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OBIIAA XAPAKTEPUCTHUKA PABOTHBI
AKTYaJIbHOCTDb MCC/Ie10BAHUS

Jerckuii nepeOpanbubii  mapanuy  (JLII) sBusgercs ogHUM U3 HWHBAIUIU3UPYIOLIIAX
3a00JI€BaHU JIETCKOr0 BO3pacTa, paclpoCTPaHEHHOCTh KOTOPOTo B MUpe cocTasiser 1,6 -3,4 ciyyaen
Ha 1000 HOBOpOXIeHHBIX (BO3, 2022), B Poccun - 2,2-3,3 cinyyaeB Ha 1000 HOBOpOXkIeHHBIX (M3
P®, 2016). JUII npuBoAMT K HApYIIEHUIO MOTOPHBIX (DYHKIIMH, YACTUYHOM WM TIOJIHOW yTpaTe
HABBIKOB CaMOOOCTYXUBaHUs, HApPYIIEHUIO Ipoliecca MpueMa NUIIU. TsHKecTh COCTOSHUSL MOKET
yCyryOIIsThCS HAIMYMEM coIyTcTBYIomIeH naronoruu (Adams MS, 2012; Garcia RA, 2019; Paxmaesa
P.®., 2021)

JlokazaHa 3aBHCHMOCTb MEXIY KJIacCOM MOTOpPHOW akTHUBHOCTH, corijacHo GMFCS (Gross
Motor Function Classification System) u BbIpaKEHHOCTBIO HApYIICHUH IpUeMa  IHIIH,
HEOOXOIMMOCTBIO MHIUBUAYAIBHOTO MOAX0/Ia K OpPraHU3aliy MMUTAaHHUS Yepe3 pOT WM TaCTPOCTOMY,
pacyery ONTHUMAaJIbHOTO MaKpOHYTPUEHTHOrO COCTaBa M YHEPreTHUECKON LeHHOCTH parmona (Benfer
KA, 2017).

Pa3Butne opocdapunreanbHoi AUCPYHKIMM U OuUcharuul SIBISETCS OCHOBHBIM KpUTEPHEM
nepexojia ¢ MepopaIbHOro TUIA MUTAHUS HA MPUEM MHUIMU Yepe3 racTpoCTOMY, UYTO CTATHCTUYECKU
3HAYMMO CHIDKAET 4acTOTy (POPMHPOBAHUS 33IACPKKH (PU3UUECKOro pa3BuTHs. YacToTa yCTaHOBKH
ractpoctoMbl coctaBisieT 70-84 ciyuaeB Ha 100 000 HOBOpOkaeHHBIX (Glasson E.J., 2018; Nelson
K.E., 2023).

Y perenn ¢ JUII, ¢ BBICOKOM 4YacTOTOM PETUCTPUPYETCA CONMYTCTBYIOLIAs IATOJIOTUS CO
CTOPOHBI JKemyno4yHo-kuieuynoro tpakra (I'DP — 70%, napymenue cryma 50-60%), 9TO0 B CBOIO
ouepellb CHU)KAeT 00BbeM MNOTPeOIeHMs MUIIHM, YCYIyOsseT AeQUIUT SHEPreTH4ecKod IEHHOCTH
panroHa M ero MakpoHyTpueHTHOro cocraBa (Bayram A.K., 2015; Kamanosa A.A., 2018; Rebelo F.,
2022).

HauBpictmii  peaOWIMTAIMOHHBIA  TOTEHIHMAT IO  YIYYNICHWIO  JIBUTATEIbHBIX U
KOMMYHHKATHBHBIX HABBIKOB HMMEIOT JETH JIETKUX KJIACCOB HAPYIIEHWH MOTOPHOW aKTHBHOCTH
(GMFCS I-111), netu ¢ TsxensiMu apuratenbHbiMU HapymeHusmMu (GMFCS 1V-V) taxke Hy)IarTcs
B PEryJSIpHOM TpOBEAeHUM (U3MUECKON peadWiIuTallud W aJanTaldd palroHa MUTaHUS K

MOBBINICHHBIM dHepreTnueckumM Tpatam (Tapan H.H., 2022).
Crenenb pa3padoTaHHOCTH TEMbI

C xonma XX Beka akTUBHO BeJeTcs pa3pabOTKa METOJUK OIEHKHM IHIIEBOr0 cTaryca H
KOPPEKLUHU [TUTAaHUS C y4€TOM JBUTATENIbHBIX HapyleHui y nereu ¢ JLILL
bruonmnenancomerpus siBiisieTcsl Hanbosee JOCTYIHBIM METOJIOM ONPEAEICHHs cOCTaBa Teyla y

nereit ¢ JIII, y KOTOpBIX O CPaBHEHHIO CO 3JJ0POBBIMH JIETHbMHU BBISIBICHBI CTATUCTUYECKH 3HAUUMBIE
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pa3iauyus 1Mo MOKa3aTeNsIM BHYTPUKJICTOUHON M BHEKJICTOYHON KHUJAKOCTH, O€3)KHPOBOTO KOMITOHEHTA,
aKTHBHOM KjeTouHoi Maccel (Romano C., 2017; Kamanosa A.A., 2018; Tapan H.H., 2022).
[Tonumepnast sHTepasibHasg cMech d()PEKTUBHO MpPUMEHSIAch y JeTeil ¢ AePHUIMTOM Macchl
Tella, HE WMEIONIMX racTporHTecTHHaNbHBIX HapymieHuit (Nelson KE 2023). Mcnonb3oBaHue
MIOJTY3JIEMEHTHBIX SHTEPAIbHBIX MPOJYKTOB y AETEl ¢ Ae(UIIMTOM MACCHI Tela Pa3IMYHON CTENCHH B
COUYETAaHUHM CO CpPBITMBAaHUSMHU, DPBOTOH, METEOPU3MOM, 3alOpOM WM JAHapeel MNPUBOIWIO K
yMmeHbIIeHuto cumnromoB (Savage K., 2012; Epmynesa FO.B., 2018; Rebelo F., 2022). [loxa3zano, 4To
y JeTeil ¢ TSDKEIOM HEBPOJOTHYECKOW MAaTOoJOrHel, OpoMoTOopHOW auchyHKImerd u aucharueit
ONTUMAJILHBIM U 0€30MaCHbIM SIBJISUIOCH MUTaHKUE Yepe3 ractpocromy (Romano C., 2017; Glasson E.J.,
2018; Nelson KE 2023). B uccaenoanun NOCP (2022), moka3zana 3¢)()eKTHBHOCTh HCIIOJIb30BaHUs
MOJIMMEPHON CMECH C MUIIEBBIMU BOJOKHAMH B KayeCTBE HYTPUTUBHOM MOAJIEPKKH B TeueHue 14-16
nHenensb y aeteit ¢ LI B nepuon nposenenus gusnyeckoi peadbunuranuu (Tapan H.H., 2022).
HeoGxomumocts  pa3paboTku QITOPUTMOB ~ COCTaBJICHHUS  PALMOHOB  THTaHUS,
MOJIU(DUIIMPOBAHHBIX O XUMHUYECKOMY COCTaBY M DHEPIeTUYECKOM IIEHHOCTH C YYETOM BO3pacTa,
YPOBHS JIBUTaTeNbHON aKTUBHOCTH, HAJIMYMS aTMMEHTAPHBIX HAPYIICHUNW M TaCTPOMHTECTHHAIBHBIX
CUMITOMOB, MepH0/ia aKTUBHON (PU3NYECKON peaduINTalUy WIH B MEXpPeaOMIUTAMOHHBIN TEPUO/I,

00ycaBIMBaeT aKTyaJIbHOCTh JAaHHOU paOOTHI.
eas uccaenoBanusi

OnTUMHU3UPOBATh TMPHUHIMIBl COCTABIEHUS CIEIUATH3UPOBAHHBIX PAIMOHOB, pPa3padoTaTh
QITOPUTM TO00pa HYTPUTHUBHOW TOMNEPKKU W HHTEPATHHOIO MUTAHUS Yy JeTel ¢ JeTCKUM
1epeOpaabHbIM  MAapajudoM C y4eTOM T[oKa3zaTeled TMHUIIeBOr0 CcTaryca W OCOOEHHOCTEH

CONYTCTBYIOIIEH MATOJIOTHH.
3amaum uccjeg0BaHuA

1. N3yunTh 0COOEHHOCTH MUIIEBOTO CTAaTyca Yy JIeTeH ¢ pa3arMyHbIMU (OpPMaMHU JIETCKOTO
1epedpaabHOTO Mapanya.

2. Onpenenuts (HakTOpbl, BIUSAIONIME HA YaCTOTY BO3HUKHOBEHUS M TSKECTb AePHUIUTA
Macchl Tea y JieTeil ¢ JETCKUM LepeOpalbHbIM MapaTnyoM.

3. PazpaGoTare mNpUHIMIIBI WHAWBUAYAIW3AaLUU PAIMOHOB NHUTAHUS M  OLIEHUTH
3¢ (HEeKTUBHOCT AUETOTEPANIUH Y JI€TEl C pa3NuYHbIMU (JOpMaMu JIETCKOTO 1IepeOpabHOro Mmapanuya.

4, OueHnTh BIMSHHE CIOCO0A MHUTAHWS HA TMOKAa3aTelId MHIIEBOTO CTaryca y JEeTel ¢
pa3IUYHBIMH (popMaMH IETCKOTo 1iepedpaabHOro napanuya.

o. Paspabotare anroputM noadopa mpoayKTa HYTPUTHBHOM MOAJEPKKU M SHTEPAIBHOTO

MUTaHUS Yy IeTel ¢ IeTCKUM LepeOpalibHbIM MMapanyoM



Hayuynast HoBH3HA

BrniepBeie mpoBefcHAa CpaBHHUTEIbHAs OLICHKA IIOKAa3aTeNled IMILEBOTO CTaTyca W aHaJIN3
KOMIIOHEHTHOI'O cOCTaBa Teja y JAeTedl ¢ aToHmdeckuMu U crnactuueckumu (opmamu JLII npu
pa3IMYHOM CTENEHM [BUIaTEIbHBIX HAPYIICHHUH, IOJYYarOUIMX IHWTAHWE Yepe3 pPOT U 4Yepe3
ractpoctomy JlokasaHo, 4To y mamueHToB co cractudeckumu (opmamu JILIT ocobGenHocTH
MBIIIEYHOIO TOHYCAa OKAa3bIBAIOT BBIPAXCHHOE BIIMSHME Ha II0Ka3aTeld IMUIEBOIO cTaryca B
CpPaBHEHHMH C aTOHMYECKUMH (popMamu.

BriepBbie Ha OCHOBaHWU JIaHHBIX OMOMMIIEITAHCOMETPUH ONHMCAHBI OCOOCHHOCTH Teja JeTeH C
pasmmuabsiMu Gpopmamu [T u ypoBHEM HapyHmieHHI MOTOPHON aKTHBHOCTH.

BersBiieHb! (hakTOphl, OKa3bIBAIOIINE HEMOCPEACTBEHHOE BIMSHUE HA IIOKA3aTeNIM IMUILEBOTO
craryca y aerei ¢ JILII, nomyuyaromux nurtaHue yepes3 pocT U 4epe3 racTpocTomy.

