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OBILAA XAPAKTEPUCTUKA PABOTBI

AKTYaJIbHOCTh U CTeNeHb Pa3padoTaHHOCTH TeMbl UCCJIeTOBAHUS

Jletckuii riepeOpanbhbli napanny (L) siBiasieTcst conuanbHO 3HAYUMBIM 3a00JIEBAHUEM H
3aHHMaeT BTOPOE MECTO B CTpyKType nerckoi muBaimumHoctu (14%) (3apaBooxpanenue Pd:
craructuueckuii coopuuk, 2019). Okono 85% nererr ¢ JILII uMeroT HapylIeHUS MHIICBOTO
(HYyTpUTHBHOI0) cTaTyca: OeIKoBO-3HepreTuyeckyro HenoctatouyHocth (bBOH), ocreomnenuro,
MUKpPOHYTpUEeHTHBIH neduuut (Stavsky M., 2017). 3nauutenbHbli BKIaa B (HOPMHUPOBAHHUE
JaHHBIX HAPYIICHUI BHOCUT COIMYTCTBYIOINAS TATOJIOTHS JKey 109HO-KumeuHoro Tpakra (JKKT):
opodapunreanpHas aucdarus, ractpodzodareanvHas pedmarokcHas Oosie3ns (I'OPB), 3amopsr
(Benfer K. A. u np., 2016). Xponuueckast BOH y nereit ¢ LIT npuBOANT K CHIXKCHUIO Ka4eCcTBa
’KHM3HHU, peaOMIMTAIMIOHHOT0 IOTEHIIMAIA U HAapyIIeHUsIM UMMyHHoro ctaryca (Palisano R., 2018).

[Tpobnema HyTpuTUBHBIX pacctpoicTB mipu LI y mereit u paspaboTka MOIXOI0B K MX
KOPPEKIIMHM BbI3bIBAET OOJBIION MHTEpEC y HUCCleloBaTele Kak B Hallleld CTpaHe, TaKk M 3a
pyoexom. Onnako B neicTByromux denepanbHbIX KIMHUYECKHMX PEKOMEHJAIUSAX MO JEUCHUIO
nereit ¢ JILIIT (2017) He npeacTaBieH anroputm oleHku HyTputuBHoro craryca (HC) u knnHuko-
MeTabO0IMYeCKHEe TIOXObI K €T0 KOPPEKINH. B eIMHUYHBIX MyOIUKAIUAX OTPaXKCHBI PE3yJIbTaThI
oteHku otAenbHbIX acnekToB HC: «kpacubie (iarum» Hapymenuit HC [Huysentruyt K., 2020],
aHTpornomerpuueckre mokaszarenu (Jahan ., 2019), ¢usmyeckoe pa3BUTHE U KOMIIOHEHTHBIN
coctaB tena (KCT) (Fernandez J. M. Z. u np., 2020). B goctymnHo#t nureparype He 0OHAPYKEHO
JaHHBIX O KoMIuieKcHOM oneHke HC, mo3BONSIOMIMX BBIAETUTH €r0 OCOOEHHOCTH y JETei ¢
paznuunbiMu popmamu [ILI1 1 pa3HbIM ypoBHEM JIBUTATEIIbHBIX HAPYIICHUN.

