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kadenpel TOCHUTATBHOW TeauaTpuu (eaepaTbHOTO TOCYJApPCTBEHHOTO OIOKETHOTO
00pa30BaTENIPHOTO YUPEXKACHUS BbICHIETO oOpa3oBaHusi «KazaHCKHil rocynapcTBEHHBIN
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CamoiiioBa FOaus T'eHHanbeBHa — [OKTOp MEIOMIIMHCKUX HayK, mIpodeccop
Kadenpsl SHIOKPUHOJIOTUU U AMA0ETONIOTHH, 3aBEAYIOIMUNA Kaeapoil AeTCKuX OoJie3Heu
benepanbHOTO rOCYIapCTBEHHOTO OFOKETHOTO 00pa30BaATEIBLHOTO YUPEIKICHHS BBICIIETO
oOpazoBanusi «CHOMPCKUN TOCYAApPCTBEHHBIN MEAUIIMHCKUN YHUBEPCUTET» MUHUCTEPCTBA
3apaBooxpaneHust Poccuiickoit denepanuu.

Benymas opranuszaumus:

®denepaibHOE TOCYIAPCTBEHHOE OI0IKETHOE 00pa30BATEIILHOE YUPEKICHUE BHICILIETO
oOpasoBaHus «Poccuiickuit HalMOHAaJbLHBIN HCCIIENOBAaTEILCKUN MEIUIUHCKUUN
ynusepcurer umenu H.M. IluporoBa» MwunucrepctBa 3apaBooxpaneHus Poccuiickoin
denepanuu.

3ammra guccepTanuu coctoutes «21» centsops 2022 r. B 10 yacoB Ha 3aceTaHUU
COBETA I10 3alIUTE JUCCEePTALIU HA COMCKAaHUE YUEHOM CTENeHH JOKTOpA HAYK, HA COMCKAaHHE
yueHoi cremeHW Kanaumata Hayk 21.2.074.02, co3manHoro Ha 0a3ze ¢emeparbHOTO
rOCY/IapCTBEHHOTO OO/KETHOTO 00pa30BATENIbHOTO YUYPEKIEHUS BBICIIETO 0Opa3oBaHUs
«YpanbCKul ~ TOCYAApCTBEHHBIN MEIMLIHMHCKANA  yHUBepcHUTeT»  MuHucrepcraa
3npaBooxpanenusi Poccuiickoit ®@epepanuu no azapecy: 620028, r. ExarepunOypr, yi.
Penuna, 1. 3.

C nmuccepranueld U aBTOpedepaToM MOXKHO O3HAKOMHUTHCS B OMOIMOTEKE WUMEHU
B.H. Knumoa ®I'bOY BO VYI'MY Munzapaa Poccum mno amgpecy: 620028,
r. EkarepunOypr, yn. KitoueBckas, A. 17, v Ha caiite yHuBepcUTETa WWW.USMa.Tu, a TaKKe
c aBtopedeparom Ha caiite BAK MunucrepcTBa Hayku u Beicmiero oopaszoBanus Pd:
vak.minobrnauki.gov.ru.

ABTopedepar pa3ociaH « » 2022 ropa.

VYueHblll ceKpeTaphb
JUCCEPTALMOHHOTO COBETA
1.M.H., ipoeccop I'pummna Upuna @enopoBHa



OBIIASA XAPAKTEPUCTHUKA PABOTbI

AKTyaJ'IbHOCTb TEMBbI HCCJICIOBAHUA

Hetckuii iepedpanbhbiii napamud (J{LIT) ssBaseTcs camoit yacToit MpUYUHOMN TSHKETOH
(bu3HUeCKOl WHBATMIHOCTHU JAETCKOTO BO3pacTa B OONBIIMHCTBE CTPAH MUPA, B TOM YHCIIE U
B Poccuiickoit ®enepanun [Ctynenukun B.M., 2012; 3manosckas B.A. u ap., 2019; Ilak.
JI.A., 2020; Oskoui M., 2013; Graham H. et al., 2016; Grellety E., 2018; Esih K. et al., 2022].
[lo [aHHBIM MEXIYHAapOJHOW CTaTUCTUKH, y onHoro u3 500 HOBOPOKIEHHBIX
YCTAHABIIUBACTCS JUArHO3 JETCKOro IepeOpalbHOro IMapaiuya, a IpearnojiaracMoe
KOJIMYECTBO NMALMEHTOB C JAHHOW IMATOJOTMENW B MHUPE COCTABIAET OKOJIO 17 MUIUIMOHOB
gyenosek [Graham H. et al., 2016; Shephered E., 2017].

VYpoBeHb ABUraTENbHBIX HAapYIICHUH HE U3MEHseTcs ¢ Bo3pacTtoM pebenka ¢ LI,
MPU ATOM COITYTCTBYIOIIME 3a00JIeBaHUS, TaKHE KaK SIUICTICHS, KEITyA0YHO-KHUIIICYHBIC
paccTpoiicTBa, HaApyIICHHWs] POCTa W MHUTAHHS, AJTMMEHTApPHO-3aBUCUMBIC Je(DUITUTHBIC
COCTOSIHUSI HanOojiee CYIIECTBEHHO BIMSIOT Ha COMAaTHYECKOE 370pOBbE, KAYECTBO H
POJIOJKUTEIIBHOCTD ku3HU nanuentoB ¢ JIIT [Kamanoa A.A., 2019; Brooks J., 2011,
Basaran A. et al., 2013; Gulati S., 2018; Aydin K., 2019; Dipasquale V. et al., 2020]. B
CTPYKTyp€ HapyluleHUH HYTpUTUBHOro ctatyca B momymsuuu geteit ¢ JLII npeobnanaer
HegocratounocTs nutanus (HII), koTopast mocTuraer, mo JaHHBIM pa3IudHbIX aBTOPOB, 70%,
NpSIMO KOPPEIUPYET C TAXKECThIO OCHOBHOTO HEBPOJOTMUYECKOTO 3a00JieBaHUS, HU3KUM
HHTEIUIEKTOM U IPOTrpeccHpyeT mo Mepe B3pocicHus pedenka [De Souza M. et al., 2012;
Castelli E., 2016; Trivi¢, 1., 2017; Tekin H. et al., 2018].

[Tomumo sIBHOWM 3a7ep>KKH (PU3WYECKOTO PA3BUTHUS, HEJOCTATOYHOCTh IMUTAHUS Y
aereit ¢ JUII mpuBOOUT K YaCTBIM PECHHPATOPHBIM HHQEKIUSAM, IOBBIIIAET PHUCK
OCJIO)KHEHHOTO TEUYCHHS MH(EKIIMOHHOTO MPOIlecca, OKa3bIBA€T HETaTUBHOE BIIMSHHE Ha
MUHEPAIbHYIO TJIOTHOCTh KOCTHOW TKAaHU W peNapanuio KOXKHBIX paH, CIHOCOOCTBYET
YAJIMHEHUIO CPOKOB TOCHHUTAIM3ALUMUA M PA3BUTHIO MOCICONEPAIMOHHBIX OCI0XKHEHUH,
OTpaHWYMBAsl WJIM JieJlas HEBO3MOKHBIM TMPOBEICHHE PEaOUIUTAIMOHHBIX MEPOIPHUATHM
[Finbraten A. et al., 2015; Trabacca A. et al., 2016; Pelizzo G. et al., 2017; Pérez Moreno J.
etal., 2019; Debelle G. et al., 2022]. Bmecte ¢ TeM 00bEKTHBHBIE TPYAHOCTU 00CIIENOBAHUS
pebeHKa ¢ TSHKEITBIM HEBPOJIOTHYECKUM 3a00JICBAaHHEM U HEOJHO3HAYHAS JHATHOCTHYECKAS
LEHHOCTh PA3JIMYHBIX METOJIOB ONPENEJICHUs HApYyLICHH HYTPUTUBHOIO CTaTyca MOTYT
CHOCOOCTBOBATh MPOrPECCUPOBAHUIO HENOCTATOYHOCTH MHUTAHMUS U YBEJIMYMBATH PHUCK
HeOmaronpustHOro ucxona 3abosnesanus [Koeryn O.I1, [Tnakcunra A.H. u np., 2018; Romano
C.etal., 2017; Trivic I., 2017; Snic D., 2019].

HeraTuBHble MOCIEACTBUS HEIOCTATOYHOCTU MUTAHUS OMPESSIOT HEOOX0IUMOCTh
pa3pabOTKU CTpaTeruu, HAMIPaBJIEHHON HA paHHEEe BBIABJICHHUE JETEH, MOIBEPIKEHHBIX PUCKY
pa3BuTHs HemoctatouHoctu nutanus [Ilak. JILA., 2020; Romano C. et al., 2017; Trivic 1.,
2017; Snic D., 2019]. OnTuMu3anus CyIIeCTBYIOIIUX MOIX00B K OICHKE HYTPUTHBHOIO
cTaTyca TMO3BOJUT pa3paboTaTh d()PEKTUBHBIE WHCTPYMEHTHI JJII PAHHETO BBISBICHUS U
MOHHUTOPUPOBAHUS HEAOCTATOYHOCTH NUTaHUA Y mauueHTos ¢ JILIII.

eab uccaenoBanus

HccnenoBaTh 0COOEHHOCTH HYTPUTUBHOTO CTaTyca y JIeTel ¢ IETCKUM IiepeOpaibHbIM
napajiiyoM Ha OCHOBAaHUHU OIIEHKM B3aUMOCBS3€H J1abOpaTOpPHBIX IOKa3aTeliel, YpOBHS



JBUTATEIbHBIX HAPYIIECHUH, HaBbIKa O0e30macHOCTH M 3((EKTUBHOCTH NpHUEMa MHIIH IS
JUArHOCTUKHU U ITPOTHO3UPOBAHUS PUCKA PA3BUTHUS HEJOCTATOYHOCTH ITUTAHMUS.

3aaa4m uccjaeI0BaAHUuA

1. M3yuuts aHTporoMeTpuueckue nokasarenu y aerei ¢ {11 B 3aBucuMocTH OT ypOBHS
JIBUTATEIIBHBIX HApYIICHWH W CTENEeHW HapylmieHWH HaBblka S((EKTUBHOCTH H
0€30MacHOCTH MpHUeMa MUILIH.

2. IlpoBectn  oueHky  na0opaTOpHBIX  TOKas3aTenedl  OemkoBoro  oOMeHa,
WHCYIMHOTOI00HOTO (hakTopa pocta — 1, abcomroTHOrO Yncia TUMQPOIUTOB, YPOBHS
kanbiuauona y nereit ¢ JAUII ¢ HegoCTaTOYHOCThIO MUTAHUS U 0€3 HYTPUTHUBHOIO
nedumuTa.

3. OmpenenuTs  OCOOCHHOCTH ~ KOMIIO3MIIMOHHOTO ~ COCTaBa  Tela  METOAOM
OouonmnenaHcHoro aHanusza y gerei ¢ JILII ¢ HemoctarouHocThIO mMHTaHUsA U O€3
HYTPUTHUBHOTO JepuuuTa.

4. OueHUTHh BIUSHHUE IOMOJHUTEIHFHOTO SHTEPATBHOTO MUTAHHUS HA KOMITO3UIIMOHHBIN
cocras Tena y aereu ¢ LI 1 HenoCTaTOYHOCTHIO MU TAHMUS.

5. BoeisiBuTh (akTOpHl pHCKAa PAa3BUTHS HEAOCTATOYHOCTH MUTAHWS Ha OCHOBAHHHU
KOMIUIEKCHOM  OIIGHKM  aHTPONOMETPUYECKHMX  IOKa3aTeled,  IMapaMeTpoB
KOMIIO3MIIMOHHOTO COCTaBa Tejla W CTENEHH HapylIeHUI HaBblKa 3((EKTUBHOCTU U
Oe3omacHoCTH TIpueMa nuiny y aereu ¢ LTI

Haquaﬁ HOBH3HA UCCJICA0BAaHUA

BrnepBblie Ha OCHOBaHMM KOMIUIEKCHOTO aHAJIM3a HYTPUTUBHOTO craryca neren ¢ JJLII
IMOKa3aHo, YTO ITAIlMEHTHI C OIIEHKOM HaBbIKa muTanus no mkajae EDACS V-V umerot 6oiee
HU3KHE 3HAYCHHS POCTa, MACCHI Tella, Z-SCOre Macchl TeJla, OKPYKHOCTH Oe/ipa U HapyIICHHE
KOMIIO3UIIMOHHOTO COCTaBa TeJia B BUjie cHUKeHus rmapametpoB TM, OX, BXK, noBbiienus
YOO, ®V no cpasuenuto ¢ aetbmu ¢ EDACS I-111.