OmnpeneneHa NOoTpeOHOCTh B MUIIEBBIX BELIECTBAX U SHEPrUM M IPUHLMIIBI JUETOTEPANUU
nerer ¢ JUII nmpu pasivyHON CTENEHU BBIPAXKEHHOCTH HEBPOJOTMYECKHUX IIPOSBICHUM C y4E€TOM
COITYTCTBYIOIUX FaCTPOMHTECTUHAIBHBIX CHMIITOMOB.

Pazpabotan anroputm BbIOOpa MPOAYKTa HYTPUTUBHOM MOIIAEPKKH U SHTEPATbHOIO MUTAHUS
B 3aBUCHUMOCTHM OT MCXOJHBIX [10Ka3aTeJIei MUILEBOI0 CTaTyca U COIYTCTBYIOUIEH MAaTONIOTUH. Y AE€Tel

¢ paznuuHbiMu popmamu JILIIT.
Teopernueckasi 1 NpaKkTHYeCKasi 3HAYNMOCTD

[Tonmy4eHs!l JaHHbBIE O MOTPEOHOCTH B MUILEBBIX BEIIECTBAX M SHEPTUH Y JETEH C pa3InYHbIMU
dopmamu JILIT B pa3nuyHbIX KiaccaX MOTOPHOW aKTMBHOCTH, B T.Y. MOJy4YalOIIMX MUTaHHUE yYepes3
ractpoctomy. KoMmIiuiekcHas oOneHka IOKasareiaedl NUIIEBOr0 CTaTyca C  HCIOJIb30BAHMEM
AHTPOIIOMETPUHU B COYETAHWU C METOJAOM OMOMMIIEAAHCOMETPUU MO3BOJIMJIA OLUEHUTh OCOOEHHOCTU
KOMIIOHEHTHOTO U CETMEHTAPHOI'0 COCTaBa Teja B 3aBUCHMOCTH OT CTEIIEHHM HAPYIIEHUH MOTOPHOMU
AKTUBHOCTH M OCOOEHHOCTEH MBIIIEYHOr0 TOHYca. Pa3paboTaHbl alropuTMbl COCTABICHUS PALlMOHOB
MUTaHUS U BHIOOpA MPOTYKTOB HYTPUTUBHOMN MOJIEPKKU/IHTEPATHHOIO MUTAHUS C UCIIOJIb30BAHUEM
CHEUAIM3UPOBAHHBIX CMECEl Ul SHTEPATbHOTO MUTAHMS: MOJUMEPHBIX U30- U THIEPKaJIOPUIHBIX,
MIOJIy2JIEMEHTHBIX U30- U TUIIEPKAIIOPUIMHBIE, SJIEMEHTHBIX.

B oGcnenyemoii rpynme netel mpoBeaeHa OleHKa dPPEKTUBHOCTH U O€30MaCHOCTH MUTAHHS

4epe3 racTpocToMmy.
MeTOIlOJIOFI/Iﬂ U METOABbI UCCJICA0OBAHUA

[IpoBeneHo OTKpBITOE, TpocneKkTuBHOE HccineaoBanue ¢ 2018 mo 2022rr Ha 6aze KIMHHUKHU
nedeOHoro mwuraHus ~@DenepalibHOTO TOCYNApPCTBEHHOTO  OIO/DKETHOTO — YUPEKACHHS  HAYKH

«DenepanbHBI HCCIECIOBATEILCKUM IEHTP MUTAHUSA, OHMOTEXHOJOTHHM M O€30MacHOCTH THIINY,



OTJEIICHUs IEeJUaTPUYECKOM TracTposHTeposoruu, remaronorun u puerorepanuu OGI'bYH «DUILL
MUTaHUS U OMOTEXHOJIOTUN», ['0CyTapCTBEHHOT0 Ka3eHHOI'O YUPEKIEHUS COLUaIbHOU MOAIEPKKU U
obpazoBanus Bnagumupckoi o6sactu «KoapdyruHCKUN JETCKUM TICHXOHEBPOJOTHUYECKUI WHTEpHAT
JUIs IeTeld ¢ 0COOEHHOCTSIMH pa3BUTH», ['ocynapcTBeHHOE OI0/DKETHOE yupexaeHue roposa MocKBbI
LlenTp commanbHOW MOMIEPKKH M peaduiuTanuu AeTei-uHBamuaoB «Jlom nereit» Jlemapramenta
TpyZla U COLUMAJIbHOM 3allUThl HaceleHus ropoaa MockBel, HaydHO-IpakTHYECKOro LEHTpa JEeTCKOU
nicuxoHeBpojoruu Jlemapramenra 3iapaBooxpaHeHusi r. MockBbl, ['ocymapcTBEeHHOro OOJKETHOTO
yupexenue ropoaa Mocksel LlenTp conelictBusi cemeiiHoMmy BocnuTanuio «fOHoHay JlenmaprameHTa
TpyJla ¥ COLMAIIbHOM 3aILMTHI HACEIEHU TOpo1a MOCKBBD.

HccnenoBanue omnoOpeHo JoKaibHBIM 3THUYeCKUM KomuTeToM DPI'BYH «OUILl nutanus wu
ouorexHonoruit» (mporokon Nel2 ot 23.12.2019).

O6cnenoBan 301 pebenok B Bo3pacte oT 2 1o 18 smer. Bee meTu, Bomieanie B MCCIICJOBaHAE,
UMEJIM yCTAaHOBJICHHBIM auarHo3 Jlerckuii mepeOpanbHblii mapaymd. M3 HUX crmacthyeckas ¢opma
(cracTuyeckuii TeTpamape3, CHacTHYecKas JIUIUIeTHS, CHACTHYecKas TeMUIUIETHs, CIacTUKO-
rUNepKuHeTHYecKkas (opMa) AuarHoctupoBana y 261 manuenTa; aToHUKO-acTatuyeckas gopma —y 40
neTei.

JUia oueHKM TOKa3zaTeneil MUIEeBOro craryca U 3(GQeKTUBHOCTH pa3pabOTaHHBIX PALOHOB
NUTaHUSIT U CIHOCOOOB HYTPUTHUBHOM KOPPEKUMHM OBLI  MCIONBb30BAH KOMIUIEKC KJIMHHMKO-
AHAMHECTUYECKUX, AaHTPOIOMETPUUYECKUX, JAOOPaTOPHO-MHCTPYMEHTAIbHBIX HCCIEAOBAHUNA U

CTaTUCTHYCCKHUX METOJ0B UCCIICIOBAHUA.
OcHoBHbBIE MOJIOKEHUSI, BLIHOCHUMBIC HA 3alIIUTY

1. ®opma LIl u creneHb MOTOPHBIX HApyLIEHUH BIMSAIOT HA IOKA3aTElIW IUIIEBOTO
cTaTyca, TAKTUKY IUETOTEpaiuy U HyTPUTUBHON MOIEPKKH/IHTepalIbHOro MuTanus u netei ¢ JILII.

2. [Tpy Hanuuuu BBIpaKEHHOM oOpodapHHreaqbHOW TUCHYHKIUHM M Aucharud paHHAsA
YCTaHOBKA FaCTPOCTOMBI OKa3bIBAET MOJIOKHUTENBHOE BIMSHHUE HA IIOKA3aTEIH MUILEBOrO CTATyCA.

3. Hannunem racTpOMHTECTHHAIBHBIX CHMITOMOB OKAa3bIBa€T BIIMSIHUE HAa TAKTUKY
JUETOTEPANNY U HYTPUTUBHOM MOJIEPKKH.

4. Jletu ¢ TsKeNbIMU ABUTaTeIbHBIMU HapYIIEHUSIMHU TPeOyIOT HHAMBUYAIbHOTO pacueTa
MOTPeOHOCTH B OCHOBHBIX TMHINEBBIX BemecTBax W JHepruu. Bcem nmersm ¢ Il B mepuon
peaOunuTanMu  HEOOXOJUMO  MPOBEJIEHUS  KOPPEKLUMH  DHEPreTHUeCKOH  IIEHHOCTH U
MaKpOHYTPHUEHTHOI'O COCTaBa palyoHa.

5. WHpuBuayalbHBId TOAXOA K OpraHU3allMM IUTAaHUS IPUBOAUT K YBEIMYECHUIO

a¢dexTuBHOCTH AUeTOTepanuu Oonee yem Ha 30%.



CooTBeTcTBHE JUCCEPTALMH NACIIOPTY HAYYHOH CNIENHATbHOCTH

JuccepranioHHOe HACCJIEI0BAaHUE COOTBETCTBYET dhopmyie CHEHUAIILHOCTH
3.1.21 — [Ilegmatpusi. Pe3ynbTaThl HCCIEAOBAaHUS COOTBETCTBYIOT OOJACTH  HMCCIICIOBAaHHS
CHEIMAJIbHOCTH, @ MMEHHO HyHKTaM 1, 2, 3, 6 macrnopra Hay4yHOW CHEIUAJIbHOCTH MeauaTpus

(MEIMIIMHCKUE HAYKH).
JIM4YHLI BKIag

JInyHOE ydacTue aBTOpa 3aKIHYalOCh B HENOCPEACTBEHHOM YYAaCTUH B HMCCIIEA0BATEIbCKOU
paboTe Ha 3Tanax MOCTAaHOBKM Li€JE€W M 3ajad, pa3pabOTKe IUIaHa UCCIIEJOBAHMUM, OOCIEIOBaHUM U
BEJICHUU TMAIMEeHTOB C pasnuuHbiMu Gopmamu JILIT (cocraBieHune pamvoHa NHTaHUS, OLEHKA
HoKaszaresjel MMILIEBOr0 CTaTyca, OINpeNeIeHHe U pacyeT HeoOXOIUMON MOTPEOHOCTU B IHILEBBIX
BEUICCTBAX W DHEPIMM, HA3HAYEHUE CIECLHUAIU3UPOBAHHBIX IPOJYKTOB DSHTEPAIBHOIO IHUTAHUSA,
00paboTKe MEIUIIMHCKON JOKYMEHTAlMd W TPOBEJCHHH OLEHKU >(PPEKTHBHOCTH pPa3pabOTaHHBIX
pPallMOHOB MMTAaHHUA M CHOCOOOB KOPPEKLUMH aAJIMMEHTapHbIX HapylieHud. Takke aBTOp JMYHO
BBIMOJIHS ~ CJIEAYIOLIME HHCTPYMEHTAJIbHBIE MCCIIEJOBAaHUSA: OMOMMIIEJAHCOMETPUsS, OLEHKA
(aKkTHUECKOro NHUTAaHUS, KaJIUIIEPOMETPUS U OIpEeJesIeHHEe OKPYKHOCTH Iijieya. ABTOPOM JIMYHO
IpoBe/ieHa cTaTUCcTHYecKas 00paboTKa, aHAJIN3 NOJYYEHHBIX Pe3y/IbTaTOB, OJrOTOBKA U MyOIMKALUSA

CTaTel 10 TeMe AUCCePTALMY, HallucaHa U 0(hOpMIIEHA PYyKOIIUCH.
CreneHb 10CTOBEPHOCTH M aNIPpo0anus pe3yJibTATOB

CreneHp JOCTOBEPHOCTH PE3YIbTATOB HCCIENOBAaHUS OIPENEAETCS IPEACTABICHHBIMU
UCXOJOHBIMU JIaHHBIMM, COOTBETCTBHEM JM3allHAa MCCIEAOBAaHUS KPUTEPUSAM JI0Ka3aTEIbHOU
MEAMIMHBI, JOCTaTOYHBIM YHCIOM HAOJIOJAEHHM, MCIONb30BAaHUEM OOIIETPUHATHIX METO/I0B
MCCJIEIOBAHMSI U COBPEMEHHOM CTaTUCTUYECKON 00pabOTKOM MOJIyY€HHBIX PE3yIbTaTOB.