HecmoTpss Ha BbIcOKyl0 4yacToTy BbIsiBieHUss BOH y npereit ¢ [JAUII, uccinemoBanuii,
MIOCBSIICHHBIX OIICHKE 3()(HEKTUBHOCTH TUETOJIOTHUECKHX M01X010B, Masio (Bell K. L. u ap., 2013;
Turosa O. H. u ap., 2020; ITak JI. A. u ap., 2020). BoabIKUHCTBO pabOT MOCBSAIIEHBI KOPPEKIIHH
nutanus y aeteit ¢ JJLII ¢ TsoxenbiMu aiBurareabHbiMu HapymeHusiMu, 1V-V yposns no Cucteme
kinaccuukanuu 00abIIMX MOTOpHBIX (yHknui — Gross Motor Function Classification System
(GMFCS), uacto umetonx bOH (Walker J. L. u coagt., 2011; Benfer K. A. u coasrt., 2015). Kax
MPaBWIIO, ATUM IMAIMEHTaM PEKOMEHIYETCSl YCTaHOBKA TracTPOCTOMBI M DHTEpaIbHOE MUTAHUE,
KOTOpoe y OONBIIMHCTBA JIeT€H MPUBOAWIO K YBEIWYEHHIO MAacChl Tela, OJHAKO
MIPEUMYIIECTBEHHO 3a cueT >kupoBoil macchl (PKM). IlpuHumnbl Ha3HayeHUsT HYTPUTUBHOMU
noanep:xku (HIT) netsim ¢ nerkumu apurarenbHsiMu HapymeHussMu, GMFCS I-11, gamie Bcero He
OTJIMYAIOTCS OT TAKOBBIX Y JIeTeH 0e3 HeBposiorndyeckux 3adosesanuii (Melunovic M., 2017).

Takum oOpa3oM, Ha CEroJHs OCTAeTCS s HEPEIIEHHBIX BOIPOCOB, CPEeIU KOTOPBIX
0COOEHHOCTH HYTPUTHUBHBIX HAPYIIICHUH B CTIOCOOBI X Koppekiuu y aetei ¢ JILIIT B 3aBucumoctu
OT YpOBHSI JIBUTATEIBHBIX BO3MOXKHOCTEH u (opMmbl 3aboieBaHUs, YTO OOYCIOBIHBACT

HEOOXOAUMOCTh JaHHOTO UCCIIEOBAHHU.



Henp wncciaegoBaHusi: ONTHUMM3ALMUS JAMATHOCTUKUA U JAMETOTEPANHUH HYTPUTHUBHBIX
HapyleHuil y nereil ¢ paznuuabiMu popmamu JILI1 Ha ocHOBaHMHM OLEHKH KOMILJIEKCA KIIMHUKO-
71a00PaTOPHBIX U HHCTPYMEHTAJIBHBIX [TapaMETPOB HyTPUTUBHOI'O CTaTyca.

3axaum UCCIeA0BAHUSA:

1. OnpenenauTs 4acToTy, CTPYKTYPY U OCOOEHHOCTH HYTPUTUBHBIX HAPYILIEHUH Y leTel
C JIETCKUM LiepeOpaibHbIM MapagiliyoM Ha OCHOBE KOMILUIEKCHOM OIIEHKU (PU3NYECKOr0 pa3BUTHS,
(aKkTUYeCKOro NUTaHus, KIMHUKO-Ia00paTOPHBIX MMOKa3aTeaeii 1 KOMIOHEHTHOTO COCTaBa Teja.

2. BoisBUTH (pakTOpBI pUCKa pa3BUTUS HYTPUTUBHBIX HapyILIEHUH y JeTel C NeTCKUM
uepeOpallbHbIM apajIuiyoM U OLIEHUTh UX MPOrHOCTUYECKOE 3HAYEHUE.

3. [IpoBecTn cpaBHUTEIBHYIO OLIEHKY 3()(PEKTUBHOCTH MCIIONB30BAHUS CIIELUATBHBIX
HEHTWIbHBIX TaOJMI] B CpaBHEHUWU C peKkoMeHAoBaHHbIMM BO3, mis oueHku (usmueckoro
pa3BUTHS IeTel C AETCKUM LiepeOpaIbHbIM MapagndyoM.

4, N3yunth 0COOEHHOCTHM OCHOBHOTO OOMEHa JeTed ¢ JeTCKUM IliepeOpabHbIM
napajuyoM B 3aBUCUMOCTH OT HYTPUTUBHOTO cTaTtyca U GopMbl 3a00s1eBaHMsl.

S. OueHuTh BIUSHNAE HYTPUTUBHON MOAJEPKKHA Ha aHTPONOMETPUUYECKUE TTOKA3aTeNH,
KJIIMHUKO-OMOXMMHUYECKHE MapaMeTpbl M KauecTBO >KM3HU JIeTed C JETCKUM IepeOpabHbIM
MapajgndoM.