Y cranoBneHo, 4YTO HanboJee 3HAYMMBbIM PUCKOM Pa3BUTHS HEAOCTATOYHOCTH MTUTAHUS
y neteit ¢ AL crana onenka HaBbika 3 pexTuBHOCTH U O6e3omacHocTy nuTanus V-V o
mkane EDACS: OR=2,476 (95% /U 1,046; 5,861, p=0,039).

OmnpeneneHbl 0COOEHHOCTH KOMIO3UIIMOHHOTO coctaBa Tena y ngereit ¢ JLIT 6e3
HEJIOCTAaTOYHOCTH IHUTAHHWSA I1I0 JaHHBIM OHOMMIICJAHCOMETPUH B BHUAC CHWIKEHUS
MapaMeTpOB >KUPOBOM M TOUIEH MAacChl, IMOBBIMICHUS MapaMeTpa YIEJIbHOTO OCHOBHOTO
oOMeHa, XapaKTepU3yIoUUX HaApYIIEHNs HYyTPUTUBHOTO CTaTycCa.

HoBbIMU SIBASIFOTCS JaHHBIE O 3HAYMMBIX B3aUMOCBSI3SIX MEX/TY MOKa3aTeNsIMH OOIIEro
oenka, UDP-1 u mapamerpamu 6monmnenancomerpuu (TM, AKM, CMM, OX, BX, YOO)
y aereu ¢ JJLIL

JlokazaHO TMOJOKUTENBbHOE BIUSHUE JAOMOJHUTEILHOTO JHTEPATBHOTO MUTAHUS
W30KaJOPUINHON MOJIMMEPHOM CMEChIO yepe3 6 MecsIleB JA0TAallud Ha aHTPOIIOMETPUUYECKHUE
mokaszaTenu (Macca Tena, Z-SCOre maccel Tena/Bo3pact, MMT, z-score MIMT/Bo3pacr,
TKXKCT u mapameTpsl KOMIO3MIIMOHHOTO cocTaBa Ttena (mosbiieHue TM, XXM, OX,
cumxenue YOO) y gereit ¢ LI ¢ ymepeHHOM U TSKENI0N HEJOCTATOUYHOCTHIO MUTAHUSL.



OnpeneneHo, 4yTo NpUEM AaHTUKOHBYJbcaHTOB y aereid ¢ JUII mosblmmaer puck
pasBuTHs HemoctaTouHocTH mwtanus B 3,3 pasza: OR=3,354 (95% /AU 1,062; 10,590,
p=0,039).

IIpakTnyeckasi 3HAYUMOCTH Pad0OTHI U BHeIpeHHE Pe3y1bTAaTOB

[Tokazano, uyto mabopaTopHbIC TOKa3aTeldu OenkoBoro oOmeHa (oOuuii Oenok,
anbOyMuH, TpaHc(eppuH), MHCYIHHOMOMO00HBIM (akTop pocta — 1, aOCOMOTHOE YHUCIIO
TUM(OIUTOB HE KOPPETUPYIOT C HATUIUEM U TSKECTHIO HEAOCTATOUHOCTH MMUTAHUS y JETeH
¢ JAUIL. Ompenenena Huskas obecrneueHHOCTh BUTamMuHOM D y Bcex gmereit ¢ JILII ¢
HEJIOCTAaTOYHOCTBHIO MUTAHUA U 0€3 HyTPUTUBHOTO JePUIUTA.

Ha ocHOBaHMM KOMIUIEKCHOM OLIEHKM HYTPUTHBHOIO CTaTyca, BKIKOYAOLIEH
UCCIIEZIOBAaHWE  KOMITO3UIIMOHHOTO  COCTaBa Teia, O0OCHOBaHa  HEOOXOAWMOCTb
WCIIOJI30BAHMSI METO/a OMOMMIIEJAaHCHOTO aHajiu3a il JMarHOCTUKM U MOHUTOpPUHIA
HapyueHuil nutanus y aereu ¢ JJLII.

O00CHOBaHO NPUMEHEHHUE MOJUMEPHON H3O0KATOPUIHON CMecH g KOPPEeKIUU
HapylIeHWil nutaHnus B TedyeHue 6 mecsaueB y aereit ¢ JUII ¢ ymepeHHOW M Tskenou
CTENEeHbI0 HEAOCTATOUHOCTH MUTAHUS.

Hacrosimee unccnenoBaHue MNpPOAEMOHCTPUPOBAIO ACCOLMATHUBHBIE B3aHMMOCBSI3U
MEXy CTETICHBIO TSDKECTH HapyIICHU HaBbIKa (PPEKTUBHOCTH M 0€30MACHOCTH MUTAHUS
no knaccuurammun EDACS u cocrostHnem HyTpuTHBHOTO cratyca y aeredt ¢ JLII, dro
HOJITBEPKIAET 1I€JIEeCO00Pa3HOCTh MCIONIb30BaHUS JTAHHOM KiacCU(UKALUU B alIrOpUTME
JMAarHOCTUKHU U IMPOTHO3UPOBAHHUS pACCTPOUCTB nuTanus y nereut ¢ JALII.

Ha ocHOBaHMM TOMY4YEHHBIX pE3yJbTaTOB WCCIEIOBAHUS BBIICICHBI TPYIIIIBI
HYTpUTUBHOTO pucka y neret ¢ JAUII, tpebyromue nuHaMuyeckoro HaOIOEHUS U OLEHKH
cTaTyca MUTaHUs BpauoM-TIeIMaTPOM Ha aMOYyIaTOPHO-TIOTMKIMHIYECKOM dTarle.

Pa3paboran u 000CHOBaH aJiropuT™M JTUATHOCTUKM U TPOTHO3UPOBAHHS pHUCKA
pa3BuTUs HeAocTaToyHOCTH nutanus y aerein ¢ JUIT ans nedeOHO-peabMIUTAIIMOHHBIX
LIEHTPOB, OT/ICJICHUI MAJJIMATUBHOW MOMOILIH.

Pe3ynbrarel ucciaenoBaHUST BHEAPEHbl B KIMHUYECKYIO MPAKTUKY OTHAEICHUS
naumatuBHod nomou I'AV3 TO «Jlerckuii  ned4eOHO-peaOMIMTAIMOHHBIA  LEHTP
«Hanexna», nerckoro HeBposiorndeckoro otaenenus ['bY3 TO «Oo6nactHast KIMHUYECKas
6onpHUIAa No2y 1. TIOMEHH, UCTIONB3YIOTCA B yueOHO-TIeJaroruueckoM mporecce kadeapsl
nequatpuu  MHcTHTyTa HempepbiBHOTO TmpodeccuoHaabHoro pasputus PI'BOY BO
Tromenckoro I'MY Munsapasa Poccun.

HOJ’IO)KCHHH, BBIHOCHUMBIC HaA 3allIUTY

1. JlaGopatopHbie Mapkepsl OenkoBOro obOmeHa (oOmuii Oenok, anbOyMuH,
tpancheppun), UOP-1, abcomoTHoe uncino TMMQOIUTOB HE KOPPEIUPYIOT C HATUYUEM H
TSKECTHIO HejocTaTouHoCTH nuTanus y aeteit ¢ JILIIL. Huzkas o6ecriedeHHOCTh BUTAMUHOM
D npucyrctByer y Bcex aerer ¢ LIl BHE 3aBUCUMOCTH OT COCTOSIHUS HYTPUTHBHOTO
craryca.

2. etu ¢ JILII1 6e3 He1OCTaTOUYHOCTH MUTAHUS UMEIOT U3MEHEHUS KOMIIO3HI[HOHHOIO
COCTaBa Tela, XapaKTepU3yIolue KaTaboIMuecKyl0 HallpaBJIeHHOCTh MeTabonu3Ma ele A0
pa3BUTUSl KIMHUYECKUX CHMITOMOB HApyIIEHWH cTaTyca mnutaHus. JlomoaHuTeIbHOE



SHTEPAIIbHOE MUTAHHUE OKAa3bIBAET IOJIOKUTEIBHOE BIIMSHUE HA KOMIIO3MLIHMOHHBIN COCTaB
tena y gerer ¢ JALIT n HenocTaTOYHOCTHIO MUTAHUS.

3. @opmupoBaHUE HEAOCTATOYHOCTHM muTanus y aererd ¢ LIl accouumpoBano ¢
TSDKECTBIO JBUTATENBHBIX HAPYIICHHM, CTENEHBIO HApYIIeHUH HaBbika A()()EKTUBHOTO H
0€30MMacHOTr0 MUTaHUS, IPUEMOM AaHTHKOHBYJIHCAHTOB.

Anpo0anus pe3yibTaTOB AUCCEPTALUH

I[To Teme nuccepranmu omyoaukoBaHo 11 meuaTHbIX paboT, U3 HUX 3 HAyYHBIE CTATbU
B JKypHaJlax M 3 Hay4Hble CTaTbM (TE3UCHI) B MaTepHalax HAay4YHO-IPAKTHYECKUX
KOH(pepeHIMl B M3JaHUSX, PEKOMEHJOBaHHBIX Briciiell ATTeCTalMOHHOW KOMHCCHEH
(BAK) npu MunucrepctBe Hayku U BbIciIero oopaszoBanus P®, myOnukanuii B Ipyrux
W3JIaHuAX 5, U3 HUX 2 — B 3apyOexHbIX u3gaHusaXx. OCHOBHBIE PE3yJIbTaThl JUCCEPTALMOHHON
paboThI 10J10kKEHBI U 00Cy)kIaeHbl Ha | X TepaneBTHyeckoM hopyMe «AKTyalbHbIE BOIIPOCHI
JIMArHOCTHKU U JiedeHUs1 HanboJiee pacpOoCTPaHEHHbIX 3a00JIeBaHU BHYTPEHHUX OPraHOBY
(30.10 = 02.11.2017 r., Tromenn), X robmielinom TepaneBTuueckoM GpopyMe « AKTyaabHbIC
BONIPOCHI IMATHOCTUKH U JieUeHUs HauOoJiee paclpoCTPaHEHHbBIX 3a00JIeBaHUI BHYTPEHHUX

opranoB» (30.10 - 02.11.2018 r., TroMeHb), OOJACTHON HAYYHO-TIPAKTHICCKOM
KOH(pepeHIuN «AKTyaiabHble Bompockl nmomouu aersm ¢ LIl u apyrumu HapymeHusmu
newxenus» (01.03 - 02.03.2018 1., TiomeHp), 00JacTHOW Hay4YHO-TPAKTHUECKON

KOH(EepeHIMu, MOoCBAlIeHHON 45-netuto mnenuarpudeckoro (dakynpreta GI'BOY BO
Tiomernckoro I'MY MunzgpaBa Poccum (15.11 - 16.11.2019 1., TiomeHns), Ha
MEXpErHOoHaJIbHOM MacTtep-kiacce «Peabmmuramus nperet ¢ JILII. Hayuno-moka3zannas
mpaktuka» (29.02 - 01.03.2020 1., Tiomens), 65-f MeXpErHOHATBLHONH HAy4YHO-
MpakTHYeckoi KoHpepeHunn Poccuiickoro Hay4YHOro MEIUIMHCKOTO OOLIECTBA TEPANIEBTOB
(17.09 — 18.09.2020 1., Tromenn), VII okpyxkHO#l HaydHO-IIPAKTHYECKON KOH(MEPEHIIUU
neTckux  3HAOKpUHOIOToB  XMAO-KOrpel  «AKTyanpHblE  BOMNPOCHI  JE€TCKOM
SHIOKPUHOJIOTHH: OT KIMHUYECKUX PEKOMEHJAlMM K peallbHOW KIMHUYECKON MPaKTUKE)
(23.10.2020 r., Cypryt), XXIIl Konrpecce nenuarpos Poccuu ¢ MexayHapOgHbIM y4acTUEM
(05.03 - 07.03.2021 r., Mocksa), 7" International Conference «Nutrition and Growth 20205,
Nutritional status and ability of children with cerebral palsy (poster Ne 125) (26.03 —
28.03.2020 UK, London).

