uro B rpymre 1 (GMFCS 1V-V) yBenuuuiics IpoIeHT ManueHTOB C aJeKBaTHBIM
HYTPUTUBHBIM cTaTycoM (¢ 21 10 34%), CHU3MIICS MPOLIEHT JIeTel C HEJJOCTATOYHOCThIO MUTAHUs (¢ 72
10 64%), mpu >ToM yBenuuuiack nois Aeteit ¢ nerxkoit HIT (¢ 4 mo 9%), ymepennoii (¢ 9 no 21%), 3a
CUeT CHIDKEHUS MPOIICHTA JIeTel ¢ TshKeNol HepocTaTouyHoCThio uTanus (¢ 59 no 34%). B rpynme 2

Tak)Ke OTMEUYCHO yBEJIHYEHHUE MPOIIEHTA JICTEeH ¢ aJeKBaTHBIM HYTPUTUBHBIM cTtaTycoM (¢ 51 mo 63%).
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[Ipouent manuenToB c jerkoit HIT ysenumuwmics B 1,25 pasza, ¢ ymepeHHoil B 2 pa3a, a ¢ Tsbkenond HIT
YMEHBIIUJICS - B 4 pa3a COOTBETCTBEHHO U cocTaBui 4%. B nenom, nmpoueHT aerei, ctpagasmmx LT
u umeBmux aaekBaTHbIi HC, Bo3pocio g0 48% (p<0,005), a ¢ TsKenoi HeI0CTaTOYHOCTHIO MTUTAHUS -
ymenbiuics 10 19,6% (p<0,005). B rpymre 2 noka3aTteinu, XapakTepU3yloIiie HyTPUTUBHBINA CTATYC,
OBUIM CTATUCTHYECKHU 3HAYMMO BbIlIe, ueM B rpymime 1 (p<0,005).

[To nmaHHBIM OWOMMIIEIAHCOMETPUU OTMEUYEHO yBeNIWueHue (B 2,6 pasa) umcna JaeTed ¢
HOpMaJIbHBIM ITOKa3aTesieM Tolei Maccoit Tena (¢ 69 1o 88%), a Takke yMEHbIIIEHUE J10JIM TAI[UCHTOB
(c 75 mo 58%) c u3HaYaIbHO CHUKEHHBIM TOKazaresieM Z-SCOMe aKTMBHOW KJIETOYHOW MAacCChl, YTO
CBH/ICTEIbCTBOBAJIO O MOBBIIICHUH OUOJOTHYECKON IIeHHOCTH pairoHa (PucyHok 8).

VY CTaHOBIIGHO YJIyYIIEHHE MapaMeTpPOB, XapaKTEPH3YIOUIMX Oe30macHOe MPUHSATHE MUIIU H
JKUJIKOCTH, B BUJEe CHIKEeHHS TporieHTa aeteit ¢ IV u V ypoBusamu no mkaine EDACS ¢ 45 no 30%,
yBenuuenue nanuenTos ¢ |-111 yposasimu ¢ 55 no 70%, uro yka3eiBano Ha 3¢ (heKTHBHOCTB TPOBOAUMOMN

nuetorepanuu (Pucynox 9).

. - aedpuuuT
l 19 12%

HOpMa

e 69% 81% 88%
42%
25%
KupoBas  Tomasi AKTHBHas Kupopas  Tomas AKTHBHas
Macca Macca  KJeTO4YHast Mmacca Macca  KJeToYHast
macca Mmacca

Pucynok 8 — Jlunamuka noka3zateneii (%), xapakTepu3ymoIuX cOCTaB Teja ¢ ucrnonb3oBanuem bBUA y
NAIMEHTOB C IETCKUM IIepeOpalIbHBIM MapanvdoM JI0 ¥ Ha poHe HYTPUTUBHOU moaepxku (N=26)
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Pucynok 9 — Jluramuka mokasarenei (%), XxapakTepu3yoIuX OPOMOTOPHYIO JUC(ATHIo ¢
ucnonbs3oBanueM mmkansl EDACS y manueHToB ¢ AeTCKUM 1epedpaibHBIM MapaiindoM 10 U Ha (oHe
HYTPUTHBHOMW Toaaepxku (N=102)