6. Pa3zpaboTarh aJropuTMbl JUATHOCTUKM M KOPPEKLUUH HAPYIIEHUH HYTPUTUBHOTO

cTaTycay JieTei ¢ IeTCKUM LiepeOpaibHbIM MapaTuyoM.

Hayunasi HOBH3HA HCCJIeI0BAHUS

BriepBbie Ha OCHOBaHMM KOMIUIEKCHOW OILEHKH Y JIeTel ¢ JETCKUM LiepeOpaibHbIM
napajuyoM YCTaHOBIIEHbI OCOOEHHOCTHM HYTPUTHUBHOTO CTaTyca B 3aBHCHUMOCTH OT (OPMBI
3a0051€BaHUs U YPOBHSI IBUTATEIbHBIX HapymeHui mo mkane GMFCS. Jletn ¢ remunapeTHaecKoi
dbopMoil eTckoro uepedpaibHOro Mapainya XapaKTepu3yloTcs HauOojee OJaronpusiTHbIM
HYTPUTUBHBIM CTaTyCOM, JIETH CO CIIACTUYECKOM TuIiernei — 6ojiee 4acThIM U30BITKOM KHPOBOM
Macchl B KOMIIOHEHTHOM COCTaBe€ Tella, JETH CO CMACTHMYECKUM TeTparape3oM — 0ojiee 4acThiM
pa3BHUTHEM OETTKOBO-IHEPT€TUUECKON HEJJOCTATOYHOCTH U IS(DUIIUTOM BCEX KOMITOHEHTOB COCTaBa
tena. [letm ¢ ypoBHeM gaBurarenbHbix Hapymiennit GMFCS 1 game umeror OnaronpusTHBIHN
HytputuBHbIi cTatyc, GMFCS II — u36sToK Maccel Tena u oxupenne, GMFCS III — nedpunut
ckeneTHo-MbImeyHoi mMaccel, GMFCS IV — V xapakTepusyroTcst 4acThIM pa3BUTHEM OEITKOBO-
HHEPTEeTUIECKON HEJOCTATOYHOCTH U Ie(PUIIMTOM KOMIIOHEHTOB COCTaBa Tela.

YcTaHOBIIEHO, YTO HamOojee 3HAYUMBIMU (PaKTOpaMU pHCKa pa3BUTHS OEIKOBO-
SHEPreTUUYECKOM HelocTaTOUHOCTH y aeTei ¢ LI sBisiroTCsa: HalmMYne KITMHUYECKUX TPOSBICHU N
ractpoa3odareanbHoil pedIroKCHON 00Je3Hu, Aucdarus u 3amop.

[Tokaszano, 4To y JieTeil ¢ NeTCKUM IepeOpatbHBIM MMapaATMIOM CHIDKEHA YHEpreTHYecKas
[IEHHOCTh pallMOHa OTHOCHUTEIBHO BO3PACTHBIX HOPM, OOYCIOBJICHHAs MPEUMYIIECTBEHHO
neduuurom xxupoB. Haubonpmmii nepunut nemonctpupytot aetu ¢ LI ¢ yposuem GMFCS V

" CIIACTUYCCKUM TCTpAIlapC30M.



TeopeTnueckasi U NPaKTH4YeCKasi 3HAYMMOCTb MCCJIeI0BAHUSA

[lomyuyeHbl HOBBIE NaHHBIE O CTPYKTYype€ HYTPUTHBHBIX HapymeHud y npereu ¢ LI B
3aBUCUMOCTHU OT ()OPMBI, JBUTATENIbHBIX BOZMOKHOCTEN U (PaKTUUECKOTO TUTAHUSI.