PesynpTaThl paboThl ObLTN MPEACTABICHBI HA HAYYHO-TIPAaKTH4YeCKOi KoHpepeHunn «TpyaHbIit
JIUarHo3 B NEAMAaTPUM» KOHKYpc MojoAbIX yueHbIX 2019 ron, koHrpecce EBponeiickoil acconuanuu
KJIMHHYECKOTo mutanus U mertadbonusma (ESPEN) 2019 roa, HarmoHanbHOM MEXIUCIHUITTHHAPHOM
KOHI'pecce ¢ MeXAYHapOAHbIM yuacTreM «Du3ndeckas 1 peabUInTalMOHHAs MEUIMHA B ETUATPUHN:
Tpaguiu ¥ uHHOBammm» 2021 u 2022r, HayyHOo-pakTuyeckoil KOH(pEpEeHIMH C PEerHOHAIbHBIM
yuactueM «llyHKIIMOHHas racTpoCTOMMsI B IPAKTHKE JETCKOro xupypra» 2022r, Kpyrislx CTOjax,
npoBeneHHbIx Ha 0aze J/IU r. MockBel, MockoBckoi, SIpocnaBckoit 1 Brnagumupckoit obnacteil B

nepuon 2020-2022r.
Buenpenue pe3yabTaToB HCCIEA0BAHUA

PesynbpTathl HccnenoBaHusl BHEIPEHBI B MPAKTUUECKYIO pabOTy OTHENCHHUS MeIuaTprUuecKou

racTposHTeposiorun, renarojorud u auerorepanuu OI'BYH «DUILl nutanus u OMOTEXHOJIOTHIY, B



paboty kadenpel ractposHtepoioruu u aueronmorun DAINIO DOrAOY BO PHUMY wuwm.
H.N.ITuporoBa Munsnpasa Poccuu, ["'ocynapcTBEHHOTO OFODKETHOTO YUpexAeHUE ropoja MOCKBBI
IleHTp commalbHOW MOAMEPNKKH W peadWIMTalMK JeTel-uHBAIHIO0B «JloMm nereit» [lemapramenTa
Tpylla U CcOUManbHOM 3amuThl HaceneHuss ropoaa Mocksel (I'BY LCIIP «/lom neteit»),
['ocymapcTBEHHOTO Ka3eHHOTO YUPEKISHUS COLMATbHON MOIICPKKUA U 00pa3oBanusi Biagumupckoin
obnactu «KoIbUyrHHCKHI J€TCKUI ICUXOHEBPOJIOTUYECKUN MHTEPHAT Ui JIeTel ¢ 0COOCHHOCTAMU
pazsutusty (TKYCO BO «KonbuyrHCKHIA IETCKHI ICMXOHEBPOJIOIHYCCKHI MHTEPHAT I JACTEH C

OCOOEHHOCTSIMU Pa3BUTHSI»).
yoaukanun

IIo Teme AUCCCpTallnr OHY6J'II/IKOB3HO 4 cratbu B PCLUCH3UPYCMbIX  U3JAHUAX,

pexomenoBanHbIX BAK Munob6puayku PO.
O0béM u cTPYKTYypa IuccepTanuu

Huccepranus uznoxxkena Ha 139 crpaHuax MamnHOMMCHOTO TEKCTA, COCTOMT M3 BBEJICHHS,
o030pa JUTEpaTypbl, OMMCAHUS MaTEPUAIOB M METOAOB MCCIEIOBAHUSA, IJ1aB, IOCBAIIEHHBIX
pe3yibTaTaM COOCTBEHHBIX MHCCIIEOBAaHUM, 3aK/IIOYEHHUs, BBIBOJIOB, MPAKTHMUYECKUX PEKOMEHJIAIMM,
CIMCKa JIUTEPaTyphl, BKIIOYArOIIero B ceds 126 ucrouHukoB (26 oteuecTBeHHBIX, 100 3apyOeKHBIX).

Pa6ota npousmttoctpupoBana 37 tabiaunamu, 21 pucyHKOM.

OBIIEE COAEPKAHUE PABOTBI
Matrepuajibl 1 METOABLI HCCJIEOBAHUS

Pabota npoBounace Ha 6a3e kimHukd OPI'BYH «®UILL nutranus u 6unorexunonorun» ¢ 2018 mo
2022r (mayunbli pykoBoautenb — akageMuk PAH, n.m.H., npodeccop Tyrenbsin B.A., aupexrtop -
akagemuk PAH, a.m.H., mpodeccop Hukutiok /I.B.), oTaenenus neanarpuieckoil racTpoIHTEPOIIOTHH,
renaronoruu u jauerorepanuu GI'BYH «DUL] nutanus u OUOTEXHOIOTUU» (PYKOBOIUTEINH
otaenenuss — A.M.H., npodeccop PAH Crpokosa T.B), TKYCO BO «KonpuyruHCKHI HAETCKUI
MICUXOHEBPOJOTUUECKUI MHTEPHAT JJIS IETEH C 0OCOOEHHOCTSIMU Pa3BUTH» (TUPEKTOp — MeTbHIKOBA
H.B.), I'BY LCIIP «/lom nereii», nupexrop — l{Berkora E.E), HIIL[ AIT /I3 r. MockBBbI, AUpEKTOp —
n.M.H., npodeccop bareimeBa T.T.), I'BY ILCCB «Onona» (mupektop — bapanoa T.D.),
1abopaTOpUN KIMHUYECKOW OMOXMMUH, UMMYHOJIOTHH U aJIJIEPTOJIOTHH (3aBEIYIONIUN OTIEIEHUEM -
k.M.H. KopotkoBa T.H.). UccnenoBanue siBisieTcss OTKPBITHIM, TPOCIIEKTUBHBIM, 000PEHO JIOKaIbHBIM
komuteToM 10 3THKe OI'BYH «®UL] nutanus u 6morexHonorum» (3acemanue ot 26.12.2018 r) u
COOTBETCTBYET  NPUHIMUIIAM, M3JOKEHHBIM B  JIEKJIapalud  XeJIbCUHCKOIO  COTJIAIlICHHUS.

NudopmupoBaHHOE cOTIacHe MOIyYeHO OT BCEX POIUTENCH JeTel Tn00 X OTICKYHOB.



B uccrnenoBanue Obin BkitoueH 301 pebenok B Bo3pacte oT 2 mo 18 jer, manpuukoB 187
(62,2%), nesouek 114 (37,8%). Y 261 pebenka auarHoctupoBaHa cnactuueckas (opma JILIT
(cmacTuyeckuii TeTpamape3, CHAacTHYecKas JUIUIETHS, CHAcTHUYecKas TEeMUIUIETHs, CIacTUKO-

runepkuHernyeckas Qopma). ¥ 40 mereil auarHocTupoBaHa aToHUKO-acTatudeckas (opma LTI

(Pucynok 1).
[ Hertu ¢ ALIT (n=301) ]
Hetu co cmactuueckoit popmoit ALIT Jletu ¢ aTOHUKO-acTaTHYecKon hopMoit
(n=261) JIT (n=40)
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/I(OMHHGKCH&?[ OIICHKA MOKa3aTelIei MUIIEBOTO craryca: \

- OLIEHKa ’XaJ100 U JaHHBIX aHaMHE3a

- OLIEHKA MOoKa3aTeael aHTPOIIOMETPUH

- OIIGHKa KOMIIOHEHTHOTO cocTaBa Tena: ananu3 nokasarenein OMII, TKCT,
OrouMITeJTaHCOMETPHUS

- OIICHKa OMOXMMHUYECKUX MApKEPOB HEJOCTATOUHOCTH NMUTaHUS (001uii O€N0K, aTbOyMuH,

a0COTIOTHOE KOJTMYECTBO TUM(OIIUTOB)

&aHaﬂI/IS CI)aKTI/I‘-IeCKOl"O IIUTaHUA /

Koppeknus panmona nuTaHusl.

Br160p nponykTa HyTpUTUBHON MOJAEPKKU

 /

Karamuectuueckoe o0cnenoBanue uepe3 6-9 mecsies (N=106)

Onenka 3¢ (eKTUBHOCTH TPOBOAUMON JUETOTEPAINH.

Jletu co crmactuueckoit popmoii JIIIIT (n= 86), ¢ aronnko-actaTrueckoit opmotii (N=20)

Pucynok 1 — [u3aiin uccienoBaHus
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Kpurepusimu BKIIOYEHHS B HCCIEIOBAaHUE SIBISUIMCH: BO3pacT oT 2 1o 18 e
noarBepkIeHHbI quarno3 JLIT; nHanuuue noanucaHHOro HHGOPMUPOBAHHOTO COTJIACHS.

Kpurepun HeBkiIIOueHHUs: Bo3pacT MeHee 2 U Oomee 18 7eT; HaciaeACTBEHHBIE
HelpojereHepaTuBHbBIE 3a00JICBaHUS C JIBUTATCILHBIME HAPYIICHUSMU U HAPYIICHUSMHU MBIIICYHOTO
TOHYCA; OTCYTCTBHE  yCTaHOBJEHHOro  auarHosza  JIIII; OTCYTCTBHE  IOAIMCAHHOIO
MH(OPMUPOBAHHOTO COTJIACHS.

Jletn co cmactuueckoir opmoit (N=261) ObuM pa3neiacHbl HAa TPYIIBI B COOTBETCTBHU C
kiaccoM MotopHoit aktuBHOCTH GMFCS u cmoco6om muranus: I'pynma I GMFCS — xonpba 6e3
orpanuuenuit - 15 nereit; I'pynna II GMFCS — xonp06a ¢ orpanndenusimu - 26 nereit; ['pynna Il
GMFCS — xoapba ¢ uCHonb30BaHUEM PYYHBIX MPUCIOCOOICHUI ISl MepeaBuxKeHus - 29 nereit;
I'pynma IV GMFCS — camocTosTelbHOE MNEPEIBUKEHUE OrPAHUYEHO, MOT'YT HCIOJIb30BaThCs
MOTOPHU3UPOBAHHBIE CpeacTBa nepeasmwkenus — 64 aereit; ['pynna V GMFCS — nonnas 3aBUCUMOCTh
pebEHKa OT OKPYXKAIOMIMX — MEPEBO3Ka B KOJSICKE/MHBATUAHOM Kpecie — 81 pebenok; ['pynma VTF
(tube feed) GMFCS - nmomHas 3aBHCHMOCTh pPEOEHKA OT OKPYXKAIOIIMX, TIEPEeBO3Ka B
KOJISICKE/MHBAJIMIHOM Kpeciie, MUTaHue Yepe3 racTpocToMy — 46 nereil. Mennana Bo3pacta coOCTaBUIIa
7,2 [4,3;13,2] - 10,5 [6,3; 15,2].