B nporecce nccnenoBanus pa3padoTaH alroOpuTM AUETOIOTHYECKOTO COMPOBOKICHUS JETEH C
JETCKUM IepeOpalIbHBIM TIapajidoM, KOTOPBIM HAIpPaBJICH HA paHHEEe BBISIBICHHE ITAIIHEHTOB CO
CHI)KCHHBIM HYTPUTHUBHBIM CTaTyCOM M MPOOJIEeMaMHU, CBSI3aHHBIMH C O€30MaCHOCTHIO MpHeMa MHIIH,

YTO MMO3BOJIMIIO MPOBOJUTH CBOCBPECMCHHYIO aJCKBATHYIO KOPPCKIHIO JIe4eOHBIX palrOHOB, BKJIIOYas
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HYTPUTHBHYIO IIOOACPKKY CMCCAMU JId ODHTCPAJIBbHOI'O IIMTaHWSA Ha OCHOBE ICJIBHOTI'O

TUAPOIIM30BAHHOTO OeIKa METOOM CUITMHTA WK Yepe3 ractpoctomy (Pucynok 10).

Hetu ¢ gerckum nepedpaibHbIM HapaaTniom

KOHCYJIbTallud JUCTOJIOra, OIICHKAa HYTPUTUBHOI'O CTaTyCa, OLICHKA
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Pucynok 10 — Anroput™ IueTOIOTHYECKOTO CONMPOBOXKJIEHUS MAUEHTOB C JETCKUM IepeOpaabHbIM
napajquyoM B 3aBUCUMOCTH OT UX HYTPUTUBOTO CTaTyca U BBIPa)KEHHOCTH OPOMOTOPHON AUCHYHKIUN

Takum o00pazoMm, BKIIOUEHHE B peaOMIMTALMOHHBIE MEPONpPHUITHS pPa3padOTaHHBIX HaMU

noaxo40B K OpraHusalnun JIe4eOHOTO MUTAHUS IMoKasajio, 4TO 4Y€pe3 6 MCCALICB Y NOAABJIAIOIICTO
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6onpmmHcTBa (90/88%) MalMEHTOB C JOETCKUM IiepeOpaibHbIM MapajildyoM OTMEYEHO YIy4llIeHHe
Oo0IIero  COCTOSIHUSA, YMEHBIICHHE YacTOThl OOOCTPEHHH  COMYTCTBYIOIUX  3a0oyieBaHUN
(pecMpaToOpHBIX H TracTpol3odareanbHOd peIIFOKCHOW OO0JIe3HH), MOJIOKHUTEIbHAS JUHAMHKA
nokazatenei o mkaine EDACS (ymeHblieHre nporeHTa aerei ¢ mokasarensimu V-V yposas ¢ 45 1o
30%) U CHW)XCHHE J0JW IAallMEHTOB C TSKEIOW HEIOCTATOYHOCThIO MHUTaHHUSA. DP(HEKTUBHOCTH
queToTepanuu  ObUla  oOecriedeHa  peryilspHbIM — BpaueOHBIM  KOHTPOJIEM 33  JHHAMUKOU
AHTPOIIOMETPUYECKUX TOKa3aTesiei, COCTaBOM JIeUeOHON UEThl, CBOEBPEMEHHBIM IPOBEJICHUEM €€

HEO0OXOIUMOM KOPPEKIIMH 3a CYET SHTEPATbHON HYTPUTUBHOM MOAIEPIKKH.

BbIBO/IbI

1. Y GOJBIIMHCTBA IETEH CO CITACTUYECKUMU (hOpMaMH JIETCKOTO 1Iepe0paIbHOro napaiiya
BBISIBJICHBl HapylIEHHE HYTPUTHBHOIO cTaTyca: HEJOCTaTOYHOCTh nuTaHus - 53% (ierkas 6,2%,
ymepennas 8,8%, Tsokenas 38%), u30bITouHas Macca teia/oxupenue - B 11,7% ciydaes, 3aaepixka
pocta 'y 25% nanueHToB.

2. Y DanMeHTOB ¢ TKEIBIMH JIBUTaTeNbHbIMH HapymieHusmMu (GMFCS  1V-V)
HEJOCTAaTOYHOCTh MUTaHMs BcTpedanach B 2,2 pa3a uamie (P<0,001), uem y nereil ¢ jerkumu u
yMepeHHbIMH AuraresibHbiMU HapyeHusmu (GMFCS 1-111) - 72% u 32%, cOOTBETCTBEHHO.