O0beM M CTPYKTYpa AucCePTAIHA

Huccepranus u3noxkeHa Ha 182 crpaHHMIax MalIMHOMMCHOrO TekcTa. COCTOMT U3
BBEJICHMS, IJIaBbl 0030pa JMUTEpaTypbl, IJIaBbl pE3yJbTaTOB MATEPUAIOB M METOAOB
UCCIEOBaHUs, TpEeX TJaB COOCTBEHHBIX HAOIIOJECHUM, OOCYXIEHMs, BBIBOJAOB U
MpaKTUYECKUX pekoMeHaanuii. Pabora nmoctpupoBana 35 Tabnunamu u 18 pucynkamuy, 1
npuioxkenrueM. bubnmorpaguueckuii ykazatenb BKIO4aeT 63 oreuecTBeHHbIX U 181
WHOCTPaHHBIM UCTOYHHUK.



COJAEPKAHUE PABOTDBI

Oo0beM u MaTepuaJbl HCCICTOBAHUA

Pabora Beimonnena B ®I'bOY BO «TroMmeHCKkHI roCcynapCTBEHHBIN MEAUIIUHCKUI
yHUBepcUTeT» MuUHHCTEpPCTBA 3ApaBooxpaHeHus Poccuiickoii @Dexaepanmu (peKTop
akanemuk PAH U.B. Measenesa) B nepuon ¢ 2017-2020 rr. OGcnenoBanue 1 HaOII0ICHUE
3a JEThbMH OCYIIECTBIsUIOCh Ha kimHuueckod 0Oaze ['AV3 TO «/lerckoro nedeGHO-
peabunurtarmonHoro T1eHTpa «Hanmexna» (TnmaBHbIi Bpad k.M.H. B.A. 3maHOBcKas),
ACYCOH TO «/lerckuii NCUXOHEBPOJOTHYECKU noMm-uHTepHaT» (aupektop JILH.
PoxkoBa). OnieHKa KOMIO3UIIMOHHOTO cocTaBa Tena mMetogaoM BUA mpoBoamnack Ha 0ase
I'AY3 TO «l'oponckas nonukinuHuka Nel» B LleHTpe 310pOBbsl A1 A€Te€l U MOJPOCTKOB
(rnaBHbIf Bpau k.M.H. A.B. Kyreprun, 3aBenyroumuii nearpom k.M.H. [L.}FO. Mopo3os).
Kommnexke naGopaTopHbix wucciienoBaHuii BbinmosHeH Ha 6aze ['BY3 TO «O6GnactHas
knuHudeckas OonpauIa Nely 1. Tromenu (rnaBubiii Bpad k.M.H. C.E. fpues, 3aB. KIMHUKO-
nuarnoctuaeckoit naboparopueit H.A. Copokuna). [Iporokon nccienoBanus Ne§7 onobpen
Komuterom no satuke ®I'BOY BO «Tromenckuit [MY» Munszapasa Poccun.

[TpoBeneHo OTKpBHITOE OAHOMOMEHTHOE KIMHUYEcKoe uccienoBanue 89 pgereil c
muarHozom JIII ¢ rpynmoit nuHamudeckoro HaOmonenus. Kpurtepum BKIIIOYeHHS B
uccjieqoBaHue: yctaHoBieHHbIM auarHo3 [ILI1 BHe 3aBucumoctu OT (opmbl, BO3pact
nanueHToB oT 6 yer go 17 jer 11 mecsueB, cragus MOJIOBOrO pasBuTus lanner 1, 2,
WHOOPMHUPOBAHHOE JOOPOBOJIBHOE COTJIACHE POJIUTENEH (3aKOHHBIX TNPEICTaBUTEICH )
pebeHka Ha yyacTue B uccienoBann. Kpurepuu ucKIl04YeHHs: CHHIPOM MallbabcopOInu
00010 reHesa, BepU(UIINPOBAHHbBIE HEHpoJIeTeHEepaTUBHBIE, TE€HETUYECKH
JNETEPMUHUPOBAHHBIE 3200JIEBaHUSI HEPBHO-MBIIICUYHON CUCTEMBI, HACIECTBEHHbIE OOJIE3HI
oOMeHa, JHJIOKPWUHHBIC TPUYUHBI 3aJEPKKA POCTA, HOCHUTEIHCTBO HA30TacTPAIBHOTO,
Ha30€IHAJIBLHOTO 30HAAa WKW TacTpocToMmbl. COTNIaCHO IeNMM W 3ajJadaM B HCCIICIOBaHHE
BKIItOUeHbl 89 nereit ¢ pasznuunbiMu popmamu LI (51 manbumk, 38 geouek). [locne
OIICHKH CTaTyca MUTaHus Obutd C(HOPMHUPOBAHBI JIBE TPYMIIBI JeTeil: 6€3 HeIOCTaTOYHOCTH
nutanus (N=40) M ¢ HEAOCTATOYHOCTHIO MUTAHMS PA3IUYHON CTerneHu Tskectu (N=49).
['pynmna nmunamudeckoro HaOmroneHus Bikiatoudana 18 mereir ¢ JLII co cpemnerskenoit u
spxenont HII. MccnenoBanue nmpoBoAMIIOCH COTIIACHO pa3paboTaHHOMY au3ainy (puc.l).

MeToabl MCCJIeT0BAHUSA

AHann3 HyTPUTHUBHOTO cTaTyca BelnojHeH y 89 nerent ¢ LT u Birogat:

1. AaTponnomeTpuieckre U3MEpeHus — onpenesienne maccol tena (MT), JUiHbI Tena,
okpyxxHoctu 6enpa (OB), okpyxxkaoctu 1ieda (OIT), TKOKCT. M3mepenue TONIUHBI KOKHOM
CKJIQJKK Haj TpuIiencoM (B MM) MHPOBOIUIOCH MexaHWyeckuMm kamumnepom MIIT 005
(Poccust), morpemHocTh u3MepeHHs cocTaBiseT 1,1%. IlomydeHHBIE pe3ynbTaThl BceX
AHTPOIIOMETPUUYECKUX H3MEPEHUH, 3a HCKIIYCHHEM OKPY)KHOCTH Oeapa, ObuH
KOHBEPTHPOBAHbI B BEIUYUHY Z-SCOI€ — OTKJIOHEHUE HHAMBUIYAIbHBIX MOKAa3aTeled OT
CpeIHMX 3HAUCHUH /T JanHoM nomyisaiuu. OreHka BenuanHsl z-score OIl/Bo3pacr, z-score
TKXKCT/Bo3pacTt Oblla BBIIOJHEHA IO I[EHTWIBHBIM TabnuMmaM JUis JeTed u
OIPOCTKOB,COOTBETCTBYIOIMKM cTangaptam BO3 [http://www.who.int/growthref/tools/en/].
Ouenka mokazareneil Maccel Tena, pocta, UMT mnpoBeneHa ¢ HCHOJIb30BAHUEM
CIEIUATM3UPOBAHHBIX IIEHTUIBHBIX TaOduIl, pa3paboraHHbix s geredd ¢ JILII,



YUMUTHIBAIOLUE BEC, POCT, MOJI, CIIOCOO KOPMJIEHUS U YPOBEHb JABUIATEIbHBIX HAPYIIEHUN 1O
mkane GMFCS [http://www.lifeexpectancy.org/articles/GrowthCharts.shtml].

2. Creness HCOAOCTATOYHOCTHU IMHUTAHUA OIPCACIIAIACH 110 BCIMYUHC Z-score UMT
(BO3): HII nerxoii crenienn — ot -1,0 1o -1,9, cpenneit — ot -2,0 1o -2,9, Tspxemnoii — 6omee -
3,0, cornmacuo knaccudukanuu BO3.

Hetu ¢ LI ¢ pa3nu4HbIM YPOBHEM JIBUTaTEIIBHBIX HAPYIIEHUN
o mkaje GMFCS (n=402)
OmnpeneneHue KPUTSPUECB BKITIOUCHUS/UCKITIOUCHHS

v

Hetu ¢ JILII ¢ pa3nuyHbIM YPOBHEM JABUTATEILHBIX HapyliueHuii o mkaixe GMFCS (n=89)
AnTtponometpust (Macca tena, poct, UMT, TKXKCT,
okpy»xHOoCTb 1eda (OIT), okpyskHOCTE Oeapa (OB)
OleHKa HaJTM4KS U CTETICHH HEIOCTATOYHOCTH MUTaHUA 1Mo Kinaccudukaruu BO3
Ornenka HaBbIka 3((HEKTHBHOTO U O€30MacHOTr0 MUTaHus 1o kiaccupukanuu EDACS

: ; Teru ¢ LT
1 rpynma 2 rpynna C HEJJOCTATOYHOCTBIO MTUTAHUS 2-3
Jetu 6e3 Hetu ¢ CTENeHU
HEIOCTAaTOYHOCTH HEI0CTaTOYHOCTHIO » ¢ roTauMeil TOMOTHUTEIBHOTO
nuranus (HIT) nuranus (HIT) sHTepanbHOro nutanus (JDI1)
(n=40) (n=49) (n=19)
‘, l ¢
bruonmnenancusii ananus (BUA) coctasa tena Uepes 6 mecsitieB
JlaGopaTopHbIe UCCIIeAOBaHUS: a0COTIOTHOE YUCIIO AHTpomnomMeTpus (Macca Terna,
mumdoruto (AWI), oOmmii 60K, anbOyMuH, poct, UMT, TKXXCT, OIl, OB);
TpaHc(eppHH, HHCYIHMHONOI00HBIH (aKTop pocTa - BUA cocraga tena;
1 (M®P-1), 25(OH)D JlabopaTopHbIe HCCIIeIOBAHU:
AUJI, oOmuit 6e0k, amb0yMuH,
tpancheppun, UOP-1, 25(0H)D

!

Craructudeckas oopaboTka maTepuaia, GopMupoBaHue TPYIIN TUHAMHUYECKOTO HAOIIOACHUS IeTeH
¢ JALII, onTuMu3anus aropurMa JUarHOCTUKY U IPOTHO3UPOBAHUS PUCKA PA3BUTHUS
HEJOCTaTOYHOCTH nuTanus y nereit ¢ LTI

Pucynok 1. Jluzaiin nccinenoBaHusl.

3. AHanu3 (aKkTUYECKOro palroHa MUTAHUS JIeTeH MPOBOAMIICS aHKETHO-OMPOCHBIM
MetosioM 24-dyacoBoro BocmpousBedeHuss nutanus [T.H. CopaueBa, 2014]. Pacuer
XMMHAYECKOTO COCTaBa PAallMOHOB MUTAHMS MPOBOIWINA C HCIOJIB30BaHUEM 0a3bl JaHHBIX
«XUMHUYECKHI COCTaB POCCHUUCKUX MpoaykToB nuranus» W.M. Ckypuxuna u B.A.
Tyrenbsina (2008). [ns oneHku noTpeOieHHs] MUIIEBBIX BEIECTB U DHEPIHM IOKa3aTelH,



MOJIYYCHHBIE IS KaXKJIOTO W3 WCCICAYyeMbIX MAaKPOHYTPUEHTOB, COIOCTABJSUINCH C
«Hopmamu (pu3HONIOTHYECKHX TMOTPEOHOCTEH B OCHOBHBIX BEIIECTBAX W DHEPTUU IS
pa3nu4HbIX rpynn HaceneHus Poccuiickoit @enepauumn», MP 2.3.1.2432-08 ot 18.12.2008 .

4. Pacuer (aKTUYECKOTO pacxoja dHepruu npoBoauian mo dopmyrne Kpuka y Bcex
MAIMEHTOB B TPYMIE C JOTAMEH TOTOJHUTEIHHOTO SHTEpasibHOro nuTtaHusi [CopBadeBa
T.H. u ap., 2014].

5. Ouenka HaBbika A()PEKTUBHOCTH U OE30MACHOCTU MHUTAHUS MPOBOAWIACH IO
cucreMe kinaccudukaruu Eating Drinking Ability Classification System (EDACS),[
[ToneBnuenko E.B. u np., 2018 ; Sellers D et al., 2014].

6. AHaiM3 KOMIIO3MIIMOHHOTO COCTaBa Tella BBINOJHEH HAa OWOMMIIEITAHCHOM
ananmzarope «ABC-01 MEJJACC» (Poccusi) no MHTErpajibHOM OJHOYACTOTHONW METOJUKE
Ha d4acrote S0 k[ OuenuBanuch mapamMeTpbl OHOUMIICTAHCHOTO — aHANW3a,
XapaKTepU3YIONue HYTPUTHUBHBIM CTATyC, HAINPABICHHOCTh M HMHTCHCHBHOCTH OOMEHA B
OpraHu3Me ¢ olpeiesIeHrueM clienyronmx nokasareneit: KM, % KM, AKM, TM, CMM, OX,
BX, YOO, @V [Pynues C.I'. u np., 2014].