Jletn ¢ atonnveckoit popmoii (N=40) B CBSA3U ¢ MAJOYHCIIEHHOCTBIO TPYIIIBI OBUTH pa3ieacHbI
Ha jaBe rpynmbl: rpymnma A (N=21) - maruentsl, otHocsmmecs K |, 11, 1 kmaccy GMFCS (crmocoOHbI K
CaMOCTOSTENILHOMY TIepeaBIKeHno0); rpynna B (N=19) - netu, otnocsmmecs k 1V, V, VTF GMFCS
(He cmocoOHBIE K CaMOCTOSITENIbHOMY TEpeABMKCHHIO, TONy4alollue MuTaHhue pPer 0S/dyepes
ractpocromy). I'pynmbl ObUTM COMOCTAaBUMBI TIO BO3PACTy, TOJY U KOJUYECTBY OOCIETOBAHHBIX.
Menuana Bo3pacra coctaBuia 7,6 [6,4;13,2] — 9,1 [5; 14,1].

OO6cnenoBaHre HOCUIIO KOMILIEKCHBIM XapakTep W BKJIIOYANo B ceOs OLIEHKY Kajlo0 U JaHHBIX
aHaMHe3a, OLICHKY MOoKa3aTeel aHTPOIIOMETPUH, aHAJIU3 KOMIIOHEHTHOT'O COCTaBa TeJla, KIMHUYECKUE
1 OMOXMMUYECKHE aHAJIU3BI KPOBH.

OreHka aHTPOIIOMETPUYECKUX JAaHHBIX MPOBOJIWIIACH C HCTIOJIB30BAHUEM IICHTHIIBHBIX TAOJIHII,
pa3pabotannbix s aereir ¢ JLII, yuuteBatomux mon 6onpHOro, ktace GMFCS u Tun nurtanus.
[{eHTHIIbHBIE TOKA3aTeNd KOHBEPTUPOBAIUCH B CHUTMajlbHbIE OTKIOHEHHsS Z-SCOIe ¢ IENbI0 OLEHKH
(M3UYECKOTO Pa3BUTHS U CTENEHU Je(UIMTAa MAacChl TEJIa B COOTBETCTBHUM Kiaccudukaruein BO3.

C menpio ompeaeneHus J0JU >KHPOBOM MacChl MPOBOAMIACH OICHKA TOJIIMHBI KOXXHO-
x)upoBoil ckianku Haja TputerncoMm (TKCT). Onenka MbIIIIEUHON MacChl BBITIONHSIACH HA OCHOBAaHUHT
aHanM3a Tokazatenst okpyXHocTu Mblmn mieda (OMII). Pacuer OMII mpoBoauics mo dopmyne:
OMII (cm) = okpyxkuocTh mieda (OIT) (cm) - 3,14 x TKCT (cm). TToaygennsie mokazatenu (TKCT,
OMII) cooTHOCWIHCH ¢ TAaOJUIIAMH LEHTUJIBLHBIX BEIWYHH. buommmnegaHcoMeTpus BBITIOJIHSIACH Ha

noptatuBHOM aHanu3atope «InBody S10» (Biospace Co. Ltd., Kopes).
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AHamu3 (GaKTUYECKOrO0 TUTAHHS B JIOMAIIHUX YCIIOBUSAX/YCIOBHSX MPOXUBAHUS METOJIOM
3alliUCH W yd4eTa B3BEIICHHON NHIIM IpOBEIeH y Bcex JaeTeil. Pacder sHepreTMueckoi IEHHOCTH
palyoHa U KOJIMYECTBAa MAaKPOHYTPUEHTOB OCYILECTBIISUICS C MCIIOJIB30BAHHEM TaOJHIl XUMHUYECKOTO
COCTaBa MPOIYKTOB U OJIIO/.

Jnst ydera BO3PAaCTHBIX OCOOEHHOCTEH 00ECIeYeHHOCTH OCHOBHBIMH MAaKpOHYTPUEHTAMH H
SHEPTrHe BHYTPU KaKIOW Tpymimbl, cooTBeTcTBYIONIeH kiaccy GMFCS, netu Obutn pasnenceHbl Ha
rpymmsl: | rpynmna - getu 2-6 et 11 mec.; |l rpynma — netu 7 net — 10 net 11 mec.; |l rpynma — netn
11 ner — 14 ner,11 mec.; IV rpynna — netu 15 ner — 17 ner 11 mec.

Koppekuusi panimoHa mpoBOIMIACH C YYETOM PE3YJIbTaTOB OICHKH (DAKTHUECKOTO MUTAHUS.
[TaruenTamM ¢ TOKEIBIMA MOTOPHBIMU HApYIICHHSIMH pacdyeT WHIUBUIYaJbHOW SHEPreTH4ecKon
notpebHocTu mnpoBonauics no merony Kpuka (Pacxox smueprum (xkan/cyt) = (BOIl (6azoBas
9HEepreTHyYecKas moTpedHocTh Mo QGopmyrne Xappuca-beHenukra) X (GakTop MBIIMIEYHOTO TOHYCa X
dakTop (uzmyeckoil akTUBHOCTH) + (akTop pocTta). COOTHOIIEHHE OCHOBHBIX MAaKpOHYTPHUEHTOB B
parmone coctaBmwio 1:1:4 wmm 12%/30%/58% oT sHepreTnueckoi MEHHOCTH parvoHa. JleTsM,
crocobHbIM K camocrositensHomy nepensmwxkenuto (I, I, 111 GMFCS) snepretudeckas eHHOCTh U
KOJIMYECTBO OCHOBHBIX MaKpOHYTPHEHTOB B PAallMOHE KOPPEKTHPOBAIOCH B COOTBETCTBHM ¢ Hopmamu
(U3BHOIOTHYECKUX TMOTPEOHOCTEH B DJHEPTMM W TWHUIICBBIX BEIIECTBAX JUIS PA3IMYHBIX TPYII
HaceneHust P®. Meroanueckue pekomenaammu MP 2.3.1.0253-21.

[Ipu BHISBICHHBIX HAPYIICHUSIX MHILEBOTO CTAaTyca MPOBOAMIIACH KOPPEKIIHS pallMoHa 32 CYET
HATypaJIbHBIX TMPOAYKTOB M/WJIM Ha3Ha4yallach HYTPUTHUBHAS MOJAJIEPIKKA C YUYETOM CTETeHH AePUITa
MacChl Teja, HAJMYHS TaCTPOUHTECTHHAIBHBIX CHMIITOMOB M COITYTCTBYIOIIEH MATOJOTHH (TIHIIEBast
aJUIeprusi, MoYeyHas MaToJOTHs, OpPOHXOJEeroYHas JWCIDIa3us W J1p.). B KadecTBe HYTPUTHBHOU
MONJEPKKU  HCIIOJIb30BATUCh TPYIIBI JHTEPAIBbHBIX CMeECced: TMOJMMEpHBbIE HW30KaJOpUITHBIE;
MOJIMMEPHBIE  TUIEPKAIOPUIHBIE; MOJTy?JIEMEHTHBIE  M30KaJOpHIHbIE; MOJTy3JIEMEHTHBIE
TUIIEPKAJIOPUMHBIE; SIIEMEHTHBIE N30KATIOPUIHBIE.

Onenka > (HEKTUBHOCTH JHETOTEpaNuy MPOBOIMIIACH dYepe3 6-9 MecsAleB ¢ MOMEHTa
KOPPEKIIMU palliOHa MUTAHMs Ha OCHOBAHUM aHAIHM3a TUHAMHUKU aHTPOIIOMETPUUYECKUX MOKa3aTeNei,

W3MEHEHUH KOMIIOHEHTHOTO COCTaBa Teja U COCTOSHUSA XKENyT0OYHO-KUIIEUHOT O TPAKTA.
CraTucTuyeckue MeTobl 00padoTKH pPe3y1bTATOB

Cratuctudeckyro 00paOOTKy pe3yabTaTOB HCCIEAOBAaHUS MPOBOJWIA C WCIIOIBb30BaHUEM
nporpammsbl Statistica 10.0, Windows. KonudecTBeHHbIe pe3yabTaThl MPEACTABICHBI B BUIE MEINAHbBI
(Me) u untepkBaptTuibHOro pasmaxa (Lower Quartile (LQ)= 25-it u Upper Quartile (UQ) = 75-i1
nepreHTian). KadecTBeHHBIE MPU3HAKU ONMCHIBAINCH C MOMOIIBIO a0COTIOTHBIX M OTHOCHTEIBHBIX

(%) mokazareneit. [y aHanmM3a Ka4eCTBEHHBIX ITOKa3aTelIeH HE3aBHCHMBIX TPYII HCIOJIB30BAJICS
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TOYHBIN KpuTepuit Duimiepa ans HEOOIBIIUX BBIOOPOK. CpaBHEHHE KOJMYECTBEHHBIX MPU3HAKOB B
JIBYX HE3aBHCHUMBIX T'PYIIax MPOBOIMIOCH ¢ momMonibio U-kputepusi ManHa-YUTHH, IPU CpaBHEHHUH
NPU3HAKOB B TPEX HE3aBHCHUMBIX TPYIIAx HUCIOJb30Bajics Kputepuii Kpackena-Yosumca. YpoBeHb
CTAaTHCTUYECKON 3HAUMMOCTH OBLI MPUHAT KaK JOCTaTodHbld mpu p <0,05, mpu cpaBHEHUH TpexX U
Oosee TpymI npuMeHsIach nomnpaska bonpepponn. Koaddumment koppensiuu oreHuBaICs M0 TpeM
XapaKTEePUCTUKAM: HaIpaBJCHHUIO (MpsMas U oOpaTHas), cwiie (CHIbHAs, CpeIHEH CHIIBI U cllabas) u
JIOCTOBEPHOCTH (JJOCTOBEpPHAsE M HeJOCTOBepHas ). OIEHKa CHIIBI B3aUMOCBS3H MEXIY TpPU3HAKaMU

OTIpeNieNsiIach YMCIOBBIM 3HaUCHHEM KO3(pPHLIMEeHTa KOPPEISIIUH.
PesyabTaThl HcciieqoBaHus U UX 00CyKIeHHe

B cootBercTBUU € 3amauaMu MCCIENOBaHUS ObUIa MPOBEIEHA OLIEHKA aHTPOMOMETPUUYECKUX
nokazarenei nereit ¢ LI B obmeit rpynme (n=301) HopMmanbHas Macca Tella peruCTpUpOBaIach y
93 (30,9%) nmereii, nedunut mMaccel Tena — y 199 (66,1%), u30bITOuHAsS Macca Tela oTMeJanach y 9
(3%) nereil. 3agepxka pu3nyecKoro pa3BUTHUS BblsiBiIeHA y 14 (4,6%) nerel, U3 HUX BbIpa)KEHHAs - Yy
7 (2,3%) neteil.

VY nereit co cmactuueckumu popmamu JLIT macca Tena cooTBeTCTBOBalIa HOPME MEHEE YEM Y
MOJIOBHMHBI TAlMEHTOB B paccMaTpUBaeMbIX TIpynmax (C y4yeToM Kjacca MOTOPHOM akTHBHOCTH).
Haubonee yacTo HOpMalibHBIE TTOKA3aTeNd Macchl Tena peructpupoBaiuck B |, Il u IV rpynmax - y 7
(46,6%), 9 (34,6%) u 24 (37,5%) nereii cooTBeTcTBeHHO. M30BITOYHAs Macca Teja BbisiBlieHa B |
rpynne y 2 (13,4%), B lll —y 3 (10,4%), B IV -y 3 (4,7%) nereii. Jlepuuur macchl Tena BBISBIECH B
66,7% cnydaeB (N=261). HanGopIunii MpOLEHT CIy4aeB TSHKENIOro Ae(HIUTa MACChI TeJla OTMEYAIICs
NP BBIPQKEHHBIX (JOpMax HapyIIeHU MoTopHO# akTiBHOCTH (p <0,05).