3. [Ipr cpaBHUTENBPHOM aHalU3€ NPOLIEHTA >KUPOBOW Macchl Teja, PAaCCUYMTAHHOIO IO
dopmyne Gurka (kamumepoMeTpus) W TIOJYyYEHHOTO METOJOM OHOMMIICHJIAHCHOTO aHaJu3a,
YCTaHOBJIEHO, 4TO Yy 29% perell ¢ aleKBaTHbIM HYTPUTHBHBIM cTarycoM U y 50% manueHToB ¢
HEJ0CTAaTOYHOCThIO THUTAHUS, MPOLEHT >KUPOBOM MacChl ObUI NPEUMYIIECTBEHHO HOPMAlbHBIM U
n30bITouHbIM. [Tokazarens UMT/Bo3pacT He oTpakaeT cTeneHb HapylIeHHs] HyTPUTUBHOIO cTaTyca U
HE MOXET CIYXHTb €IUHCTBEHHBIM KPUTEPHEM HEAOCTATOYHOCTU MHUTAaHUSA Yy JAETed C JETCKUM
1epedpalibHbIM apaIndoM.

4. Hapymenust crnocoOHOCTH TPUHATHS NUIIA M KUAKOCTH, COOTBeTcTBYRolue [V-V
ypoBHsM 1o kiaccupukaun EDACS u xapakTepusyromuecss 3HAUUTENbHBIMU OTrpaHUYCHHUSIMHU
O6e3omacHOCTH U A(()EKTUBHOCTH TNHUTaHUsS, ObUIM BBISBIEHBI Yy 1/4 0O0cienoBaHHBIX OOJBHBIX H
BCTpEYAINCh cTaTHCTHYecKH 3Haunmo vamie (P<0,001) y manmeHTOB C TSHKENBIMH JBUTATEIBHBIMH
HapyILICHUSAMU MO CPaBHEHHUIO C JETbMH C JIETKUMU M YMEPEHHBIMH HAapyLIEHUSMU: NONEPXUBAHUS
KUAKOW U rycroit umien (32% Vs 0%), poTsl/cpbiruBanus (58% Vs 4%), kamens u xpursbl (75% VS
12%), napynieHnue JapIxanus mpu kopmieHuu (26% vs 0%).

5. JleTn ¢ TSDKENBIMHM JIBUTATENbHBIMUA HAPYIICHUSMH CTAaTHCTUYECKHM 3HAUYMMO 4Yallle
(p<0,001) mo cpaBHEHHUIO C MAllMEHTAMU C JETKUMH M YMEPEHHBIMHU JABUTATEIbHBIMU HAPYHICHUSIMU
UMENU COIMYTCTBYIOLIME 3a00JIeBaHUS: CTPYKTYpHyto smuiencuto (57% Vs 8%), acnupaiiioHHbIe
nHeBMOHUM (49% Vs 8%), xpoHndeckue 3anopsl (68% Vs 35%), a Taxxke MoIy4aar KOMOMHUPOBAHHYIO

IPOTUBOCYIOPOKHYIO Tepanuto (15% vs 0%).
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6. Jedbunut/HenocraTrouHocTs BUuTaMuHa D Habmomanuck y 50% OOJBHBIX C JACTCKUM
1epeOpaibHBIM MapajanyoM. Beicokne 3HaueHus: Mapkepa KocTHOM pe3opOuun B-CrossLaps mmenu
00abIMHCTBO (66%) MaIMEeHTOB, Yallle - AeTH C TSHKEIBIMU JBUTATeIbHBIMU HapylmeHusMu (72% u
57%, COOTBETCTBEHHO), YTO O0YCIIOBIIEHO MX HU3KOW JIBUTATEIILHOW aKTHBHOCTHIO U CBHJICTEIIbCTBYET
00 aKTHBAIMH MPOLIECCOB OCTEOPE30pOLUU. Y CTaHOBIIEHA CTATUYECKH 3HaUMMasi psiMasi Koppemsius
MEK/1y YPOBHEM JIBUraTeIbHBIX HapyleHni u nokasarenaem 3-CrossLaps (r=0,596, p<0,005).