7. Kommekc 1abopaTOpHBIX MCCIIEOBaHUM BKIIIOUaAl ONpeesieHne 00IIero aHauimsa
KpOBU C TMOJicueTOM abcoyoTHOro yucia jumdponutoB (AUJI), koHIEeHTpanuu oO0IIero
Oenka, anmpOymuHa, TpaHcheppuHa, HHCYJIMHOMOA00HOTO (akropa pocta — 1 (MDP-1),
ypoBHsa Kaibiuanona (25(OH)D) B ceiBopoTke kpoBu. OOl aHATN3 KPOBU BBIIIOJIHEH HA
remaTonorudeckom ananusarope Hemalit-5500 ® (Kutait). Mccnenosanyue ypoBHs 00LIEro
Oenka, anbOyMHHA MPOBOJMWIM KaJOPUMETPUUECKHUM METOJIOM, TpaHCpeppruHa — METOAOM
MMMyHoaHaiu3a Ha npubope AU-480° (CILA). Kouuentpauus HM®P-1 onpenensnach
MMMYHOXEMUIIOMHHECIIEHTHBIM METOJOM C TIOMOIbI0 aHanu3atopa Immulite-2000-
XPi® (I'epmanus). Jlns oueHku 1abOpaTOpPHBIX IIOKasaTeslel OOILEro aHalu3a KpPOBH,
MapkepoB OenkoBoro oomena, U®P-1 ucnonp3zoBanuck 6a3bl pehepeHCHBIX 3HAYCHHUN IS
nercko nonyssiuu [Kameimnanko B.C., 2014]. Yposens 25(OH)D onpenenen Merogom
XEMUIIIOMUHECHIEHTHOrO MMMyHoaHanusza Ha Clima-MC-15® (Mcnanus). OnenuBanu
pe3yNbTaThl 00ECIEYEHHOCTH BUTAMUHOM D B COOTBETCTBUU C HOpMATHUBaMU AJi JETEH U
noapoctkoB Poccuiickoit @enepanuu [Coro3 nenuatpos Poccun, 2018].

CraTucTuyecknii ananau3. Craructuyeckas oOpaboTka pe3ylbTaTOB HCCIEAOBAHUS
MpoBOAMJIACH C ToMoIbi0 makera mporpamm SPSS Statistics 21. Jlns ompenenenus
HOPMAaJILHOCTH pACIPEACIICHUs HEMPEPHIBHBIX BEIUYMH ObLI HUCIOJIb30BaH KPUTEPUA
Koamoroposa-CmupHoBa. [Ipu aHanm3e B HE3aBUCUMBIX TPYNIaxX KOJUYECTBEHHBIX JTAHHBIX
IpyU HUX HOPMAJIbHOM paclpeielieHud HCHojib30Baiu t-kputepuil CTblOJeHTa U
JIUCTIEPCUOHHBIA aHaiau3, pe3yiabTaThl mpeacTaBieHbsl B Buae M+ESD (M - cpennee
apudmernueckoe, SD — cpeaHexBagparuuHoe oTKIIoHEHUE). [Ipu pactipeneneHrN, OTIMNIHOM
0T HopMajbHOro, ucnonb3oBau U — kputepuit Manna-Yutau u Kpackena-Yomnuca,
pe3ynbraThl npenctaBieHsl B Buae Me [QL; Q3] (Me — menuana, u 3HaueHui 25-75 %
[mepuenTinu]). Jlns cpaBHEHHS KadyeCTBEHHBIX BEIMYHMH B HE3aBUCHUMBIX TpyIIax ObUT
WCIONb30BaH Kputepuit x> IlupcoHa W TouHbli kpurepuii ®umepa. Jlnsg cpaBHeHHS
3aBUCHMBIX JaHHBIX B HEMPEPHIBHOM INKaje MpUMEHsUIM Kputepuit Buiikokcona (W). Jlist
BBISIBJICHUS! CBSI3€M MEXKIy NEPEeMEHHBIMH U HMX OLICHKH MPUMEHSIIM METOJ| PaHrOBOMU
koppensaiuu Criupmena. [[inst MojenupoBaHusi 3aBUCHMOCTH HETIOCTATOYHOCTH MUTAHUS OT
OTpeZIeNIEeHHOT0 Habopa MPU3HAKOB U HaX0JIeHus BeposiTHocTH Hanuuus HIT nucnonp3oBanu
JIOTUCTUYECKYIO PErpeccrio ¢ METOJOM IMOIIaroBOro BKIIOYEHHs. Pe3ynbTaTsl Mojenu
MPEICTABIICHBI B BUJIC OTHOIICHUS MAHCOB U 95% MOBEPUTENHLHOTO UHTEPBAIA M (hOPMYITBI
IUIS pacyeTa BEpOATHOCTH. J{JIsl OIeHKH YyBCTBUTEIBLHOCTH U CICTIU(PUIHOCTHU UCIIOJIH30BAIIN
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ROC-ananu3 (receiver operating characteristic). CratucTudecKd 3HAYMMBIMUA CUHUTAIN
paznuuus rnpu p <0,05.

PE3YJIBTATBI UCCJIEJOBAHUA U UX OBCYKJIEHUE

OueHka aHaMHe3a, KIMHNYeCKUX JaHHbIX y aerei ¢ LT

Ob6cnenoBano 89 gereit (51 manpuuk, 38 neBouek) ¢ paznuunbivMu popmamu AT TTo
cocrosHuto HC netm Obuin pas3genieHbl Ha JBE TPYIIbL: MepBas rpymnmna — AeTh 0e3
HenocTaTouHoCTH nutaHus (n=40), Bropas rpymnmna — JeTH ¢ HEAOCTATOYHOCTHIO MUTAHUS
pasznuunoit crenenu (n=49). B rpynme 6e3 HII manpunku coctaBunu 55% (N=22), neBoukH
— 45% (n=18). B rpynmne ¢ HII manpunkoB 0110 59% (N=29), neBouek — 41% (n=20). 34
(85%) pebenka B rpynme 6e3 HIT u 42 (85,8%) pedbenka ¢ HII pociu u pa3BuBaiuch B cEMbE.
B ycnoBusAX NmcUXOHEBPOJIOTHYECKOIO JIOMa-UHTEpHATA BOCIUTHIBAIUCH 6 nerert (15%) u3
rpynnsl 6e3 HIT u 7 nereit (14,2%) u3 rpynnsl ¢ HII. Bospact nereit B rpynme 6e3
HEJIOCTAaTOYHOCTH NUTaHus coctaBun 9,65+3,6 ner, B rpynmne ¢ HII — 10,24+3,6 rona
(p=0,463). OueHka TOJOBOTO pAa3BUTUS Y JEBOUYEK M MAaJIbUYMKOB O0EUX TpyIII
COOTBETCTBOBAIA CTaAuK Tanner 1 uim 2 u mpy CpaBHEHUU MEKTY TPYIIIIAMH Pa3nuus ObLia
CTATUCTUYECKH HE 3HAYNMA.

Cpoxk recranuu y naruentoB 6e3 HII cocraBun 35,5+4,71 Henenu u ObLT COMOCTaBUM
c rpynmnoi cpaBHeHus — 35,74+4,47 nenenu. [{ons HEOOHOIIEHHBIX JETEM B rpymnmax
CpPaBHEHMsI HE UMeJa CTaTUCTHUYECKH 3HAUMMbIX pasznuuuid. [lokazarenu maccel Tena mnpu
poxxaenuu y nereit 6e3 HII cocraBunm 2722,3+1099,7 rpammos, a y aerei B rpymie ¢ HIT —
2533,7+1062,3 rpaMMOB, HO CTaTUCTHYECKHA 3HAYUMO HE pas3nyaiuch. Takum obOpaszom,
CpaBHMBAEMBbIE TPYIIIbI JETe ObUIM COMOCTaBUMBI MO IMOJY, BO3PACTy, CPOKY TeCTalluu U
Macce Tena mpu poxaenuu. llepumon panneit amanrtauuu y OonpiimHcTBa Aetedt ¢ JILII
mpoTekan HeOaaronpusaTHO. bonee momoBuHbl neteit u3 rpymmsl 6e3 HIT — 62,5% (n=25) u
65% (n=32) nmeTell W3 TPYINbBI CPaBHCHHS — HYXKJAJIHCh B MCKYCCTBEHHOW BEHTHJISAIMH
nerkux (MIBJI) B mepBeie 7 CyTOK XH3HH, HO 0€3 3HAYMMBIX Pa3IU4YUN MPH CPAaBHECHHUH
(p=0,936). B obeux rpynmax mpeoOyiagany JAETH CO CIIacTUYECKO (hopmoii 3a00IeBaHUS:
67,5% (n=25) maumentoB u3 rpynnsl 6e3 HIl u 69,4% (n=34) nereil u3 rpynmsl ¢
HYTPUTUBHBIM JeduuuToM. JleTH ¢ TUMEePKUHETUYECKOM, aTaKTUYECKONM M CMEIIaHHOU
¢dopmamu JIIII cocTaBmsii MEHBIIYI0 4YacThb M MPEICTABICHBI PAaBHO3HAYHO B 00X
rpymnmnax.

bonee 80% neteit o6eux rpynn umenu V-V ypoBeHb ABUTATENbHBIX HAPYILICHUHN 11O
mkane GMFCS. Pactipenenenue neteit mo yposasu I, 11, 1 mxaner GMFCS we paznmuuanock
Mex Iy aByms rpynmnamu (p=0,661), (puc. 2). [TaiiueHTOB ¢ TAKEIOHN CTEIIEHBIO HAPYIIICHUS
HaBbIKa MuTaHus, ¢ omneHkor mo mkaiae EDACS V-V, Obuio 3HaunMo OOJbIe B TpyIIe
nereit ¢ HIT—57% (n=27) B cpaBHeHuu ¢ rpymnmnoi aereit 6e3 HIT - 33,3% (n=13), (p=0,030),
(puc. 3).
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Pucynok 2. Pacnipenenenue nereit Pucynok 3. Pacnipenenenue nerei
B IPyNIax B 3aBUCUMOCTH OT YPOBHS B IpyNIlax B 3aBUCUMOCTH OT OLIECHKHU
JIBUTaTEJIbHbIX HAPYLIEHUH 10 LIKaJe HaBbIKa nuTanus no mkaiae EDACS, B %.
GMEFCS, B %.

IIpu ob6bexTBHOM OocMmoTpe y aereid ¢ HII u 6e3 meduuurta muTaHus OTMEUEHBI
MHOXECTBEHHBIE CHMIITOMBl MHUKPOHYTPUEHTHOM HexmocraroyHoctH. Y aered ¢ HII
JIOCTOBEPHO yallle, Mo cpaBHeHUIO ¢ manueHtamu 6e3 HII, BcTpedanuch cyXocTh KOKHOTO
IIOKPOBA, MEJKOIUIACTUHYATOE WIENYIIEHHE KOXH TOJICHEH M CTOI, JIOMKOCTh BOJIOC
(p=0,002, p=0,013, p=0,046 coorBercTBeHHO). CHMXXEHHE TYypropa KO>XXH, YMEHbILICHHE
MOJIKOKHO->)KUPOBOTO cJI0osi oTMedeHbl y nereit kak ¢ HII, Tak u 6e3 TakoBoii, HO 3HAYMMO
yaie y nereit ¢ HyrputuBHbIM gedunutom (p=0,007 u p=0,012 coOTBETCTBEHHO).

AHaNu3 CTPYKTYPhI CONYTCTBYIOILIEH MATOJIOTUM ONPEAEIIL, YTO 8 A€Teil B rpymie ¢
HIT u ogun peGenok B rpymme 6e3 HII crpamanu sxenezone@uIMTHON aHeMUEW JETKOM
crenenn  (p=0,178). BHEOOIBPHUYHYIO TMHEBMOHHUIO 3a TOJ, MPEIIICCTBYIOIINUMA
HCCIIEIOBAaHUIO, TEPEHECId pPaBHOE KOJHMYECTBO Jereld u3 obOeux rpymm (p=0,976).
OyHKIMOHATBHBIMU 3amopamu 4anie crpaganu aetu ¢ HII B cpaBuenunn ¢ nerbmu 6e3 HIT
(32% u 15%, p=0,239). JucdyHKius *KeaTqHoro my3bips oTmedeHa y aeteit 6e3 HII u c
HYTPUTHUBHBIM Aeduuutom (65% u 75,5%, p=0,395). Cnydyau nepenomMoB OeIpEeHHON KOCTH
B aHAMHE3€ 3aperuCTpUPOBaHbI y ieTeit odeux rpym cpaBHeHus (17,5% u 8,0%; p=0,231).