KowmmekcHass oleHka HapylIeHMH MHOIEBOrO cTaryca I03BOJsieT O00OCHOBAaTh
¢ depeHIIMPOBAHHBIN MOAX0 K HYTPUTUBHOM MOJIEPKKE U BBISIBUTH LIEIEBYIO TPYIITY ACTEH C
JII, y kKoTopoil ee mpUMEHEHHE CIOCOOCTBYET HE TOJBKO YIIYUILIECHHUIO aHTPONOMETPUUYECKUX
MoKazareseil, HO 1 KOPPEeKIMH KOMIIOHEHTHOTO COCTaBa TeJa U MOBBIIIEHUIO KAUeCTBA KU3HU.

Pa3paboranbl npornoctuueckue moaenu pazsutust bOH y nereit ¢ JILII pasnoro Bo3pacra.
[TokazaHo, uTo HanboJiee 3HaYUMBIM MIPeAUKTOPOM pa3BuTHs BOH siBnsiercs cHuxkeHune npudaBok
Macchl Tejla B aHaMHe3e.

Boigenenbl rpynmbl AeTed ¢ JETCKUM LepeOpalibHbIM MapajndyoM, KOTOPBIM OLEHKY
(U3MYECKOro pa3BUTUSL PEKOMEHJOBAaHO NPOBOAWTH C MCIOJB30BAHUEM CHEIHAIBHBIX
HEHTUIBHBIX TaOJIUI] TONOJHUTENBHO K KpuTepusim BO3.

O6ocHOBaHa HEOOXOJMMOCTh MOHUTOPUHIAa KOMIIOHEHTHOTO COCTaBa Teja AJisi KOHTPOJIS
3¢ (HEeKTUBHOCTH HYTPUTUBHOM MOAJIEPIKKH JETeH ¢ IETCKUM LepeOpabHbIM MapailnioM BO BpeMsi
peadbunuTaIum.

[IpennosxeHbl aaropuTMbl TMArHOCTUKU U KOPPEKIIMU HAPYIICHUH HYTPUTUBHOTO cTaTyca
JeTel ¢ IeTCKUM IiepeOpalIbHbIM apaJIUUOM C pa3IMYHbIM YPOBHEM JIBUTATEIbHBIX HAPYIIECHUH.

OcHOBHBIE 10/105KeHU s, BBIHOCHMbIC HA 3ALIUTY

1. HytputuBHbIi cTaryc pebeHKa ¢ AETCKUM LiepeOpaibHbIM MapaaudyoM 3aBUCUT OT
COYETAaHHOIO0 BO3JEMCTBUA cCleqylomuX (aKTOpOB: JBUTrAaTEIbHBIX HapylIeHUd u (HopMbl
3a0oseBaHMsl, (PAKTUYECKOTO MUTAHMSL, COCTOSHUS OPraHOB MUIIEBAPEHHUSL.

2. OneHka HapylmIeHMM HYTPUTHUBHOIO CTaryca JeTell ¢ JeTCKUM LepeOpaJbHbIM
HapajauyoM JI0JKHA ObITh KOMIUIEKCHOM U BKJIFOYATh UCCIIE0BaHUE KOMIIOHEHTHOI'O COCTaBa TeJla
Ha 3Tale JUarHOCTUKU U IIPU NPOBEACHUH HyTPUTUBHOMN NOIEPHKKH.

3. HyTtputuBHast noaiepkka leTeil ¢ AeTCKUM LiepeOpalibHbIM MapaJiidoM BO BpeMs
peadMINTAMOHHBIX MEPOIPUATUH IPUBOJUT HE TOJIBKO K YIYUILIEHHUIO ITOKa3zaTesel pru3nyeckoro
Pa3BUTHsI M KOMIIOHEHTHOTO COCTaBa TEla, HO M K IOBBIIICHUIO KAa4eCTBa JKU3HM JIeTEed U UX
pOIUTENEN.