Hapymenne remnos pocta otmedeHo y 4,6% neteit co cnactuyeckoi popmoit LI (n=261) u
PETUCTPUPOBAIOCH TOIBKO B TPYIIAX C TSKEIBIMH JIBUTATEIbHBIMHI HapYIICHUSIMH. AHAU3 JaHHBIX
AQHTPOIIOMETPUM TALMEHTOB co crnactuyeckuMu (opmamu JIIII mokasan, 4To CTeNneHb TSKECTH
HApYIICHW MOTOPHON aKTHBHOCTH, CBSI3aHHAs C HM3MEHEHHUSMH MBIIIEYHOTO TOHYCA, OKa3bIBalsla
HEMOCPEICTBEHHOE BIHMSIHUE Ha TeMIIbl pusndeckoro pazsutust (p <0,05).

JUisi OLIEHKM BIMSHHS CIIOCOOa MUTAHMS Ha IMOKa3aTeld MUILEBOro craTyca ObUl NMPOBEICH
PETPOCHEKTUBHBIN aHAIN3 TAaHHBIX aHTPOIIOMETPUU HA MOMEHT YCTAHOBKH racTpocToMbl. Ha MOMeHT
YCTaHOBKH TaCTPOCTOMBI JePUIUT Macchl Tena Obul 3apeructpupoBad y 12 (63,1%) u3 19 nereit, B
TOM urcle Tsokesiid - y 10 (52,6%). 3anepxka pocta BeisiBieHa y 4 (21%) nereid.

AHaM3 Macco-poCTOBBIX JaHHBIX MpH aToHmdeckux gopmax LT (n=40), nokazan Hanuuue
HOpManbHOU Maccel Tena 'y 7 (33,3%) nereit B rpymnme A 'y 7 (36,8%) B rpymie B.

Hedpunut maccel Tena BwiBIeH y 13 (61,9%) u 12 (63,1%) nmereit B A u B rpymmnax

cootBeTcTBeHHO (P=0,5). 3anepxka pocra BoisiBieHa y 1 (4,7%) pebenka B A rpynne n 'y 1 (5,3%) B
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rpynne B (p>0,05). OcoOeHHOCTH MBIIIEYHOTO TOHYCAa W CTENCHU JIBUTATEIBHBIX HAPYIICHUH HE
OKa3bIBAJIM BBIPAKEHHOTO BIIMSHUS HA MAacco-pocToBbie mokaszarenu (p>0,05).

Onenka okpyxHocty MbI mwieda (OMII), kak KOCBEHHOT0 MapKepa 3armacoB COMaTHYECKOTO
nyJja U ToKa3aTelsd KOJIMUECTBA CKEJIETHOM MYCKYJIaTyphl IPOBEAEHA BO BCEX IpylIax NalUeHTOB. Y
nereil co cnactuyeckumu ¢opmamu [T yactoTa BeTpeyaeMocTd AeHIMTA MBIIIEYHON MacChl
KOppeiaupoBajga ¢ TSKECTbIO MOTOpHbIX HapymieHud. CHmwxkenue OMII yaie peructpupoBasioch y
nanuenroB 1V, V, VTF rpynn - 33 (51,6%), 55 (67,9%) u 30 (65,2%) nereii cOOTBETCTBEHHO (P
<0,05), u SBIAIOCH TMPOSBICHUEM KaK ABUTaTEIbHBIX HApYIICHWH, TaK W MHUIIEBOTO AeduuuTa.
CapkoneHust (neUIUT CKEIETHOH MYCKynaTrypbel 1o JaHHbIM mokaszarenss OMII (OMIT <S5
HEHTWJIBHOTO KOPUAOpa) IPU HOPMaJIbHOW Macce Tela), BBIABISIACH BO BCEX IPYIIAX MAIlHEHTOB CO
cnactuueckumu popmamu JIUIT ¢ ygactoroit 3,8% — 17,2%. Haubonee yacto naHHBIE W3MEHEHUU
KOMIIOHEHTHOT'O cocTaBa Tejia orMevanucs B rpynmnax |, 111 u VTF.

[Ipu ananuze OMII nauuenToB ¢ aronnueckoit popmoit L1 cHrkeHne oka3aTenst OTMEUEHO
y 23 (57,5%) u3 40 nmereit: y 11 (52,4%) obcnenoBannbix u3 rpynnsl A u'y 12 (63,2%) u3 rpynnst B
(p>0,05). ITokazarens OMII y neteit ¢ aronuueckorr opmoit AIIIT Obul cTaTUCTHYECKH 3HAYUMO
HIDKE B TPYIIINE C TSHKEIBIMUA HapyIIeHUSIMH MOTOpHBIX (yHkuuit (p <0,05). Hactota BcTpeyaeMOCTH
capkoneHuu y aereu ¢ aronnueckumu dpopmamu LI ve mpesbimana 5,2% y nereit ¢ pa3mudHbIMU
dbopmamu HapyIIEHUH MOTOPHOM aKTUBHOCTH.

CHuxeHus xupoBoil Macchl o gaHHbIM nokasatens TKCT y gereit co cnactuueckoit popmoii
JLII 65110 BeIsiBIIeHO peumymiectsenHo B 1, 1V, V, VTF rpynnax u peructpupoBaiocsk ¢ 4acTOTON
18,7-43,2%. HaunbomnpIras 4yacToTa CilydaeB CHWKCHHS KHPOBOM Macchl ObUTa oTMe4eHa B V Tpymime
(p> 0,05). Cpenu narmmentoB VTF vactoTa BcTpedaeMocTH AepUIIMTA >KHPOBOM macchl Obiia B 1,5
pasa HHXKe, 4YeM CpeM MAIMEeHTOB V IpyIbl, MOTyYalOUIMX TUTaHUE TEPOPATBHO.

VY nereit ¢ aronnueckoit gopmoii LT Ttakke Obuta mpoBeneHa ounenka mokasarens TKCT.
AHanu3 naHHBIX B rpynmax A u B mnokazan, uro 3nauenus menuansl TKCT oTHocmiuch K
HeHTHIpHOMY MHTepBany S5-10. Ilpu cpaBHeHMM moOKa3arenell BBIBIECHO, YTO MEHbIIEE 3HAUCHHUE
TKCT y nauuentoB ¢ aronnyeckumu (popmamu JIIII 3apeructpupoBano B rpymme ¢ 6osiee Jerkoi
CTENEeHbI0 MOTOPHBIX Hapymenui (p <0,05).

JleTanpHBI aHANIM3 COCTaBa Tejla METOJAOM OMOMMIIEJAHCOMETPUM IOKa3aj, YTO M3MEHEHUS
KOMIIOHEHTHOTO COCTaBa Teja PEerMCTPUPOBAJIOCh BO BCEX TPYIIAX MAIMEHTOB CO CHACTHYECKUMU
dopmamu JIIII. B 1 rpynme 3aperucTpupOBaHO CHIKEHHE MBIIIEYHOH Macchl B COUETAHUHU C
HEIOCTaTKOM OOIIEeH >KUAKOCTH, MPOTEMHOB M MUHepaibHbIX BemecTB. Bo II u III rpynmax umen
MECTO H30JUPOBAHHBIA JeUIUT >KUPOBOW TKAHM U MHUHEPAIbHBIX BEUIECTB COOTBETCTBEHHO.
Henocrartok Bcex mccneqyeMbIX MOKa3aTeNle cocTaBa Telna OTHOCUTEIbHO MHIWBHYAJIbHOW HOPMBI

BeisiBNieH B rpynmax IV, V, VTF. Jluana3zon aeduuurta Macchl CKEIETHOH MYCKYJIaTyphl B JaHHBIX
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rpynmnax cocraBui: oT 2,7% mo 79,7%, obmeli xunkoctu - 3,5% - 51,8%, nporennoB — 8% - 62,1%,
MUHEpalbHBIX BemecTB - 2,3% - 82,4%, xupoBoit maccel 0,5- 97,5%. CTaTUCTHYECKH 3HAYMMBIX
pasIuuuil MeX Ay TOKa3aTeJISIMU IIPABOM M JIEBOM CTOpOHAMU Tena He BbisBiIeHO (p> 0,05).

[Ipu ananm3e pe3ynbTaTOB OMOMMIICTAHCOMETPHH Yy IMAlMEHTOB C ATOHHMYECKUMHU (popmamu
JUII cHrkeHue BCceX KOMIIOHEHTOB OTHOCHTENBHO WHIMBUAYAJIIBHOM HOPMBI OTMEYAJIOCh Yy JETEH C
TSDKEJIBIMU HapyIIEHUsIMA MOTOPHOU akTUBHOCTH (rpynna B). B rpynne A 3adukcupoBaHo CHUKEHUE
KOJIMYECTBA KUPOBOM Macchl MU BHEKJIETOYHOW XKUAKOCTU. J(namazoH AeuIMTa Macchl CKEJIETHOU
MyCKynaTypsl coctaBui oT 2,7% no 50,7%, obmeit xuakoctu - 2% - 51,8%, nporeunos — 4,5% -
46,2%, MUHEpaTbHBIX BemiecTB — 25,6% - 87,3%, xupoBoit macchl 9%- 89%. JlocTOBEpHBIX pa3Inyuii
MeEX]y MOKa3aTels MU IPaBOM U JIEBOI cTOpoHamMu Tela He BbisiBIeHO (P>0,05).

B pamkax uccnenoBanus ObUT ONpesieNieH YPOBEHb psijla OMOXMMUYECKUX MoKa3aTenel (B T. d.
oOumnii 0enok, aabOyMuH, aOCOJIFOTHOE KOJIMYECTBO JUMQOLUTOB), KOTOPbIE SIBJISIOTCS MapKepaMu

COCTOSIHMS BUCLIEpabHOTO yiisi Oenka (Tabnuua 1).