YacToTa BCTpeuaeMOCTH CUMIITOMATHYECKOM SMUIIETICUU B TPyIIaXx cCpaBHEHHU Obliia
conoctaBuMa: 61% (n=30) y neteii ¢ HI1 u 45% (n=18) y nereii 6€3 HyTpUTUBHOTO AehULIUTA
(p=0,170). Tepanuio aHTHUKOHBYJIbCAaHTAMH 3HA4YMMO darie noiaydaiu netd ¢ HIT B
cpapHenun ¢ aerbmu 6e3 HIT (47% wu 33%, p=0,035). B Hacrosimiem wuccienoBaHuu
OINpEZeNIEHO0, YTO PUCK (POPMHUPOBaHMSA HEAOCTATOUYHOCTH NUTaHUS Ha (oHEe mnpuema
AHTUKOHBYJIbCaHTOB y pedenka ¢ JLIT yBemmuusancs B 3,3 pasa: OR = 3,354 (95% AU
1,062; 10,590, p=0,039).

Pe3yJbTaThl OLICHKH AHTPONIOMETPUYECKHUX NMoKa3arTesien y nereu ¢ AT

Hetu ¢ JUIT m HII nemoncTpupoBanm Oojiee HU3KHE IMOKa3aTen (PU3HUECKOTO
pa3BUTHA 1O OOJNBIIMHCTBY aHamu3upyembix mapametpo: MT, UMT, OII, Ob, z-score
MT/Bo3pact, z-score MMT/Bo3pact, z-score TKIXKCT/Bospact, z-score OIl/Bo3pact 1o
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cpaBHeHHIO ¢ neThMu Oe3 aedurura nutanus (p<0,001). AHanu3 aHTPOIIOMETPUUECKHUX
MoKa3zaTeseil B 3aBUCUMOCTH OT I0JIa YCTAHOBUJI CTATUCTUYECKHU 3HAUYUMBbIE Pa3IMyuus 10 Z-
score TKOKCT mexnay manpuukaMu U AeBoukamu y aeteit ¢ HII u 6e3 meduiura nmutanus
(p=0,044 1 p=0,037 COOTBETCTBEHHO).

Onenka anTponomMeTpuueckux mokasareneit y aereut ¢ LT u HIT B 3aBucuMoctu ot
YPOBHSI ABUTATEIBHBIX HapylIeHU# onpenenuia, 4yto nokasareau UMT, TKXXCT, Ob Obutn
3HaunMo Hike y aeteit ¢ GMFCS V-V, uem y nereit ¢ GMFCS I-111 (p=0,037, p=0,029,
p=0,008 cooTrBeTcTBEHHO). CTaTUCTMYECKH 3HAYUMBIX pa3Iu4YMil OpU aHATOTMYHOM
CpaBHEHUH aHTPOMOMETPHUECKUX MOKazarenen y nereii 6e3 HII He BisiBICHO.

B rpynme nammentoB 6e3 HII 3nauenus pocra y nereii ¢ EDACS V-V 6b1nu HIKE,
gyem y nereit ¢ EDACS I-111 (113,6£13,75 cm npotus 125,1£16,2 cMm, p=0,018). ITokazarenu
Maccol Tena (23,2 [18,01; 40,03] xr mporuB 17,5 [13,9; 26,01] xr), z-Score macchl
tena/Bo3pact (0,03 [-0,39;0,64] npotus -0,04 [-0,81; 0,31]) y mereii ¢ EDACS I-Ill 6b11m
OoJibllle B CPaBHCHHMHU C aHAIOTMYHBIMU TOKaszarensmu y aereit ¢ EDACS 1V-V (p=0,028,
p=0,020 cootBercTBeHHO). [loka3zarenn OKpyKHOCTH Oeapa B TpyIie AETEd C OICHKOU
EDACS V-V 6bun Menblue, yem y nereit ¢ EDACS I-111 (23,88+4,52 cm npotus 28,30 +
3,30 cMm, p=0,044).

VY nereii ¢ HII onpeneneno, uto Oonee HU3KKE MOKa3aTedd (PU3NYECKOrO Pa3BHTHS
takke aemoHctpupytor aetu ¢ EDACS IV-V B cpaBuenun c¢ nerbmu ¢ EDACS I-111.
CraTuCTHYECKH 3HAUMMbIE PAa3IMuus MOJy4eHbl IpU cpaBHeHUH no z-score UMT/Bo3pacr,
z-score TKXKCT/Bospact, Ob (p=0,042, p=0,033 u p=0,031 coorBercTBeHHO). PucCk
dbopmupoBanus HII y peGenka ¢ JILIT nmoBeimancs B 2,5 pasza npu Hanuuuu V-V ypoBHs o
EDACS (OR=2,476 (95% JI1 1,046, 5,861, p=0,039).

AHaiau3 pakTuyeckoro panuoHa nuranus gerei ¢ LTI

HenocraTok sHEpreTMueckoil LEHHOCTH AaHAIM3UPYEMBIX CYTOUHBIX PAalUOHOB Yy
nereit ¢ HII coctaBun 25,9% ot HopMbI (u3noaornyeckoit norpedHocty, y aereit 6e3 HIT —
22% cooTBeTCcTBEHHO. KONTM4eCTBEHHBIN aHAIN3 COIEPKAHUS MAKPOHYTPHUEHTOB B PallMOHAX
nutanus aereid ¢ HII u 6e3 HyTputuBHOTrO neduiuTa BBISIBUI, YTO MOKa3zaTeiau Oelka B
pauuone nereit ¢ HII Obumn Huxe (53,1+13,9 1/kr/cyTku) npu CpaBHEHMHM C JETbMH, HE
UMEIMMHU TiuieBoro aeduuura (63,4+17,4 r/kr/cyTku), HO 0€3 3HAYUMBIX PA3TUUHI
Mexay rpynnamu (p=0,549). [lokazaTenu coaepxaHusl yTJIEBOJOB U KUPOB B PallMOHE HE
COOTBETCTBOBAJIM HOpMaM (hu3nosiorundeckor morpednoctu y aereit ¢ HII u 6e3 TakoBoit u
obumu Hike y neredd ¢ HII, HO cTraTHcTHYeCKH 3HAYMMO HE pa3iuyalnch MEXIY cOOOM
(p=0,947, p=0,463 COOTBETCTBEHHO).

Pe3yabTaThl OLIeHKH JIa00OPATOPHBIX MOKA3aTe/Ieil MapKepoB 0eJIKOBOIro 00MeHa,
YPOBHS KajabuuauoJa y gereu ¢ JJIII

YcraHoBieHo, 4TO 3Ha4YeHHs obOmiero Oenka, anpOymuHa, TpaHcpeppuna, UDOP-1,
AYJI 6p1111 B Ipeiesiax HOPMAaTUBHOTO JMAIa30Ha y AeTeld 000MX TPYIIT M CTATUCTUYECKH HE
pasnuyanuck Mexay coboit (tadi. 1). Konnentparus kansiuanona (25(OH)D) B ceiBopoTke
KpPOBH COOTBETCTBOBAJIA YPOBHIO Aeuunrta BuTamMuHa D y neteit o6enx rpynn cpaBHEHHS CO
CTaTUCTUYECKH 3HAUMMBIM MEXTPYNIOBbIM paznnuueM (p=0,030).

[Ipu cpaBHeHuu nabopaTopHBIX Mokazateneit y gereit ¢ HII, B 3aBucumoctu oT
CTETIEHU TSHKECTH HYTPUTHBHOTO ACPHIINTA, JOKA3aHO, YTO MEIUAHHBIC 3HAYCHHS YPOBHS
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obmiero Oenka, anpbOymuHa, Tpanceppuna, UDP-1 He BeIxoammm 3a mpeeinsl peepeHCHOTO
avana3zoHa M 3Ha4YMMO HE pa3jIMyaliCh MEXIy Ipynnamu cpaBHeHus (Tabi. 2). Camble
HU3KHE MeJUaHHble 3HaueHus KoHueHTpauuu 25(OH)D ormedensl y netel ¢ 2 CTENEHbIO
0EITKOBO-IPHEPreTUYECKOTrO AePHIINTA.

Ta6muma 1. [TokazaTenu mapkepoB 6enkoBoro oomena, MOP-1,
ypOBHs Kanbluauoda y nerer ¢ JIII

ITokazarenn Pedepenc. ern ¢ AT p*
SHAYCHUA 6e3 HIT (n=40) ¢ HIT (n=49)
OOmuit Genoxk, /1 60,0-80,0 70,9 [68,0; 74,3] 70,9 [67,10;75,0] 0,47
AnpOymuH, /11 35,0-52,0 45,7 [41,8; 48,6] 43,5 [41,7; 46,7] 0,76
TpancdeppuH, r/n 2,0-3,60 3,2[2,67; 3,37] 2,8 [2,46; 3,71] 0,87
AUJI, 10%n 1,2-3,5 2,9 [2,51; 4,13] 3,1[2,25; 4,34] 0,62
N®P-1, ar/mn 49-327 116 [93,1; 238,0] 91,9 [51,7; 158,0] 0,22
25(OH)D, ur/mn 30-100 18,2 [9,68; 19,57] 9,5[4,8; 17,49] 0,03

[Tpumeuanwue: * — 3Hauenus p g kputepuss U Manna-YurtHu.

Tabnuma 2. [TokazaTenu mapkepoB 6enkoBoro oomena, MDP-1, ypoBHs Kanbuuanoia y
nerei ¢ JILIII B 3aBUcUMOCTH OT cTeneHu Tsokectd HIT

Jletu ¢ HIT (n=49) . . .
Tloxasarenu lcr. (erkas) 2crt. (cpemusist) | 3cT. (Tshkenmast) | 1-2% | 1-3% | 2-3*%
(n=12) (n=8) (n=29)
OOt OeoK, ) )
e 70,1[63,0;83,2] | 70,3 [64,8;79,9] [64.9:75.6] 0,99 | 0,62 | 0,95
. 42,7
AnsOymMuH, /1 42,6 [17,5;52,6] [40,9; 46.5] [40,00:49,1] 0,91 | 0,58 | 0,62
FT/IJ’IaHC‘i’epp“H’ 3,3[2,93;4,09] | 3,4[28;4,23] | 259[2,2;43] | 069 | 0,13 | 0,12
AUJI, 1090 3,1[2,31;4,71 | 2,82[2,44;577] | 3,4[23;6,1] | 0,81 | 0,37 | 0,64
WU®P-1, ur/mn 82,2 [45,0;238,0] | 44,0[39,1;293] [72.2:412] 0,96 | 0,12 | 0,15
25(OH)D, ur/mMn | 15,06 [6,6; 28,0] | 6,8[3,0;10,9] | 12,1[54;24,0] | 0,52 | 0,51 | 0,45

[Ipumeuanue: * — 3Hauenus p s kpurepus U Manna-YUTHH.

Taxum oOpazom, nmaboparopHbie Mapkepsl oOMeHa Oenka, ypoBeHs UDP-1, AUJL, y
nerey ¢ LT He oTpakanu HaIU4KMeE U CTENEHb TAKECTU HEJOCTATOUHOCTU MTUTAHMUS.

Y nereti 6e3 HII ompenenena mpsiMas B3aMMOCBSI3b CPEAHEH CHIIBI MEXIY
nokasaresuem oomiero 6enka u mapamerpom TM (r=0,392, p=0,039) u oOpaTHas B3auMOCBS3b
Mexay nokasarenem YOO u ypoBHeM obOmiero 6enka (r=-0,388, p= 0,041). V nereit ¢ HII
YCTaHOBJIEHBI B3aUMOCBSI3U Mexay ypoBHeM DP-1 n napamerpamu BUA: npsimMble cuiibHbIE
B3auMocBs3u Mexay UOP-1 u OX (r=0,722, p <0,001), UDP-1 u BXK (r=0,715, p<0,001),
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N®P-1 u TM (r=0,723, p<0,001), UdP-1 u AKM (r=0,557, p<0,001), U®OP-1 u CMM
(r=0,655, p<0,001), oOpaTHast B3aMMOCBsI3b cpenHel cribl Mexay M®PP-1 u mapamerpom
YOO (r=-0,702, p<0,001). ITonyuyeHHBIE MHOKECTBEHHBIC B3aUMOCBS3U J1AOOPATOPHBIX
nokasateneil 0enkoBoro ooMena, UDP-1 ¢ mapamerpamu BUA moaTBepkaaroT BBICOKYIO
WH()OPMATUBHOCTh aHAIIM3a KOMITO3UIIMOHHOTO cocTaBa Tena y aerei ¢ JILIT mist oneHku
cTaTyca MUTaHUS.