CreneHb 10CTOBEPHOCTH M aNIPo0alIUs Pe3yJIbTATOB

O0 OOBEKTMBHOCTH U JIOCTOBEPHOCTH TOJYYEHHBIX pPE3yJbTaTOB CBHUAETEIbCTBYIOT
COOTBETCTBME JIM3aifHa MCCIICOBAHUS MOCTABJICHHBIM LIEJIH U 3ajayaM, JOCTaTOYHBIH 00BEM U
pernpe3eHTaTuBHOCTD BhIOOpKH (175 manmentoB ¢ JILIIT), KoppeKTHOCTh METOJMK UCCAEAOBAHUS 1
METOJIOB CTATUCTHUYECKOU 00pabOTKH.

OcHOBHBIE pe3yJbTaThl Pa0OTHl ObUTH JOJOKEHBI M OOCYXKJEHBI Ha Ha 8§ BCEPOCCHUCKUX
KOH(EpEeHINAX U KOHTpeccax, 6 MeXIyHapOaHbBIX exeroaHbix korpeccax (ESPGHAN — 2019 r.,
2021 r., ESPEN 2019 r., 2020 r., 2021 r., Europaediatrics-2019, ®opyM MOJOIBIX yYEHBIX
ESPGHAN 2019 r.).



JInuHoe BkJIag quccepTaHTA

ABTOp THpHHMMAaJl HEMOCPEACTBEHHOE Yy4yacTHE B pa3paboTKe Au3aiiHa HCCiIeI0BaHUs,
MIOCTAHOBKE IIEIM W 3aJlay, MoA0Ope M aHaIu3e JUTepaTyphl MO U3ydaeMoil mpolieme, cOope
MaTepHaloB HCCIEIOBAaHUM M co3laHuu 0a3bl JaHHBIX. Bech mpolecc KIMHUYECKUX U
ab0paTOPHBIX UCCIEAOBAaHUM, CTaTUCTUYECKass 00paboTKa U aHAIU3 KIMHUYECKOTO Marepuala,
MOArOTOBKA MAaTEpUAJIOB K MyOIMKAIIMU IPOBEIECHBI aBTOPOM JIMUHO.

BHenpeHnue pe3yibTaToOB AMCCEPTALMOHHOM PadOThI B IPAKTUKY

Pe3ynbTaThl uccienoBaHUS BHEAPEHbl B IpakTUYecKyio pabory otneneHuit ['AVY3
«/erckas pecmyOnukaHckas KiMHMYeckas OonbHUI@» PecnyOnuku Tarapcran. OtaenbHble
Pe3yNbTaThl HCCIEA0BAHMS UCTIONB3YIOTCS B yueOHOM paboTe Kadeapbl TOCIUTAIBHON eAnaTpUu
U Kadeapsl NpPONEAEBTUKUA JETCKUX Oone3Hel u (akynbrerckoil neauarpun ®I'BOY BO
Kazaunckuit I[MY Munsznpasa Poccun.

IMy6aukanum mo TemMe aucceprauun

[To Tteme nmuccepranuu omyOIMKOBaHO 17 medaTHbIXx padboT, 4 cTaTbM B KypHajax,
BKJIIOUEHHBIX B MEPEUYEHb PEIEH3UPYEMbIX HAYYHBIX JKYpHAJOB MO HAyYHOH CIEeNHaTbHOCTH
«Ilenmatpusi», pexkoMeHIOBaHHBIX Beicmieil AtrectanmonHoi komuccueit (BAK) npu
MuHucTepcTBe HayKH U BbICIIero oopasoBanust PO.

O0BbEM M cTPYKTYpa AucCePTALUAA

Huccepranus u3noxeHa Ha 205 cTpaHUIaX MATMHOIIMCHOTO TEKCTA, COCTOUT U3 BBEJCHMSI,
o030pa JIUTEpaTyphbl, OMMCAHUS MATEPUAIOB U METOAOB HCCIEIOBaHUS, IJaB, MOCBSIIEHHBIX
pe3yiapTaTaM  COOCTBEHHBIX  MCCIEIOBAaHHWM,  3aKIIOYEHHUs,  BBIBOJOB,  IPAKTHUYECKUX
PEKOMEHAlNI, CIIMCKA JIUTEpaTypbl, BKItodaromero B ceds 171 ucrounukon (40 oTeueCTBEHHBIX,
131 3apy0Gexnbix). PaboTa nmpousroctpupoBana 49 tabiauiamu, 26 pucyHKamu.