Ta6n1z1ua 1 — 3uauenus MAapKepoB 0EIKOBOr0 KOMIIOHEHTA HEAOCTATOYHOCTHU NHUTAHUA Y neTeﬁ Cco

cnactuueckumu popmamu I, Me [LQ; UQ], p>0,05

Pedepenc GMFCS
ITokaza- GMFCS | GMFCS Il |GMFCS Il | GMFCS IV | GMFCS V
HBIE V TF
TeJNb (n=15) (n=26) (n=29) (n=64) (n=81)
3HAYEHUS (n=46)
OO0 70,4 71,7
67,9 715 68,9 72,6
0eJIoK, 65-85 [68,7; [45,0;
[67,3; 71,6] | [67,6; 77,0] | [65,6; 72,1] [66,7; 76]
r/n 75,3] 82,0]
Ann0y- 43,3 43,2
47 39,8 43,5 46,2
muH, /11| 35-50 [37,1; [31,0;
[45,3;51,1] | [38,3;40,8] | [41,3; 45,0] | [42,0; 57,0]
45,9] 53,6]
JIumdo-
LIUTEI, Ls 2 3,6 2,8 3 3,6 2,6
5<
abe 1 [1,7;2,9] [2,7; 3,4] [2,1; 3,4] [2,2;4,2] | [29;4,5] |[1,7;51]
x10%/1

Kak BuaHo u3 Tabmuubl 1 craTucTUYecKH 3HAUMMBIX Pa3IMyUil MeXay TpyImnamud He
BBISIBJICHO, YTO CBHJETEIbCTBYET O HM3KOH JMAarHOCTUYECKOW 3HAYUMOCTH OMOXUMHYECKHX
IIOKAa3aTeJIel IIPU XPOHUYECKOM HENOCTaTOYHOCTH TUTaHus y aereu ¢ LI

Hamu OblT mpoBeieH aHallu3 4acTOTHI TacTporHTeCTHHAIbHBIX cumnToMoB (I'MC) y nmereit ¢

JLII. ¥V manueHToB BceX rpymin HanOoJiee YaCThIMU TaCTPOMHTECTUHAILHBIMU TPOSIBJICHUSMU OBbLITN
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3arop, METEOPH3M M HapyLICHHE amlleTuTa. 3arop 4alle PerucTpUpOBad B TPYMIAX C TSHKEIBIMHU
dbopMamMu MOTOpHBIX HapyuieHui. CpbhIrMBaHUS WM PBOTHI npucytcTBoBan y 36 (12,0%) nereid,
HAJIMYUE YKA3aHHBIX CUMIITOMOB MPUBOJUJIO K YBEIHUEHHUIO JJIUTEIHHOCTH OJHOTO MpUeMa MULIH 10
60 MUHYT ¥ CcHIKaI0 3(pQPeKTUBHOCTH KopmieHus. Jlucdaruss um opoMoTopHas IUCHYHKIUS
CTaTUCTHYECKU 3HAYMMO KOPPEIUPOBATH C TSHKECTHIO JBUTATEIBHBIX HAPYHNICHUH W HAOIIOAAIHNCh Y
neteit IV u V rpynn (p <0,05). Y 92 (36,4%) nereii ¢ ycTaHOBICHHBIM JUArHO30M IUIIEBAsl aJUIEPIHs
UMEBIINECS TaCTPOMHTECTUHAIbHbIE CHUMITOMBI OBLIM KYNMUPOBaHbl HPHU KOPPEKIHMH palroHa
MUTAHUS.

VY nereii co ciactuueckor ¢popmoit JILIT (n=261) npu nepBomM ocMOTpe OBUIO BBISBICHO, YTO
199 (76,2%) nereit monydanu oOumii mpoTepThiid cToi (B ToMm uncie aetu u3 |l u Il rpynm, uro 66110
CBS3aHO C OTCYTCTBHEM HaBbIka jkeBaHus). C menpto oboramenus pamnuona 51 (19,5%) peGenox
nepuoandecku (1 pa3 B mec./l1 pa3 B 3 mec./l pa3 B 6 Mec.) moiaydasl pa3indHbIe W30KaJOPUIHBIC
SHTEpAIbHBIE CMECH, HA TIOJTHOM SHTEPAIbHOM IUTAaHUH cMechio Haxoauiock 11 (4,2%) nerei.

Jliig onieHKH 00eCrIe4eHHOCTH OCHOBHBIMU MUIIEBHIMU BEIIECTBAMH U SHEPTUeH ObLIT IPOBEICH
aHanu3 (PaKTUYECKOTO MHUTAHUS W HYTPUTHUBHON MOAJEPKKH B TPyIMIe JETe CO CHAacTHYEeCKOU

dopmoit JJLIT (Pucynoxk 2).

Bbemxu © Kupst F VrmeBomsr M Kkan
120%
. 100%
100% 95.5%
88.9%

. 80% 80.9% & 80,4%

80% 73.3% :
58.6% L
60% T 55,20 62% 5 0
0 42.3% 410
0% | 40% 042% 18.3%
28.6%
24.1%

20% - %

0% m T T T T T

I II II1 v A% VTF

Pucynok. 2 — YactoTta aedguuura KaTOpUHHOCTH pallioHa MUTaHUS U OCHOBHBIX MaKpOHYTPUEHTOB Y

neteit co cnactudeckoit popmoit JLIL, %
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YactoTra HUCHONB30BaHMS DHTEPAIbHOM CMECU B KayeCTBE HYTPUTHBHOM IMOIIEPKKH HE
npesblmana 25% y netel ¢ TskenbIMH (opMaMu HapylIeHHH MOTOpPHOM akTUBHOCTH. YacTora
WCITOJIb30BAaHUS CMECH B TPYIIAX JACTEH ¢ HAMOOJIBIIMM peadmmuTanoHHbM noteHnuaniom (GMFCS
I, 11, 111) ve mpeBbimana 14%. Jledpunur snepreTuyeckoil IEHHOCTH paipoHa B pa3mepe 12,3 — 61,8%
0T HOpMBI 3apeructpuposan y 213 (81,6%) u3 261 nereil. [Ipu aHann3e MaKpOHYTPUEHTHOTO COCTaBa
notpebiieHue 6enka 6110 cHUXKEHO y 164 (62,8%) nereit, xupoB —y 217 (83,1%) nereid, yrieBo1oB —
y 226 (86,5%) nereit. Y mnauuentoB rpynnsl V. TF, momy4daBmmx «oOwmmii crom», AeQUIUT
HHEPTeTUYECKON LEHHOCTH palMoHa U MaKpOHYTPUEHTOB ObUI OOYCIIOBICH pa3BeACHHEM OOBIYHOMN
IIPOTEPTON NUIIM BOJOW € LIETBIO YJIYULIEHUS €€ MPOXOXKACHUS Yepe3 IracTPOCTOMHYECKYIO TPYOKY.
Cpeansisi KaAIOPUHHOCTD «IIPOTEPTOTO CTONa» coctaBmia 955,9 kkan/cyt, 6enok 44,5 r/cyrt, xupsl 47
r/cyr, yrieBoast 100r/cyT.

C uenbio OLEHKM COOTBETCTBUS IHEPreTUUYECKOM IIEHHOCTH palMOHAa MUTAaHUS JAeTed Co
cnactuaeckoit popmoii JILIT morpeOHOCTSAM OpraHu3Ma C y4eTOM YPOBHS JABHTaTE€IbHONH aKTHBHOCTH
U XapakTepa HapylIeHUH MBIIIEYHOT0 TOHYCA JIaHHbIE OLIEHKH (PaKTUYECKOTO MUTAHUS COMOCTABIICHBI
¢ ypoBaeM BOII 1 moTpeOHOCTHIO B SHEPTUHU B CYTKH.

IIpn anammze BOII B rpymmax VTF u V [0CTOBEpHBIX pa3inyuii MeXAy BO3PaCTHBIMU
rpynnamu 7-10,11 ner, 11- 14,11 ner u 15-17,11 ner e BbiBiaeHO (p=0,31). B cBsa3u ¢ stum
paccuntanHas o ¢opmyne Kpuka mnauBuayanbHas Hopma notpebnenus (MHII) sueprermueckoit
[IEHHOCTH palliOHa TaKXe He MMeJa 3HaUMMBbIX pa3iMuuil MeXy TaHHBIMU BO3PACTHBIMHU IpYIIaMHU,
u coctaBuia 1800 kkan/cyT. PekoMeH10BaHHOE COOTHOILIIEHHE OCHOBHBIX MAaKPOHYTPHEHTOB - OEJIKOB,
JKUPOB M YIIIEBOJIOB COOTBETCTBOBANO 12%/30%/58%. Y nereit IV rpymibl oTMeUYanoch yBelIUYeHUE
NOTPEOHOCTH B OCHOBHBIX BELIECTBaX M 3HEPIUM B cpaBHeHMHM ¢ rpynnamMu VTF u V. IlorpeOHoCTh B
NUILEBBIX BellecTBax W sHepruu y nanuentos rpymnn |, I, 1l coorBeTrcTBOBaNa ¢usnosornueckum
HOpMaM noTpeOieHus aeTeil 6e3 HeBpOJOTHYECKOM MAaTOJIOIMK B YKa3aHHBIX BO3PACTHBIX TpyIIax.

[Ipn ananu3e palnyoHa NHWTAaHHSA Yy TMAlMEHTOB C AaTOHMKO-acTaTHdeckod ¢opmoit LT
HCITOJIH30BaHUE OOIIEro MPOTEPTOTO CTOJIA 3apETrUCTPUPOBAaHO Oosee yem B 45% ciydaeB (rpymnma B:
GMFCS IV, V, V TF, n=19). Haubonpmas dYacToTa }CIOIH30BAHUS HYTPUTHUBHOU
HOJJICP)KKH/SHTEPAIIbHOTO  MUTAHUS TaKXKe 3aperUCTPUPOBaHAa Yy TAlMEHTOB C  TSHKEIBIMHU
HapyIICHUSIMHU MOTOPHOW aKTUBHOCTH. AHaJIN3 00€CIIeYeHHOCTH OCHOBHBIMU MUILIEBBIMH BEILIECTBAMU
U DHEpruei mokasai, 4To B rpynmne A AeQUIUT SHEpreTH4ecKol HEHHOCTH palloHa 3aperucTpUpOBaH
y 11 (52,4%) nereii, 6enkoB —y 6 (28,6%), xupoB —y 10 (47,6%), yrneBogoB — y 8 (38%) nereit. V
nereit u3 rpynnsl B HemocTaTouHas sHepreTuyeckas IeHHOCTh BbisiBIeHa y 6 (31,6%) nereit, neguuut
6enkoB — y 4 (21%), xupoB —y 6 (31,6%), yrneBonoB —y 6 (31,6%) neteil. [Ipu ouenke notpedHOCTH
B MHINEBBIX BEIIECTBAX W DSHEPIMHM Yy TMAIMEHTOB C aTtoHmueckor ¢opmoin Il m TsorempiMu

HapymeHusMu MotopHoi aktuBHoctH (GMFCS IV, V, V TF) ux uHIuBUAyalbHbIE HOPMBI
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noTpeOJIeHUsT COBMAIalM ¢ HOpMaMH JIs MalMeHToB co cmactudeckoit gopmoii LTI ITorpedHOCTH
netert rpynnel A (GMFCS |, 11, 111) cooTBeTcTBOBaNM (PU3HOTOTHUECKUM HOPMaM MOTpeOIeHUs neTei
0e3 HEeBPOJIOTMYECKON MaTOJIOTHH.

AHanu3 pe3ynbTaTOB OLEHKM IuIieBoro craryca mnauueHtoB ¢ JHII  onpenenun
HE00XO0IMMOCTh ONITUMH3AIMU YHEPTeTUUYECKOM IIEHHOCTH M XUMHUECKOTO COCTAaBA PAllMOHA C YUETOM
BO3pacTa, Kjlacca MOTOPHOM aKTUBHOCTH M HAJIMUHUs COIMYTCTBYIOIIEH MaTOJIOTHH.

[Ipn ananu3e JaHHBIX palliOHA W TOKa3aTelield MUIIEBOrO CTaTyca MAIlMeHTOB C TSHKEIbIMU
dopmamu Hapymenuii mMotopHoi aktuBHOCTH (GMFCS 1V, V, VTF) onpenenensl cienymommue
ONTUMAJIbHBIE TIOKA3aTEeNIN YHEPTETUUECKON IEHHOCTH U XUMHUYECKOTO COCTaBa pallioHa MATAHHUS.