Pe3yabTaThl CPABHUTEIBHON OLIEHKH MOKA3aTe/Ieil IapaMeTPOB KOMIIO3HUIIMOHHOTO
cocrasa teJa y aerei ¢ LIl B 3aBucMMOCTH OT M0JIa M CTATYCA IUTAHUS

AHanu3 KOMIO3MIIMOHHOrO coctaBa Tena y nereit ¢ JLIT BeiaBun, uro getu ¢ HII
MMEIOT 3HAYMMO HU3KHUE 3HaueHus napametpoB bIIA, xapakTepu3yromux cTaTyc NuTaHus, B
cpapaernn ¢ naetbmu 0e3 HII. Craructuuecku 3HAYMMBIE MEXTPYIIIOBBIC Pa3IAYUS
omnpezaeseHbl o nokaszaressim napametpoB XXM, % KM, TM, AKM, OX, BX. [Tapamerp
YOO 6511 Beiie y aereit ¢ HII B cpaBHeHnU ¢ aHATOTMYHBIM MOKa3areneM aeteit 6e3 HII,
(p=0,002) (Tabm. 3).

Tabmuna 3. Ilokazarenu mapaMeTpoB KOMIIO3UIIMOHHOTO cocTaBa Tena y aereii ¢ J{LIIT
B 3aBUCUMOCTH OT COCTOSIHUS HYyTPUTHUBHOTO CTaTyca

Hetu ¢ JLIIT
[Tokazarenn p*
0e3 HII (n=40) ¢ HIT (n=49)
KM, (kr) 3,0[0,7; 6,71] 1,0 [0,5; 2,41] 0,002
KM % 14,3 [4,2; 27,1] 4,8 [3,0; 14,53] 0,001
T™, (xr) 17,6 [ 15,1; 21,4] 14,5 [12,2; 17,58] 0,008
AKM, (xr) 9,7 [8,3; 12,31] 8,6 [6,6; 10,51] 0,012
CMM, (xr) 8,7 [5,9; 11,73] 6,6 [4,4; 10,8] 0,487
YOO (kxan/m?/cyr.) 54,3[46,8; 72,52] 66,9 [58,5; 42,43] 0,002
OX, (xr) 12,9 [10,9; 15,4] 10,6 [8,9; 12,7] 0,007
BX, (xr) 7,0 [6,2; 8,0] 6,0 [5,4; 6,8] 0,004
DV, (rpamyc) 7,47+ 4,98 6,92 + 2,49 0,937

[Ipumeuanue: * — 3HaueHus p s kpurepusa U ManHa-YUTHH.

[To pe3ynbratam BUA onpeneneno, uro y aereit u3 rpynmnsl 6e3 HII 85,7% manpunkon
u 23,5% neBouek umenu aedurut o mapamerpy KM (p=0,001). ¥ 40% neteit o6oero mosa
nokazarenu napamerpoB TM, AKM, xapakrtepusyroommx OelKOBOE Aerno, ObLIM HHXKE
HOPMATUBHBIX 3HA4YCHWH 03 3HauMMblX pasznuuuii no mony (p=0,578 u p=0,390
cooTBeTcTBEHHO). 1o mapamerpy CMM oTMeueHa TeHAEHIMS K Pa3INdnio, YTO, BEPOSITHO,
MOXXHO OOBSICHUTh KOHCTHUTYLIHOHAIBHBIMU ocoOeHHocTsamu nereit  (p=0,089). Ilo
nokazarensiMm rugparaund OX, BXK 3HauuMbIX pa3nnuuil o nojoBoMy MpU3HAKy HE ObLIO
(p=0,461 u p=0,397 coorBercTBeHHO). Il0 mMOKazaremo OX okono 70% nperedt umenu
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J0CTaTOYHYIO BOHYIO Harpy3ky. [1o 3Hauenusim BXK okono 50% nereit nmenu u30BITOK, 4TO
CBUJICTEIILCTBYET O HaApyUIEHWHM BOJHOTO OanaHca, 3ajepxkke xkuiakoctu. Y 80% nereit
oboero mona 6e3 HII mokazarens mapamerpa YOO 3HAUMTENBHO MPEBBIIIAN BEPXHIOK
TpaHUIly Juana3oHa HOPMBI, HO 0€3 CTaTUCTHYECKH 3HAYUMBIX Pa3IUuuil MEXIy
MajbyuKamu U aesoukamu (p=0,532).

[Tarmentsl ¢ HIT memMoHcTpupyroT 6ojiee BhIpa)K€HHBIC HApPYIIEHUS HYTPUTHBHOTO
ctatyca no BceM mapameTrpam BUA mipu cpaBuenuu ¢ aeteMu 0e3 HIIL. Bonee 50% nereit
oboero mona mo mokaszarensMm mapamerpoB KM, AKM, TM, CMM HaxoJWJINCh HIKE
Jrana3zoHa HOpMaJbHBIX 3HAYCHHI, YTO CBHIETEIBCTBYET O BRIPAXKEHHOM JAePUITUTE 00IIIEro
xKupa, Oenka, CKEJIETHO-MBIIIEYHOM, kietouHod wmaccel y getedt ¢ JIUIT wm HIL Ilpum
CpaBHUTEIBLHOM aHaN3€ noka3areneid BUA mo monoBoMy mpu3HaKy 3HaYMMBIE Pa3IMUuUs
MOJIYYEHBI TOJIBKO 10 mapamerpy KM (p=0,041). Takum o6pa3om, moTy4eHHbBIE pe3yIbTaThl
MpoBeACHHOTO aHanu3a onpenenwtn, uyto Aetu ¢ JIII 6e3 HII mo ganasim BUA umerot
W3MEHEHHBIH KOMITO3UIIMOHHBIN COCTaB Tejla M KaTaOOJIMYECKYI0 HApaBICHHOCTh OOMEHa
elle 10 pa3BUTHUS KIMHUYECKUX ITposiBiieHu HII.

Pe3yabTaThl CPABHUTEIbHON OLIEHKH MOKAa3aTe el NIapaMeTPOB KOMIIO3UIIMOHHOIO
cocraBa TeJa y aereit ¢ JIIII B 3aBucuMOCTH OT CcTaTyCA NMTAHUSA, YPOBHA

JABHUTaTeJbHBIX HApymeHuii mo mkage GMFCS u ouneHkn HaBbIKAa MUTAHUS MO HIKAJIE
EDACS

AHanu3 nokaszaresel napaMeTpoB KOMIIO3UIIMOHHOTO cocTaBa tena y aereit ¢ JUIL, B
3aBHCUMOCTH OT YPOBHS [IBUTATEIbHBIX HapymeHwid mo mkaire GMFCS, BeisiBui, 4TO
napameTpsl BUA nereit ¢ GMFCS I-11l 3naunMo He OoTIMYaNMCh TpHU CPaBHEHHUH JETEH C
HEJIOCTAaTOYHOCThIO MUTaHus U 0e3 TakoBoi. [Ipu cpaBHeHuu aereit c GMFCS V-V ¢ HIT u
0e3 TakoBO# omnpezeneHo, uto 3HaueHus napamerpa KM, TM u AKM y nereii ¢ HIT Obutn
3HAUYUTENbHO HIKe, yeM y aeteit 6e3 HII (p=0,001, p=0,005, p=0,026 coorBeTcTBeHHO). [10
nokazarensiM TM u AKM, xapakTepu3yromuM OENKOBYIO COCTAaBJISIOLIYI0 OpraHu3Mma,
MeJuaHHble 3HaueHus B rpynme aereid ¢ HIT Opimn 3HaumMo Hmke, yem y aeteit 6e3 HII
(p=0,005 u p=0,026 coorBercTBeHHO). [lapamerppr YOO 3HaUMMO pa3inyalIuch MEXAY
JIBYMs rpynnamMu 1 6butH Beiie y nereit 6e3 HIT (p=0,008). [Tokazarenu ruapaTaliuy TKaHew,
OX, BX 6sutn camkenst y gereid ¢ HIT (p=0,004 u p=0,002 cooTBeTcTBeHHO). [loKazaTenu
@Y He paznuyanuch NpU CPaBHEHUH U CTPEMUITUCH K HIDKHEW rpaHuIle HOPMBI y ieTeilt 00enx
noarpynn (p=0,507). Ilony4yeHHble pe3ysibTaThl CBUAETEILCTBYIOT O TOM, YTO YpPOBEHb
JIBUTATEJIbHBIX HAPYIIEHUI OKa3bIBAET BIUSHUE HA KOMIIO3ULIMOHHBIN COCTaB TeNa y JeTel ¢
AUIL

CpaBHuTeNbHAs OLIEHKA [10Ka3aTeJIel TapaMeTPOB KOMIIO3ULIMOHHOTO COCTaBa Tella y
nereii ¢ LTI, B 3aBucHMMOCTH OT CTENEHN HApYyIICHUH HaBbIKa muTanus no mkaiae EDACS,
BoIsiBIIIA, 4TO AeTH ¢ EDACS I-111 u HIT umenu cpennue 3nauenus )KM, TM 3HaunMo HIKE,
yem netu EDACS I-111 6e3 HIT (p=0,007 u p=0,017 coorBetcTBenHo). [Tlapamerpsr OX, BXK
obun ke y nereit EDACS I-111 ¢ HII npu cpaBHeHuu ¢ aetbmu 6e3 aeduiura TUTaHus
(p=0,017 u p=0,039 cootBeTcTBeHHO). [l0oKa3arenu napamerpa YOO OblTH 3HAUUMO BBIIIE Y
nereit ¢ EDACS I-1ll u HIT (p=0,016). Ilpun cpaBHEHMH aHAJIOTMYHBIX [APAMETPOB
KOMITO3MIIMOHHOTO cocTaBa Tena y aeteit ¢ EDACS V-V 3Haunmbix pa3znuuuii mokasarenei
BUA neteil, B 3aBUCUMOCTH OT COCTOSIHUSL HYyTPUTUBHOIO CTATyCa, HE MOIYUYEHO.
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Omnpeneneno, uro ¢ EDACS IV-V umenn Oonee Huszkue mnokazarenu TM 1o
cpaBHeHuio ¢ aetbMu ¢ ouenkoit EDACS I-I1l (p=0,012). [To mapamerpam OX u BX
MoJTy4eHbl 3HaunMbIe pasznuuus mexay nerbmu ¢ EDACS V-V u EDACS I-111 (p=0,012 u
p=0,038 cootBercTBeHHO). 3Hauenus YOO, @V Obutn Boime y nereit ¢ EDACS V-V o
cpaBuenuto ¢ EDACS I-llIl (p=0,011 u p=0,049 coorBerctBenno). Ilpum cpaBHeHUU
napameTpoB BUA y nereii ¢ HII, B 3aBucumoctu ot otieHku 1o kiaccudukanun EDACS, He
MOJTyYEHO 3HAYMMBIX Pa3THUYHil.

VY nerent ¢ JJUII ¢ HII yctaHOBIEHBI OTpULIATEIBHBIE B3AUMOCBA3U MEXAY YPOBHEM
ornenku 1o mkaie EDACS ¢ OX (r=-0,411, p=0,01), ¢ BX (r=-0,366, p=0,024), c CMM (r=-
0,340, p=0,037) u ¢ TM (r=-0,406, p=0,012) u npsimas B3auMocBs3b ¢ mapamerpom YOO
(r=0,46, p=0,01) ¥ nereri ¢ JILIT u HII ompenencHa TOJBKO OJHA OTPUIATECIBHYIO
B3aMMOCBsI3b Mexy oreHkoi yposHs o EDACS u mapamerpom BXK (r=-0,302, p=0,044).
OmnpeneneHHble B HCCICAOBAHUM KOPPEJSIIIMOHHBIC B3aWMOCBS3U CBUACTEIBCTBYIOT O
BIUSHUW HApPYIICHWHA CTETICHW HaBBbIKA NMHUTAHWUS HA TIOKA3aTelW HYTPUTHBHOIO CTaTyca
nerert ¢ JII1 1 mo3BoJISIIOT 000CHOBATH HEOOXOAMMOCTh OLICHKHM HaBbIKA OE30MacHOCTH H
s dextuBHOCTH uTanus 1o mkane EDACS mnst mpenynpexnenus napymennit HC y nereit

¢ JILIIT.