COLEPKAHUE PABOTHBI

XapakTepucTHKA IPyN AeTeld U MeTObl HcciaeroBaHus. VccnenqoBanue BBIIOJIHEHO B
OI'BOY BO Kazanckuit IMY Munsapasa Poccun Ha 6a3e kadenpsl rocIUTaIbHON MeIuaTpuu B
nepuog 2018-2021 rr. Habop matepuana nposommiu B 'AY3 «APKb M3 PT». IlpoBenenue
uccnenopanus onoopeno JlokampHbiM OTHdyeckuMm Komurerom ®I'BOY BO Kazanckmit MY
Munsgpasa Poccun.

[IpoBenenHas paboTa cocTosia U3 IBYX CAaMOCTOSITENIBHBIX Pa3/IeiioB:

- JUIS KOMIUTEKCHOM orieHKH HapymieHuid HC u BoisiBeHUs: (aKTOpOB prcCKa MapajieIbHO
MIPOBEJIN MONEPEYHOE AaHATUTHYECKOE U PETPOCIIEKTUBHOE HUCCIIEI0BAHUS,

- nns ouenku d¢dexkrusHoctu HII y nmereit ¢ LIl u ee BausiHUS HAa KauyecTBO KHU3HU -
CPaBHUTEIBHOE OTKPBITOE MPOCTIEKTUBHOE UCCIIEIOBAHNUE.

Kpurepuu BxitoueHus: B uccieoBaHue, MOCBsIIEHHOEe kKoMIiekcHou onienke HC: netu 1-
18 ner ¢ BepuHUIUPOBAHHBIM TUATHO30M «JleTckuii nepeOpanbHbINA Mapaand», CO CACTHYECKOU
dopmoit  JIIIT: remumaperudeckord (Hopmoid, CMACTUYECKON AUIIIETHEH, CHACTUYECKUM

TeTpanape3oM WM CHACTUKO-TUIEPKUHETHYecKo ¢opmoi, ypoBHsmu |-V mo Gross Motor



Function Classification System (GMFCS), naxomsmuxcs Ha TNHUTaHHH: per oS, Uepes
Ha30racTpaibHBIM  30HA, racTpocToMy. Kpurepuu  HUCKIIOUEHHUS: HAJIUYUE  JAPYTroro
HEBpoJOTuYecKoro 3abosneBanus, orTiauuydHoro ot JUII; Hanmuume aToOHMYECKH-acTaTHUECKOM
¢dbopMbl, HeyTOUHEHHOU opMbl, apyroro Bujaa JLII; Bo3pact nanuentos 1o 1 roxa.

KommnekcHast onieHKka HyTpUTUBHOTO CTaryca rnmpoBeaeHa y 175 nereit n Bkiroyana:

1) KimHWYECKyr0 OIICHKY Xalo0, aHamMHe3a, OOBCKTHBHBIA OCMOTP C KIMHUYECKOW
orleHKOM opodapunreansHoit aucharuu, cumnromoB ['OPb, 3amopa, omnenky aucdaruu 1o
cucreme Eating And Drinking Ability Classification System (EDACS);

2) AHTpPONIOMETPHIO C M3MEPEHHUEM MAacChl Tella, pocta, uHAeke Macchl Tena (UMT) u
MOCTEaYIoEe oneHKor o MexayHapoaHsiM kputepusiMm BO3 u criennanbHbIM HEHTUIBHBIM
tabmumam no ypoBHro GMFCS (ana gereit 2-18 nert), usmepenue okpyxknoctu tieda (OII),
OKpykHOCTU MbII ieda (OMID);