VY nanuentos, otHocsmuxcs k 1V knmaccy GMFCS:

e s gereit 3 - 6ier 11 mec.: sHepreTryeckas nenHocts 1400 - 1600 kkan/cyT, conepxaHue
OenkoB 42 - 48 r/cyt, conepkanue xxupoB 46,7 - 53,3 r/cyt., cogepxkanue yrierogos 203 - 232 r/cyrt.;

e s pmereit 7 - 10 mer 11 wmec.: sHeprermyeckass ueHHocTh 1600 - 1800 xkan/cyr,
conepkanue 0enkoB 48 - 54 r/cyt, conepxanue xupoB 46,7 - 60 r/cyT., coaep:kaHue yrieBojos 232 -
261 r/cyr;

o qui gereir 11 - 17 mer 11 wmec.: sneprernueckas mnenHocts 2000 - 2100 kkan/cyr,
coaepxanue 6enkoB 55 - 63 r/cyt, conepxanue xupoB 63 - 70 r/cyT., coaepkaHue yriaeBoaos 261 -
305 r/cyr.

Knaccet VIVTF no GMFCS:

e s nereit 3 - 6xet 11 mec.: sHepreTuueckas neHHocTh 1400 - 1600 xkan/cyT, conepkanue
6enkoB 42 - 48 r/cyT, conepxkanue xupos 46,7 - 53,3 r/cyt., cogepkanue yraeBojos 203 - 232 r/cyt.;

e i nmereit 7 - 17 mer 11 mec.: sHeprernueckas neHHocts 1675 - 1800 kkan/cyr,
conepxanue OenkoB 51 - 54 r/cyt, conepxanue xxupoB 58 - 60 r/cyT., conepkaHue yriieBojoB 256 -

261 r/cyr.

AHanu3  CBS3W  Kjlacca  MOTOPHOM  aKTUBHOCTH, AaHTPOINOMETPUYECKUX  JaHHBIX,
racTpOMHTECTUHAIBHBIX CUMIITOMOB M COIYTCTBYIOIIEH IMAaTOMOTHH TTO3BOJIMI pa3padoTaTh alrOPUTM
BbIOOpa MPOAYKTa A OPraHM3aLMU HYTPUTUBHOW TMOAJEPXKKH/ SHTEepalbHOro nuraHus. Cxema
aITOpUTMA TIpesicTaBieHa Ha Pucynkax 3, 4.

[TarmenTam, nmomyyatronuM nutaHue dyepes racrpocromy (VTF), Heo6XoauMo HCIIONIB30BATh
HHTEPAJILHYIO CMECh B Ka4eCTBE OCHOBHOI'O MCTOYHHMKA MUTAHMS, T.K. JAHHBIM cr0COO OpraHu3aiiuu
NUTAaHUS SBIseTCS HauOoJjiee ONTUMAIBHBIM I0 CPaBHEHUIO C OOIIMM MPOTEPTHIM CTOJIIOM U

CIOCOOCTBYET MOJHOLIEHHOMY 00ECIIEYEHNI0 MAKPOHYTPUEHTAMU U SHEPTHEH.
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PeabunutanmoHHbIe MEPOTIPHUSTHUS SBIAIOTCS HEOThEMIIEMOM YacThlo JieueHus aereit ¢ JILIII.
B cBsA3u ¢ HE0OXOAMMOCTBIO NPABUIBHOM MOATOTOBKM pPEOCHKA C HApyLIEHUSMH HYTPUTHBHOTO
cTaTyca K Kypcy BOCCTaHOBUTENILHOTO JieueHHsl Obl pa3paboTaH aJlrOPUTM HYTPUTUBHOM MOJIEPIKKH

nereii ¢ LI B nepuon peadbunuranuu (PucyHok 5).

[ HcxonHslil HyTPUTHUBHBINA CTATyC MMAllUEHTa ]
\ \ \d
Heduur MT JHepumur MT Jepuuur MT
Jlerkoii crenenu Cpenneit creneHn Tsoxensii
e Koppekuus pauuoHa nuTaHus + BEIOOP e Koppekuus panyoHa nuTanus +
MPOAYKTa HYTPUTUBHOM MOJICPHKKHU BBIOOD MPOYKTa HYTPUTUBHOMN
e VBEIMYEHUE SHEPTreTUUYECKON IIEHHOCTH IMOAACPIKKHN
(PHII/UHIT) npu neduuute MT: e VBenMueHue 3HEPreTUYECKOU
nerkoit cremnenu - Ha 200 - 400 kkan/cyt uennoctu (PHIVUHII) na 600
cpenueit crenenu - Ha 400 - 600 kkan/cyT KKaJI/CyT
e Hauano kypca peabunuranuu ¢ e Hauano kypca naccuBHON
©)KCHE/ICIbHBIM KOHTPOJIEM aHTPOIIOMETPHH JIOK/maccaxa/pusznorepanuu ¢
€KEHEIIbHBIM KOHTPOJIEM

AHTPOIIOMECTPH U

N —
v 'z v

[ CrabunsHasg MT unu ee yBenuueHnue ] Camxenne MT
[Iponomxkenne Kypca peadbmiuranuu Ha QoHe Koppexkius 06beMa HyTpHTHBHON
HYTPUTHUBHOM TIOIEPIKKH. HOJIEP’KKH U CHUKEHHE UHTEHCUBHOCTH

¢bu3nveckoil Harpy3Ku

Pucynox 5 — Anroputm HyTpuTHBHOU noaepxku nerei ¢ JIIT B meproa peabunuranum

Kputepusimu 3pGEKTUBHOCTH MPOBOJUMON JUETOTEPANIUM SBISIOTCS: YBEJIWYEHHUE MAaCCh
Tesa; mpubaBKa pocTa; KyMUpOBaHHE FACTPOMHTECTUHAIBHBIX CUMIITOMOB.

Kpurepusimu HenocratouHoit 3ddexTuBHOCTH/HEID(HEKTUBHOCTH MPOBOJIUMON HETOTEpanu
ABIIIOTCA: OTCYTCTBHE JUHAMHKM MAacCO-POCTOBBIX IOKa3aTesned B TeyeHHMM 1 Mecsua mpu
COONIIONICHNH  TPEUIOKEHHBIX  PEeKOMEHJAINi; CHIDKEHHE  Macchl  Tena; HaJuuue

TaCTPOMHTCCTUHAJIbHBIX CUMIITOMOB paSHH‘IHOﬁ CTCIICHU BBIPAKCHHOCTH.
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Hanmuume  racTpoMHTECTMHAIBHBIX  HapymieHuid  (ractpos3odareanbHblii  pedirokc,
BBIPQ)KEHHBI METEOpPH3M, CTOMKME 3amopbl) SBJISETCA MOBOJOM JIS MCKIIOYEHHS M3 IPOrpaMMbl
yIpa)KHEHHH, BEIPa)KEHO MOBBIIIAOIINX /1aBJICHNE B OPIOIIHON MOJIOCTH.

Bcem netsim Obuta mpoBeieHa KOPPEKIUS MUTAHUS C YY€TOM CTENEHH JAe(UITa Macchl Tela,
racTpOMHTECTUHAIBHBIX CHMITOMOB M BO3pacTta. OHepreTudeckas IICHHOCTb paluoHa Obuia
yBenuueHa 10 MHII unu PHII, yuuTteiBatoield aHTpOOMETPUYECKUE JJAHHbIC, TTOKAa3aTeId OCHOBHOTO
oOMeHa, ypOoBeHb (PU3UUECKOro pa3BUTHS, KJI1acC MOTOpHOW akTuBHOCTU. Koppekuus nutaHus Oblia
BBITIOJIHEHA Y BCEX JIETEH 3a CUeT HATypaJbHBIX MPOJIYKTOB M BBEICHHS W/WUIM 3aMEHBI SHTEPATIHHON
cmecu. TakThka BbBIOOpa HYTPUTHUBHOW MONJCPKKM M KOPPEKIMH palyoHa B TpyNImax co
CHACTUYECKUMU M aTOHWYECKUMHU (opMaMu OblIa UIEHTHYHA.

Karamuectuueckoe obcienoBanue O0bU10 poBeaeHo uepe3 6-9 mecsineB y 106 uz 301 pebenka:
y 86 (35,2%) u3 261 pedenka co cnacruueckoit popmoit JILIT u y 20 (50%) u3 40 nereii ¢ aToHUKO-
acratudeckoit popmoii, Bozpact ot 2 10 18 jer.

OreHKa aHTPOIIOMETPUUYECKHUX JIaHHBIX Yy JeTei co cnactuueckumu popmamu LI nokasana,
4yro Ha (oHe koppekuuu paunona (KP) y GonpmmHCTBa AeTell OTMEYaloch 3HAaYMMOE YBEJIUYEHUE
MoKa3aTeJIel JIMHEHHOro pocTa U Macchl Tea: npubdaBka pocra 3,5 [2; 8] cM 3a mepuos HaOIIOEHUS,
npupoct maccel Tena 1,3 [0,7;2,35] kr. 3apeructpupoBaHO CHUKEHUE YaCTOTHI IePHUIIMTAa MACCHI Tela
BO Bcex rpymnmax jered. JluHamuueckoe HaONIOJAEHHE TakKe II0Ka3al0 CHI)KEHHE YacTOThI
BCTPEYAEMOCTH TSKEJIOro JepUIIUTa Macchl Tela, B T.4 B TPYIIE MAUEHTOB, MOJYYarOIUX MTUTaHUE
yepe3 ractpocromy. YBenunuenue nokaszarened OMII u TKCT 3apeructpuposano B I, I, Il u V
rpynnax gereit co cnactuueckumu gopmamu JUII. B rpynmax IV u VTF oTrmedeHo mnoBbliieHHe
3HaueHuil TKCT mpu camwkennn OMII, yTo cBUAETENBCTBYET O CKIIOHHOCTH K NMPEUMYIIECTBEHHOMY
HAKOIUIEHNIO JKUPOBOM MacChl AETEH C TSKEIBIMH JIBUTaTEIbHBIMU HapyLIEHUsIMHU. Y JE€Ted ¢
atoHndeckoil ¢opmoit JILIIT u nerkoil cremeHpl0 MOTOPHBIX HapyuieHud (rpynma A) mocie KP
ormeueHo ysenunyeHue mnokazarenss OMII u TKCT, omnako paznuuusi He OBUIM CTaTUCTHUYECKU
3HauyuMbIMu (P>0,05). B rpynne B Ha ¢one cumkenus nokazarenst OMII 3agukcupoBano yBenmueHue
3HaueHuit TKCT.

C nenbio oueHKH APPEKTUBHOCTH MPOBOAMMOM JHUETOTEpanuH MOBTOPHO OBLIO MPOBEAEHO
HCCJIEIOBAaHME COCTaBa Tejla METOJ0M OMOMMIIETAHCOMETPUU. Y JIeTel CO cracTuyecKuMu (opMaMu
JILIIT Oblna BeIsSIBI€HA TEHICHIMS MU3MEHEHUS COCTaBa Tejla B 3aBUCHMOCTH OT CTENEHH HapylleHUH
MoTopHOU akTuBHOCTH. B |, Il 1 V rpynmax oTMedeHO yBelIMYEHHE BCEX COCTABIISIONIMX COCTaBa
tena. B rpymmax I, IV u VTF BbIsiBIeHO M3MeHEHHE KOMIIO3UIIMOHHOTO COCTaBa Tejla B CTOPOHY
HOBBIIIEHUS JKUPOBOW Macchl (IPEUMYIIECTBEHHO 3a CUET YBEIMUYEHUS BUCLIEPAIBHOTO XKHpa) Ha (poHe
CHW)KCHHS CKEJIETHOW MYCKYJIATyphl M KOJIMYECTBA AKTUBHOM KJIIETOYHOM MacCHhI.