JluHaMuKa nokasartesieil HyTpuTuBHOIo crarycay aerei ¢ LI na ¢one norauuu
JAOIOJTHUTEJIBHOI'0 YJHTEPAIBLHOI0 IUTAHUS

CpaBHUTENBHOE TMPOCIEKTUBHOE HCCIEJOBAHUE OIEHKU BIUSHHUS  JOTalUU
JOTIOTHUTEIFHOTO SHTEPATHHOTO MUTAHUS Ha MOKa3aTeIu HyTPTUBHOTO CTaTyca y JAETEH C
JIIT mokazano, uro uepe3 3 Mecslla HaONIOJACHHUS OCHOBHBIE AHTPOMOMETPUYECKUE
MOKa3aTeN He MPOAEMOHCTPUPOBAIIA 3HAUMMOT0 YBEJIIMUEHHsI Macchl Tena, pocta, UMT y
JeTell Ha (OoHE HYTPUTUBHOM Koppekimu. Bemmuwmna z-score UMT/Bo3pact Bo3pocia B
nuHaMuke HaOmomenust go -2,05 [-2,41; -1,28] B cpaBuenmu c¢ -3,0 [-3,0; -3,01] u
JIEMOHCTPUPOBAJIa JINIIb TEHACHIHIO K paznuuuto (p=0,05).

UYepes 6 mecsueB npuema J[II1 nmokazarenu pocra y gereit cocraBunu 122,8+18,7 cm
(ucxomHo 119,6+18,7cm, p=0,08). MT wu Benmuuuna z-score MT/Bo3pacT 3HAYMMO
yBenuumnnch B auHamuke (p=0,008 u p=0,017 cooTBeTCTBEHHO). MeauaHHbIE 3HAYCHHS
UMT ot ucxomueix 10,7 [9,2: 11,10] kr/m? depe3 6 MecsIieB HyTPUTUBHOM KOPPEKIIUH
Bo3pocau g0 12,5 [10,7: 12,6] kr/m? (p=0,011). K xonmy nepuoaa Hadmonenus y 66,6%
(n=12) nereii mo mokasarenu Zz-Score MMT/Bo3pacT COOTBETCTBOBAIM HOPMATHBHBIM
3HaueHusM uiu serkoit crenenu HIL, 33,3% (n=6) neteit mo Benuunne z-score UMT/Bo3pact
COXpaHMJIM yMepeHHylo U Tskenyro crenenb HII. 3nauenns TKXKCT, z-score
TKXKCT/Bo3pact Bo3pociu B quaamuke (p=0,033 u p=0,021 coorBeTcTBeHHO). [Tokazarenu
OIT u Ob 3naunmo He m3menwuch (14,7+0,5 cm npotus 15,9+1,9 cm, p=0,102 u 24,3+2,7
npotuB 26,0+5,4, p=0,068 COOTBETCTBEHHO).

JIaGopaTopHble moka3arenu odmero 0enka, anpoymuna, Tpancheppuna, UOP-1, AUJI
y neteit ¢ JILII ¢ HII, momydarornux notaruto JDI1, Haxoaumuck B npeaenax pedepeHCHBIX
3HAQUYEHWI 1O Hayajlla HYTPUTUBHOM KOPPEKUMM M HE IpEeTepHeiad HW3MEHEHHW uepe3 6
MecsiieB HaOmoaeHus. AHanu3 JaHHbIX npoTokoia BUA gepes 6 mecsnes goranuu 1211
IpOJAEMOHCTpUpOBaN yBenuueHue mnapamerpoB XM (p=0,049), ™™ (p=0,017), OX
(p=0,013) u cTraTUCTHYECKH HE3HAUMMYIO TeHAeHUUIO K yBenuueHuto AKM (p=0,440). B
nuHamuke cHusmica mapamerp YOO (p=0,015), 3nauenuss @Y umenu TEHAEHIUIO K
cHmxeHuto (p=0,722).
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IIpornocTuyeckue KPUTEPUN OLIEHKH PUCKA PAa3BUTHS
HeJI0CTATOYHOCTH nuTanusa y aereu ¢ JLIT

Jlnst onpenenieHust AMarHOCTUYECKON 3HAYMMOCTH aHTPOIIOMETPUYECKUX ITOKA3ATENEH
Y IIapaMeTPOB KOMITIO3ULIHOHHOTO COCTaBa TEJIa, aCCOUMUPOBaHHbIX ¢ HanuuueM HII y nerei
c JAUII, Opu1 mpuMeHEH METOJ MHOTO(aKTOPHOTO JIOTUCTUYECKOTO PETrPECCHOHHOTO
aHaJau3a, B OCHOBY KOTOPOrO TMOJOXXEHO CO3JaHHE€ MOJEIU JUIsl OLIEHKH pHUCKA C
HCIIOJIb30BAHUEM YPAaBHEHMS JIOTUCTUYECKON perpeccun. Ha nepBoM atane ¢ npuMeHeHueEM
OMHAPHOU JTIOTUCTUYECKOMN perpeccuu ObLIN BBIJICICHBI TPYIIBI HE3aBUCHMBIX IIEPEMEHHBIX
knuHuko-pyHkuuonaneueie — EDACS V-V, GMFCS V-V, cmemannas dopma I,
cnactuaeckas ¢opma J[IIII, mpuemM aHTUKOHBYIHCAHTOB, AHTPOTIOMETPUYECKUE — Z-SCOre
TKXXCT/Bo3pacr, z-score OIl/Bo3pact, z-score UMT/Bo3pact, mapamerpsl BUA — XM,
AKM, TM, CMM, OX, BX. B moructudeckyro perpeccuro ObUIM BKIIOUYECHBI MTOKa3aTENH,
CTaTHUCTUYECKH 3HAYMMO paszinyaroiuecs B rpynnax jgeredt ¢ HII u 6e3 HII unu umeromue
teHaeHuuo k pasznuuuio (0,05<p<0,1), Bcero 14 nepemennnix. B Xone mnomaroBoro
BKJIFOUCHUSI IPU3HAKOB B OKOHYATEIbHOE YPABHEHUE JIOTUCTUUYECKON PErpeCCUr BKIIOUCHBI
TpU TEpeMeHHbIe, 3HaUUMO cBs3aHHble ¢ HanmuuueM HII. Koadduuuentsr nomydenHoro
ypaBHEHHUsI TPEJCTABICHBI B TA0II. 4.

Tabnuua 4. [lepemeHHble ypaBHEHUSI JIOTUCTUYECKON perpeccuu AJis MporHos3a
BEPOSITHOCTH PA3BUTHS HEIOCTATOYHOCTH nuTaHus y nereit ¢ QLI

95% noBepuTeNbHBIN
3aBHCUMas Kpurepuit Exp MHTEpBa
p c p
nepeMeHHast Banbna (B) . .
HYDKHUI BEPXHUHN

z-score OI1 -1,02 0,32 9,91 0,002 0,35 0,189 0,679
z-score UMT -1,72 0,48 12,37 <0,001 0,17 0,069 0,467
AKM -4,48 1,84 5,87 0,015 0,01 0,001 0,425
Koncranra -0,49 1,74 0,08 0,608 0,61

VYCTaHOBIICHO, YTO MPH CHIDKCHHHM MOKaszarened z-score OIl/Bospact u z-Score
NMT/Bo3pacT Ha KaxIyl eAWHUIy, BeposiTHOCTh Hammums HIT y pebenka c JILII
yBenuuuBaercs Ha 64,2% u 82,1% cooTBeTCTBEHHO, a Ipu 3HauyeHuu napamerpa AKM no
pesynptaTaM BUA Huxke HopmatuBHOro mmmanc Hamwuuss HII y pebenka c¢ JIIIII
yBennuuBaetcs Ha 98,9% (puc. 4).
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Pucynox 4. ROC-xpuBasi mapameTpoB aHTPONIOMETPUHM M OHOWMIICAAHCOMETPUH IS
MIPOTHO3UPOBAHUS PA3BUTHUS HEIOCTATOYHOCTH nuTanus y nereit ¢ QLI

[Mnomans moxg ROC-kpuso#, paBuas 0,960 (p<0,001), uyBcTBUTENBHOCTH 88,2%,
cnermupuyaocts  90,3% w oOmas mpeackazaTeidbHas TOYHOCTh, paBHas 89,2%,
CBUJICTEIBCTBYIOT O XOPOIIEM Ka4eCTBE MCTUHHO-TIOJIOXKUTEIBHBIX PE3YJIbTAaTOB aHAIU3A.
JIns  mpoBEpKHM  MOJENU  JIOTUCTUYECKOM  pEerpeccMd  HUCIOIb30BajlaCh  TEXHHUKaA
Oyrctpanmnunra. [IpoBepseMbie mepeMeHHbIE OCTABAINCH 3HAYMMBIMH U TTOKA3AJIH CPEIHUN
YPOBEHb CMEIIEHHUS, UTO MOATBEPKIAET paOOTOCIIOCOOHOCTD MPEACTABICHHON MOJIEIH.

JI71s1 OLIEHKU CBSA3W aHAJOTUYHBIX KIMHUKO-(QYHKIIMOHAIBHBIX aHTPOIIOMETPHYECKUX
MoKazaTesiell U mapaMeTpoB KOMITO3MIIMOHHOTO COCTaBa Tena, accouunpoBaHHbix ¢ HII y
nereit ¢ JILIIT ¢ ypoBHem aBurarensHbix Hapymenuit mo mkaae GMFCS V-V, 6b11 Takke
MPUMEHEH METOJ MHOTO()AKTOPHOTO JIOTUCTUYECKOTO PErpecCHOHHOro aHanu3a. JlokasaHo
gro, y pedenka ¢ LI, GMFCS V-V, npu cHmwkeHun mokasarens z-score OIl/Bo3pact u z-
score UM T/Bo3pact Ha KaXXAyt0 eqUHHILY, BeposTHocTh Haymuus HIT yBenuuuBaercs Ha 70%
u 84,1% coOoTBETCTBEHHO, a NpHu cHIKeHUU nokazarens AKM no pesynbratam BUA Hike
pacyeTHOro HOPMATUBHOTO ToKa3zaresst puck umers HII yBenmmumBaercs Ha 99% (puc. 5).
Brigenenue aHaOrMYHBIX 3HAYMMBIX MMEPEMEHHBIX, aCCOIMUPOBAaHHBIX ¢ HamuuueM HII y
neteit ¢ LT, GMFCS V-V, noarBepKaaeT BEICOKYIO JUATHOCTHYECKYIO IIEHHOCTh JaHHBIX
aHTpoIroMeTpuyeckux nHaekcoB u napamerpa AKM nna nuarnoctuku HII y gereit ¢ JJUII ¢
TSOKEIBIMU JBUTATEIFHBIMU HAPYIICHUSIMHU.

: ) - QRO . G70Y
. OLL 0,298 (95% [ 0,189; 0,679)

Z-score Ol : p=0,003
: OLL 0,004 (85% [ 0,001; 0,315)
AKM - ———— oo
O 0,179 (85% [ D052, 0 540)
z-score MM —e— 79 e

p=0,003

I
0.001 0.01 0.1 1

PucyHok 5. AHTpONOMETpHYECKHE HWHICKCHI W TapaMeTpbl OHMOUMIICTAaHCOMETPHH IS
MPOTHO3UPOBAHUS PUCKA pa3BUTHUS HepocTaTouHocTr utanus y neteit ¢ AT, GMFCS V-
V.

[TosnydyeHHblE pe3ysIbTAThl IPOBEJECHHOIO HCCIEIOBAaHUSA IO3BOJIWIM OIpPENEIUTh
0COOEHHOCTHM  KOMIIO3UI[MOHHOIO COCTaBa TeJla, BbIIBUTh Haubosiee 3HAYUMbIE
JUAarHOCTUYECKME TIOKA3aTeIM aHTpornoMeTpuu U napamerpel BUMA s oneHkum



HYTPUTHBHOI'O CTaTyca HM pa3padoTaTh aJTrOpUTM OLICHKM M IPOrHO3UpPOBaHUA PHCKA
y y

paszsutus HII y nereit ¢ AL (puc. 6).