7. OueHka CTpYKTypbl NHTaHUSA I[IOKaszaja, 4YTO OHO ObUIO pa30allaHCHPOBAHO IO
KOJIMYECTBEHHOMY U KAa4eCTBEHHOMY cocTaBy. Y OonbmuHcTBa (80%) AeTeid mpOoAyKThl KUBOTHOTO
MIPOMCXOXKICHHS, OBOIMM M (DPYKTHI B orpaHudeHHOM obObeme (10 100 r/meHB) MPUCYTCTBOBAIN B
parione 1 pas B ieHb, Ha OHE U3OBITOYHOTO MOTPEOICHHUS XJIe000YTOUHBIX U MAKAPOHHBIX U3JICTIHH,
KoTophble 3aHuManu 10 40% pannroHa, 0COOEHHO y JIeTel C TSXKEIbIMU ABUTATEIbHBIMU HAPYIICHUSIMH.
OT0 mpUBOIWIO K AePUIUTY MOTpeOIeHns Oellka U CHUYKEHUIO SHEPTeTUIECKON IIEHHOCTH MUTAHUS Y
MAIMEHTOB, KaK ¢ HOPMAaJbHBIM HYTPUTUBHBIM CTaTycoM - 39 u 26%, Tak U C HEIOCTATOYHOCTHIO
nutanus 63 Vs 28% cOOTBETCTBEHHO.

8. Pa3zpaborannas nmepcoHUPUIIMPOBAHHAS HYTPUTHBHAS MOJACPKKA C HCIOIb30BAHUEM
CHEeIMATM3UPOBAHHBIX TIPOIYKTOB — 3aryCTUTENICH, CMeCel JIJIsl SHTEPaTbHOTO MUTAHUS B JONOJHEHUE
K IaJsiield JueTe MaueHTOB C JETCKUM IepeOpaibHbIM MapaludyoM B 3aBHCHMOCTH OT TSDKECTH
JBUTATEILHBIX HAPYIICHUH, HAWYHS/OTCYTCTBHS OpodaprHTeaTbHON Auc(aruu M COMyTCTBYIOMICH
NaTOJIOTUH,  TOKa3ajda  TOJOXUTENbHbIH  3ddekT B  BHUIE  YMCHbBIICHUS  MPOSBICHUN
ractpos3odareanbHOT0 pedurrokca u/mim pBoThI (¢ 45 10 18%) 1 CHIKEHHS IPOLIEHTA JETEH C TSHKEIOH

HEI0CTaTOYHOCTRIO muTanus (¢ 72,3 mo 19,6%).

MNPAKTUYECKHWE PEKOMEHJALIUN

1. Bcem 060ibHBIM CO crmacTMUeCKUMH (opMaMH JIETCKOro ILiepeOpajabHOro mnapaiuya,
HE3aBUCHMO OT YPOBHS HapyIIEHHUs! OONBIINX MOTOPHBIX GyHKIui o cucteme GMFCS, HeoOxoanma
peryisipHasi OIIEHKa aHTPOIIOMETPMUYECKHX TIOKazaTesned (Macca Teda, pOCT/JUIMHA, OKPY>KHOCTb
CpeIHel TpeTH miieya, TOJIIMHA KOXKHO-KUPOBOM CKIIaJKU Haj TpHllerncoMm) 1 pa3 B 6 MecslieB.

2. Becem gnersm co cmactuueckMMmH (opMamMHM  JETCKOrO IiepeOpalibHOro mapannya
HE00XO0IMMO TIPOBOMTH OIIEHKY CIIOCOOHOCTH MPUHATHUS MTUIIHU U KUJKOCTH C UCTIOJIb30BAaHUEM IITKAITBI
EDACS.

3. VY ManueHToB ¢ HU3KUMH 3HAYEHUSIMHU aHTPOTIOMETPHUECKUX HHIIEKCOB (<-2 SDS) n/umu
UX OTpULATEIbHON JAMHAMHUKOW B YCIOBMSX CTallMOHAapa HEOOXOAMMa KOHCYJbTALUS JUETOJIOTa IS
yrayoJieHHOTO 00cienoBanus (aHanu3 (DAKTUYECKOTO MUTAHUSA C PAacdeTOM XHUMHYECKOTO COCTaBa
palnroHa, pacueT MPOLEHTa KUPOBOH MAaCChl METOI0M KaJTUIIEPOMETPUHN MM OMOUMIIETAaHCOMETPUH) U
COCTaBJICHUS] HHIUBUIYAITLHON TPOTPAMMBI KOPPEKITHH MTUTAHMS.