HpI/I AHAJIN3C YaCTOTbl BCTPCUYACMOCTU TaCTPOMHTCCTUHAIBHBIX CHUMIITOMOB TaK¥XE OblL1a
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BBISIBJICHA MOJIOKHUTENbHAS JUHaMUKa. OTMEUYEHO KyHpoBaHUE a0JJOMHUHATLHOTO 0OJIEBOTO CHHIPOMA
BO BCEX TIpyNNax MalMeHTOB. OMHU30/bl CPHITMBAHUN/PBOTHI IOJIHOCTBIO OTCYTCTBOBAIM TpHU
karamHecTnueckoM Habmonenuu B I, I, Il u IV rpynnax. B V u VTF perucrpupoBanucek B 5%
ciayyaeB. SIBiaeHust Mereopusma coxpassuiuchk y mnamuentoB 1V, V, VTF rpynn B 4,5-6,7%, u
orcyrcrBoBaiu B |, I, 11l rpynnax. Koppekuus paunona npusena K CHUKEHHIO YacTOTHI 3all0POB Ha
30-60% (p <0,05).

VY nanuenToB ¢ aTonndeckumu popmamu nocie KP Taxxke 3apeructpupoBaHO CHUXKEHHUE JOIH
racTpOMHTECTUHAIBHBIX HapymeHui. YacToTa BcTpeyaeMoCTd abJOMUHAIIBHOTO OOJIEBOTO CHHAPOMA
camsmiack Ha 10%, sBienuit mereopusma Ha 40-50%, cpeiruBanuii/pBotsl Ha 10-30%, 3amopoB Ha 40-
70%, uro CcHocoOCTBOBAjO YIY4YIIEHMH OOIIET0 CaMOYYBCTBHUS TMAlIMEHTOB M TOKa3aTenei

HYTPUTHBHOI'O CTaTycCa.

BbIBO/IbI
1. Henocratounocts nuranus y nereit ¢ AL BersiBasnace B 66,1% ciydaeB: pH JIeTKUX
Hapymenusx (GMFCS |, 11, lll) nuarnoctupoBanace B 22,4%, npu TSHKENbIX HAPYIIEHUSX MOTOPHOU

aktuBHoctu (GMFCS IV, V) - B 77,6 % cayuaes. Ilpu crnactuueckoit ¢opme I y nereit
yCcTaHOBJIeHa cuibHasg koppemauus (r=0,9) Mexy MbIIEYHbBIM TOHYCOM, CTENEHbIO MOTOPHBIX
HapyIIEHUH U Macca-poCTOBBIMU [TOKA3aTEISIMU.

2. Capkonenus y npereit ¢ JJUII BwisaBnsinace B 3,8-17,2% ciaydaeB MpH CHACTHYECKUX
dopmax u B 4,8-5,2% ciydaeB nmpu aroHnuyeckoi (opme. CerMeHTapHBIH aHAIU3 cOCTaBa Tela y
JeTtei co crmacTuyeckuMu M aroHndeckumu ¢opmamu LT He mokazan cTaTUCTUYECKH 3HAYMMBIX
pasnuuuii MeXIy IpaBoil u JieBoi cropoHamu tena (p>0,05).

3. ®dakTopamMu, BIUSAIOIIMMU HAa YacTOTY BO3HMKHOBEHHUS M CTENEHb Je(UIIUTa MaCCh
tena y aereit ¢ JAUII sBismuch anvMeHTapHBIA AeQUIUT SHEPreTHHYecKoil LIEHHOCTH palMoHa U
OCHOBHBIX MaKpOHYTpHEHTOB (76,4%), Hanuuue TracTPOMHTECTUHAIBHBIMH CUMOTOMOB (47,1%) u
CTETCHb TSDKECTH HapyllieHui MoTopHo akTuBHOCTH (P <0,05).

4. VYcTaHOBKa HA30racTpaJlbHOTO  30HJA/TacTPOCTOMBI  0€3 TPOBENEHUS KOPPEKIUHU
panroHa MUTAaHUS He BIMsJIA HAa TOKa3aTesu muieBoro craryca (p>0,05).

5. OnTuManbHBIMHU 3HaYEHUSIMU SHEPreTUYecKol IeHHocTH paiuoHa y nereid V GMFCS
B Bo3pacte 3-7 et sBusuch 1400 kkan, B 7 -18 ner - 1800 kkan. PekoMeHI0BaHHOE COOTHOIICHUE
OCHOBHBIX MakKpOHYTpUEHTOB miisa Bcex aereit ¢ LIl momkHO cooTBETCTBOBATH (PM3MOIOTUUECKUM
HOpMaM NOTpeOIeHusl.

6. Ha ¢one xoppexuuu nutanus y aereid ¢ LI cTtarucTuuecku 3Ha4UMO yBEJINYMUIIUCH
Macca-poCTOBBIE TOKA3aTeNd, CHU3WIACh 4acToTa 3anopoB Ha 60%, mereopusma Ha 40%, cppIrMBaHMi

u pBoT Ha 30% (p <0,05).
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1. [Tpu BeIOOpE MPOaYKTa HYTPUTUBHON MOJAEPKKH/IHTEpalIbHOro uTanus aerei ¢ JALII
HE00XO0/IMMO YYUTBIBATh UCXOHbIE MIOKA3aTENN MUIIEBOTO CTaTyca, HAINYME raCTPOUHTECTUHAIBHBIX

HApYIICHUN U CTETIeHb MOTOPHOW aKTUBHOCTH.

INPAKTUYECKHUE PEKOMEH/JIALIUN

1. st ompeneneHuss TakTUKH guetorepanuu y aereidt ¢ LIl HeoOXoamMo TpPOBOIUTH
aHTPOIIOMETPHIO, U3MepeHHe OKpyKHOCTH Mblml] mieya (OMII) u TonmMHbI KOXKHOM CKIaIKu Haj
tpurericom (TKCT), oniennBaTh HaTM4KMe raCTPOUHTECTUHAIBHBIX HAPYIIICHHUH.

2. llpm pacuere panuoHa HEOOXOIUMO YUYUTHIBATh KJIacC MOTOPHOW aKTUBHOCTH,
BBIPRKEHHOCTh OpO(apUHTeaTbHOH JUCHYHKINMH, a TaKXKe HWHTCHCHBHOCTH pPEa0MINTAIMOHHBIX
MEpOIPHUATHIA.

3. Ilpm Tsmxenoit opodapunreanbHol TuchyHKIUHN 10 GOPMUPOBAHUS CTOMKUX HApYIICHUMA
IUIIEBOI0 CTaTyca HeoO0XOoJuMa IIOCTaHOBKa racTpocToMbl. [Ipu mnuTaHum uepe3 racTpocTomy
11eJ1€c000pa3HO UCIIONIb30BAaHUE SHTEPAIbHOM cMmecu. Pa3BeneHne nmpoTepThiX OO JKUIKOCTBIO AJIs
BBEJICHUS B 30HJ/TaCTPOCTOMY CHHXKAET HHEPreTUYECKYI0 LIEHHOCTh pAlMOHA U IOCTYIUIEHHE
OCHOBHBIX MaKpOHYTPHUEHTOB.

4.  Ilpu nedunure Macchl Tena JETKON U CpeHEeN CTeNeHH PEKOMEHI0OBAHO UCIIOJIb30BaHUE
MOJIMMEPHON CMECH Ha OCHOBE ILIEJIbHOTO O€JKa; MpU OTCYTCTBUM 3P PeKTa W/WIM HaIU4Us SIBICHUN
HENEPEHOCUMOCTH 3aME€Ha €€ Ha IOJy3JeMEHTHYI0 cMmech. [lpu Tspkenmom neduuute macchl Tena
HE00X0/IMMO HAaYMHATh HYTPUTUBHYIO MOJIEPKKY/SHTEpAIbHOE MUTAHUE C MOIYdJIEMEHTHOW CMecH,
npu oTcyTcTBUH 3¢ dekra (yBenuueHHe Beca/pocTa) W/HWIM HAIW4Ms SBICHUH HENepeHOCUMOCTH
HeoOXouMa ee 3aMEHa Ha 3JIeMEHTHBIH nponaykT. [Ipu Hanmnumu aeguumra Macchl Teiaa pasiIUuyHON
creneHn B couetaHuun ¢ ['MC B KkauecTBe CTapTOBOIO NPOAYKTa HYTPUTHUBHOW MOJIEPKKU
PEKOMEH/I0BAaHO HCIIOJIb30BaHUE IOMYJIEMEHTHONH CMecH, NMpH OTCYTCTBUU 3(Pdekra (yBenuueHue
Beca/pocTa) /WM HAIWYMS SBJICHUNH HENEPEeHOCHMOCTH IPOBOAMTCS €€ 3aMEeHa Ha 3JIEMEHTHBIN
HMPOIYKT.

5. lIpu npoBenenun peadbunuranuu aereit ¢ J{LII pekomennoBano yBennyeHne KalOpUHHOCTH
paurona mnurtanus Ha 400-600 kKkam B 3aBUCMMOCTH OT HWHTEHCHUBHOCTH peaOMIIMTAIlMOHHBIX

Meponpmle?I U UCXOJHBIX IIOKa3aTeae MUIIEBOTO craryca.
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CIIMCOK COKPAILIEHUH

AK — aMMHOKHCIIOTHas CMECh

AKM - akTuBHas KJI€TOYHAs Macca

b - 6enku

BOII — 6a3oBast sHepreTuyeckas moTpeOHOCTh
BXXM — 6e3xxupoBast macca

BKK - BHekIeTOUYHASA KUIKOCTD

BHKOX - BHyTpuKIETOUHAS KUIKOCTD
BKXX/OBO - cooTHoIIeHHE BHEKIIETOYHOU U
o011ei KUIKOCTH

['MC — racTporHTECTHHAIBHBIE CUMITTOMBI
JUII — nerckuii nepedpaibHblii mapanuy

K - xupsl

KM — K0am4ecTBO KUPOBOU MACCHI,

NBJI — nuckyccTBeHHAs] BEHTHIISIUSA JIETKUX
WHII — unauBuayagbHass HOpMa MOTpeOIeHUS
MT — macca rena

MCM - konudecTBO (Macca) CKeJIEeTHOM
MYCKYJIaTypbl

OMII — okpyXHOCTB MBIILI] TUIEYA

OBO - o0m1as Bojia opranuzma

[TICXK - mponieHTHOE conepkaHue Kupa

PHII — pexomenoBaHHas HOpMa MOTPEOICHUS

TKCT — TonmuHa KOKHOM CKJIAJKU HaJ
TPULIETICOM

TM - tomias macca

VY- yrieBoabl

@V — ¢a3oBslii yroiu

IMHC — nentpanbpHas HepBHas CUCTEMa
NUMCM, SMI - uaaeKC MacChl CKEJIETHOM
MYCKYJIaTyphbl

EDACS - Eating And Drinking Ability
Classification System «bpuranckas
KJacCU(pUKALUs CIOCOOHOCTH MPUHSATHUS TTHILIN
U KUIKOCTH

GMFCS — Gross Motor Function Classification
System Cucrema kinaccupuKanuu 00IbIINX
MOTOPHBIX (PYHKIIHIA

TF - tube feed, nutanue yepes

Ha30racTpajIbHbIN 30H]] UM FaCTPOCTOMY