ANTropUTM JUArHOCTHKHU M IPOTHO3UPOBAHUS PUCKA PA3BUTHUS HELOCTATOYHOCTH

NUTaHUS Y AETEeH ¢ AETCKUM LiepeOpaIbHbIM NapaTundoM

Pe6enox ¢ LTI

Onenka HaBbIKa Y(OPEKTUBHOrO ¥ 0€30MacHOro nuTaHus 1o knaccudukaruu EDACS

\ 4

EDACS I - 111

CTaHJAPTHBIN PAIMOH MMUTAHUs, PEKOMEHIAIIUU
CceMbe TI0 aJanTaIiy Mporecca KOPMIICHHS,
MOIU(UKALNN TEKCTYPhI TUIIH

EDACS IV -V

A 4

PEKOMEHJAlMK CEMbE IO afanTaluu
rporecca KOpMIIeHHs, MOAU(PUKAIIHS
TEKCTYPBI IHIIH U /W aTbTCPHATUBHBIH

CIOCO0 KOpMIICHUS

A

A

AHTponoMeTpus: Macca Tena, poct, UMT, okpyxuocts mwieua (OIl), z-score UMT/Bo3pacr,
z-score OIl/Bozpact

HET

A

HenocrarounocTs nurtanus Z-score UMT/Bo3pact

\ 4

TA

\4

AHamM3 KOMIIOHEHTHOT'0 cocTaBa Tejia MetogoM BUA ¢
onenkoit mapametpoB: KM, % KM, AKM, TM, OX, BX,

YOO

A 4

ITpuem
AHTUKOHBYJIbCAHTOB

OTKIIOHEHHSI TAPAMETPOB
OMOMMIIETaHCOMETPUHN OT MHIUBUAYAIBHOM
HopMmel: cHIbkeHne KM, % KM, AKM, TM,

noBeimeHre YOO, BXK

A 4

JlonmoHUTENHHOE
SHTEPATHHOE MUTAHNE

A4 A 4

I'pynma prcka o GpopMUPOBAHHIO
HEIOCTATOYHOCTH MUTAHHSI

A 4

\ 4

Pa3paboTka HHIUBUIYAILHOTO TUTaHA HAOFOICHUS
1 peadumuTarm

Uepes 6 mecsiieB
OrneHka aHTPONOMETPUU: Macca Tena, poct, UMT,
okpy>xHOCTb Tuteya (OIT), z-score UMT/Bo3spacr,
z-score OIl/Bo3pacr;
Onenka mapametpoB BUA: XXM, %KM, AKM, TM,
OX, BX, YOO

Pucynox 6. AnropuT™m IMarHOCTUKU U MPOTHO3UPOBAHUS
pucka pazsutus HII y nereit ¢ JILII.
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BbIBO/IbI

1.V nereii ¢ LT ¢ GMFCS IV-V 1 HenocTaTOYHOCTBIO MUTAHKS OTIPEIeIeHBI OoJiee
Huzkue nokazatenu UMT, TKIKCT, okpyxHoctu 0eapa B cpaBHeHuu ¢ netbmu ¢ GMFCS I-
I (p=0,037, p=0,029, p=0,008 cootBercTtBenHo). [detu ¢ JUII 6e3 HemocraroyHOCTH
nuTanusl, ¢ oneHkoi mo mkane EDACS V-V, uMeroT 3HauyuMble pa3iudusi B pOCTe, Macce
Tea, Z-SCore Macchl Tella/Bo3pacT, OKPYKHOCTH Oefpa 1o cpaBHeHuIO ¢ aeThMu ¢ EDACS I-
III (p=0,018, p=0,028, p=0,02, p=0,044 cOOTBETCTBEHHO).

2. Tloxazarenu, xapakrepusyrouie OeaKoBbIH OoOMeH: oOmmii OesoK, anbOyMHH,
TpaHcpeppuH, MHCYIMHONOAOO0HBIH (pakTop pocta — 1, aOCOMOTHOE YUCIO TUMQPOLUTOB Y
nereit ¢ AL ¢ He1oCcTaTOUHOCTHIO MUTAHUS U O€3 HYTPUTUBHOTO JAePUITUTA HE BBIXOJIAT 32
npenesbl pepEepPeHCHBIX 3HAUCHUN U HE UMEIOT CTATUCTUYECKU 3HAYMMBIX Pa3lInuuil y AeTen
B 3aBUCUMOCTH OT HAJIUYUs M CTENEHH TSHKECTU HYTPUTHUBHOrO nedurmra. Huskyro
obecneueHHOCTH BUTaMuHOM D mmeroT Bce aetu ¢ LI ¢ HerocTaTOYHOCThIO TUTAHUS U 0€3
TaKOBOM.

3. Hetu ¢ [ILI1 6e3 HE1OoCTaTOYHOCTH MUTAHUS UMEIOT HApyIIEHUsI KOMIIO3UIIMOHHOTO
cocTaBa Tena B BHje cHIbKeHud rmokasareiiet KM, TM, AKM, CMM 6oxaee yem Ha 50% oT
WHIUBHAYyaIbHON HOpMBIL. Y 80% neteii ¢ JILIIT ¢ HemoCTaTOYHOCTHIO MUTAHUS U 0€3 TAKOBOM
ompeAeseHbl  3HaueHuss ~— mapamerpa YOO  Bblllle  UHAMBUAYAJbHOM  HOPMBI,
CBUJICTETILCTBYIOIIME O BHICOKOM YpPOBHE OCHOBHOTO OOMEHa H KaTaOOJIUYeCKOM
HaIPaBJICHHOCTH MeTaboI13Ma.

4. Jlotauust AOMOJIHUTEIBHOTO SHTEPAIbHOTO MUTAHUS B TEUYEHHE 6 MECSLEB
M30KAJIOPUHHON MOTMMEPHON CMEChIO OKa3bIBAET MOJIOKUTEIbHOE BIUSIHUE HAa (PU3HUECKOE
pazBurue aereit ¢ LI ¢ ymepeHHON U TSAKEIOW CTENEHbIO HEAOCTATOYHOCTH MUTAHUS B
BUJIC YBEIIMYEHHS IIOKa3aTelIei MacChl Tela, Z-SCore maccol tenna/Bospact, UMT, TKXKCT, z-
score TKIKCT/Bo3pacT, z-score OIl/Bo3pacT 1 Ha KOMITO3UIIMOHHBIH COCTaB Teja y JETeH ¢
JUII B BUIe 3HAaYMMOTO MOBBIMICHHS TOKa3aTeneil mapamerpoB KM, AKM, TM, OX no
JAHHBIM OMOUMIIEJaHCOMETPHH.

5. Hetu ¢ HAUII 6e3 mempocrarouHoctn nutanus ¢ EDACS IV-V aemoHCTpupyIOT
cumxenue nmapamerpoB TM, OX, BX, noseimenne YOO, @V no cpaBHEHHUIO C JE€TbMHU C
EDACS I-lIl (p=0,012, p=0,012, p=0,038, p=0,011, p=0,049). ¥ nereit ¢ HALII 6e3
HEJ0OCTAaTOYHOCTH TUTAHWs YCTAHOBJIEHA OTpPHUIATENbHAsI B3aUMOCBS3b YMEPEHHON CHJIBI
mexkay EDACS u OX (r=-0,411, p=0,010), BX (r=-0,366, p=0,024), CMM (r=-0,340,
p=0,037), TM (r=- 0,406, p=0,012). V pgereii ¢ HALIl u HeZOCTATOUHOCTHIO MUTAHUS
OIpeieIeHa OTpUIaTeNIbHas B3aUMOCBs3b yMepeHHoi cuibl Mexx1y EDACS u BXK (1=-0,302,
p=0,044).

6. Y ngereit ¢ JUII ycraHoBieHsl He3aBUCHUMBIE (DAKTOPHI PHCKA pPa3BUTHUS
HEJIOCTaTOYHOCTH MUTAHMS: OlICHKA HaBbIKa nmuTaHus 1o mkaie EDACS IV-V (Ol=2,476;
p=0,039) u npuem npotuBodnUIenTHYeckux npemaparos (OI1=3,354; p=0,04). B kauectBe
crocoba TPOTHO3MPOBAHUS HEIOCTATOYHOCTH TuTaHus y nered ¢ JIIT paspaborano
ypaBHEHUE JIOTUCTHUECKOM perpeccuu, BKIoJaroiiee B cebs: z-score UMT/Bo3pacr, z-score
OIl/Bozpact u mapamerp AKM 1o pgaHHBIM TpOTOKONA OHOMMIIETaHCOMETPHH.
JuarHoctudeckass II€HHOCTh TMPEIJIOKEHHOW MOJEIN: 4YYyBCTBUTENIBbHOCTh — 88,2%,
cnenuduaHocTs — 90,3%, o01as npeackasarenbHas ToaHOCTh 89,2 % (p<0,001).
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IMMPAKTUYECKHUE PEKOMEHJALIUA

1. Ha srane oka3aHusi IEPBUYHON U CHELUUATU3UPOBAHHON MEIUIIMHCKON MOMOIIU
netssm ¢ JILII HeoOXoauMO MNpPOBOAWUTH OLIEHKY HApYyIIEHWH HaBbIKA NUTaHUS IO
knaccudpukanmu EDACS ¢ nenpio auddepeHnupoBaHHOT0 MOaX0Aa K 0O0ECIeueHHUIo
YCJIOBUM aIEKBATHOT'O MPOIIECca MpUeMa IMHUILH.

2. letu ¢ JIIIT 6e3 HeTOCTaTOUHOCTH MUTAHUS, UMEIOIINE OTKJIOHEHUS MapaMeTPOB
KOMITO3UIIMOHHOTO COCTaBa Tella IO HWHAWBUIYaJIbHOMY MPOTOKOIY OHWOMMIIEIaHCHOTO
aHalli3a B BHUJE CHIDKEHUS MapaMeTpoB >KUPOBOM MacChl, TOIIEH MAacCChl, AKTUBHOMU
KJIETOYHOM MaccChl, MOBBIIIEHUS TAPAMETPOB YJEIbHOTO OCHOBHOI'O OOMEHA, BHEKJIETOYHOM
JKUJKOCTH, JIOJDKHBI OBITh BBIICNIEHBI B TPYIITY TOBBIIIEHHOTO pPHCKAa Pa3BHTHS
HEJIOCTAaTOYHOCTH MUTAHUS ISl JUHAMUYECKOUN OLIEHKU HYTPUTUBHOTO CTaTycCAa.

3. l11 cBOEeBpeMEHHOW U 0OOBbEKTUBHOM OLIEHKH HApyLIEHUI HYTPUTUBHOTO CTaTyca y
nereit ¢ Il pexomeHIOBaHO BKJIIOYUTH pa3pabOTaHHBIA aNTOPUTM ITUATHOCTHUKUA H
IIPOTHO3UPOBAHMUS HENOCTATOYHOCTM nmuranuss y pxered c¢ LIl B mnpaxtudeckyro
JEATEIbHOCTh Bpadel-IIeInaTpoB, HEBPOJIOTOB B MEIUIIMHCKAX OpraHu3anusax r. TroMeHH u
Tromenckoit obmactu (pui. Nel).
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CIIUCOK COKPALLIEHUI

— aKTHBHAas KJIETOYHAsl Macca

— abCOMIOTHOE YHCII0 TUM(OIIUTOB

— OMOUMITIE JaHCHBIN aHaAJIN3

— BHEKJIETOYHAs )KUJKOCTh

— IETCKUM 1IepeOpabHBIN mapanuy

— JIOTIOJIHUTEIBHOE SHTEPAIbHOE TUTAHKE

— )KMpOBas Macca

— UCKYCCTBEHHAsl BEHTWISIIUS JIETKUX

— UHJIEKC MacChl Tea

— MHCYJIMHOTMIOA00HKIH (akTop pocta — 1

— HEJJOCTATOYHOCTh TUTAHUS

— HyTPUTUBHBIN CTaTyC

— o011ast )KUJKOCTh

— OKPY’KHOCTb IIe4a

— CKEJIETHO-MBIIIIEYHas Macca Tena

— TOJIIIMHA KOXKHO-)KHUPOBOU CKJIAJIKU HAJ TPUIIETICOM
— Toulas Macca

— yIIeTbHBI OCHOBHOM 0OMEH

— (Eating Drinking Ability Classification System) —
cucTeMa KiaccuuKanuy CnocoOHOCTH ITpremMa THIIN
Y IIUTHA

— (European Society for Pediatrics Gastroenterology,
Hepatology and Nutrition) — EBpomnetickoe 001iecTBo
MeIMaTPOB, TACTPOIHTEPOJIOTOB, TENATOIOTOB

Y HYTPUIIMOJIOTOB

— (Gross Motor Function Classification System) — cuctema
KJaccu(puKanuy OOIBIINX MOTOPHBIX (QYHKITUI

— KaJIbLIUIUOJ
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