4. Becem gnersm ¢ geTckuMm  1epeOpalibHBIM MapajddoM HEOoOXOIMMO Ha3HauyeHue
npoduIakTUYeckux 103 BuTtamuHa D, c¢ perynspHbsiM KoHTposiem (1 pa3 B 6 Mec.) KOHLEHTpaluu

25(0OH)D B chIBOpOTKE KPOBH JUTSI JaJIbHEHIIEH KOPPEKITUH.
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5. Be1bop MeTos1a HyTPUTUBHON NMOAJEPKKHU TpeOyeT MHIUBUAYAIBHOTO MOAX0a U 3aBUCUT OT
HAJIMYMS M CTENEHU BBIPAKEHHOCTH HEAOCTATOUYHOCTH MUTAaHUA, OpodapuHreanbHOM aucdaruy,
comyTcTByromel maronorud. [lpu  Tsxkenoll HEAOCTATOUHOCTM TNHMTAHUS M HEBO3MOYKHOCTH
obecnieuenus Oe3omacHoro npuema numy (EDACS IV-V) nokazana moctaHoBKa racTpOCTOMBI JIJIst
30H/I0BOI'O ITUTAHUS.

6. Y manueHToB ¢ OpOMOTOPHOU Arcdarueit peKOMEHIyeTCsl UCTIOIb30BaHUE
CHELMATU3UPOBAHHBIX POYKTOB-3aryCTUTEINIEH sl MUIIM U KUAKOCTEH.

7. Jlna KOppeKUMH HapyIIeHUH NHTaHUS LeIecoo0pa3HO HCIONB30BaTh pa3pabOTaHHBIA B
Ipolecce HUCCIEN0BaHUsS «AJTOPUTM JTUETOJIOTMYECKOIO COINPOBOXKICHUS MALMEHTOB C JIETCKUM
Hep€6paHLHbIM nmapajinuioM B 3aBUCHUMOCTU OT HUX HYTPUTHBHOI'O CTaTyCa W BbIPAKCHHOCTU

OpPOMOTOPHOI THUCHYHKIIUN.
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nuTaHus y aereit co cnactuaeckumu Gopmamu JLIT /H.A. MacioBa (Pexopymkuna H.A.), T.D.
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CIIUCOK COKPAIIIEHUN U YCJIOBHBIX OBO3HAYEHUM

BUA - OnoMiegaHCHBIN aHaIN3

JUII — nerckuii nepedpaibHblii napanuy

NMT — unnekc maccsl Tena

HIT — HemocTaTOYHOCTH MUTAHUS

HC — nyTputuBHbIi cTaTyc

PHII — pexomenayemMble HOpMbI TOTPEOTCHUS

BAZ - anTponomerpuueckuii nokasarens Z-score UMT/Bo3pact

EDACS - (Eating and Drinking Ability Classification System) cucrema knaccupukanum criocoOOHOCTH
HPUHATHS MUK U KUJKOCTH

ESPGHAN - (European Society for Paediatric Gastroenterology, Hepatology and Nutrition)
EBpomneiickoe 001IecTBO TETCKUX TaCTPOIHTEPOIIOTOB, T€IAaTOIOTOB U HYTPUITHOIIOTOB

GMEFCS - (Gross Motor Function Classification System) Cucrema kinaccuukanuu O0IbITHX MOTOPHBIX
byHKIMMA

HAZ - anTporiomeTpudeckuil mokasaTelb Z-score pocT/Bo3pact

STRONGKidSs - onpocHuUK /11 CKpHHUHTA ITUILEBBIX PUCKOB JUIS IETeH B BO3pacTe OT Mecsiia 110 18 et
IPY TOCTYIUIEHUH B OOJIBHUILY

WAZ - anTporomMeTpruecKuil nokasarenp Z-score Macca Teaa/Bo3pact

B-CrossLaps - kapOoKCHUTepMHUHAIBHBIN TEIONENTH ] KoJutareHa | Tuma