3) UccnenoBanie KOMIIOHEHTHOT'O COCTaBa Teja: y ICTeH 70 4 JIET MPOBOIUIOCH KOCBEHHO
C y4€TOM MoKa3aTeliel KaTUIepoOMeTPUH - TOMIIUHBI KOxKHOH ckiianku Haj TpuiencoMm (TKCT) u
nox nonarkoit (TKCJI); nokazateneit OIl, OMII u pacuerom gonu xxupoBoit maccel (KM, %) no
dbopmyne Slaughter; y nereii crapiie 4 jet Obliia mpoBeJcHa OMOMMITEJAHCOMETPHS Ha armapare
«ABC-01 «MEJIACC» (Poccus);

4) JlabopaTopHbIe HCCIICAOBAHMS: KIMHUYCCKUA aHaIM3 KPOBU, OMOXUMHUCCKUI aHAJIH3
KpoBH (001Tui O6eMoK, abOyMUH, TIF0K03a, MOYEBUHA, KPEATUHHH, XOJIECTEPUH, Maruui, ¢gocdop,
KaJbIUH, CBIBOPOTOUHOE KeJe30, 00mIas sKene30-CBA3bIBaIoIIas CIOCOOHOCTh, (DePPUTHH, IUHK,
25-OH Butamun D, Butamun A, utamuH E, Butamun B12, ¢onueBas kucnora, AJIT, ACT,
OnaMpyOuH OOIIKIA/ IPSIMOK, ITAPaTTOPMOH);

5) OneHKy (aKTHYECKOTO MUTAHKUSI AaHKETHO-OMPOCHBIM METOJIOM M Ha OCHOBAHHU aHAJIH3a
MUIIEBOTO IHEBHUKA 3a TPU JH - 1Ba OyTHUX THS U | BBIXOJHOMN JICHB;

6) Ouenky sHepruu ocHoBHOro oomena (300) merozom Henpsmoii kamopumerpuu (HK) y
34 marmuenTtoB ¢ JILII, pacuer D00 mo popmyne BO3 u dakruueckoro pacxoaa suepruu (OPD)
o ¢opmyne Kpuka y Bcex maiueHTos.

Jlis BeisiBieHHS (PakTOpoB pHucKa pa3Butus bOH wu3ydanum aHamHe3 OONBHBIX C
WCIOJIb30BaHUEM MeIUIMHCKUX KapT «Mcropust pa3Butusi pebenka» (¢ 112/y), meaunmuHcKux
KapT cranuoHapHoro 6oisHOro (¢ 003/y), anketupoBanus. Jns onenku s dexruBHoctu HIT y
nereit ¢ JIL{I1 u ee BaustHUS Ha KauecTBO xU3HU ObUTH 0TOOpansl 30 nereit B Bo3pacte 4-10 ner, ¢
MOKa3aTessIMU Z-SCore Macca Tesa/Bo3pact MeHee -1,5, ¢ apurarenbHbiMu HapymeHusmMu GMFCS
-1V, ¢ coxpannbIiM uHTeIeKTOM U He nojydaBmue HII B Teuenue 1 mecsinia 10 BKIIOYEHUS B
HacTosiIee uccienaoBanue. beumn copMupoBaHbl 2 perpe3eHTaTUBHBIE TPYMIbI 1o 15 merteid,
OCHOBHas U KOHTpoJbHad. OcHoBHas rpynmna nonydana HIT ¢ ucnonb3zoBanuem runepkasopuitHoi
(1,5 kxan/mi) cmechto ¢ mumieBbiMa BosiokHamu (I1B) (300 kkam B cyTkm) KypcoMm 3 Mecsia
JIOTIOJTHUTENIFHO K PallMOHY U JTUETOJIOTUYECKOMY KOHCYJIBTUPOBAHUIO. 32 BpeMsi HAOIIOACHUS
TPpYKIbl (B MOMEHT BKIIOYEHHdA, dYepe3 1,5 wmecsina um dyepe3 3 Mecsla) OLEHUBAIU

AHTPOIMOMETPUICCKUC IMMOKA3aTCIN, KAJIMTICPOMECTPHUIO U COCTAB TCJIA. KauecTBO KHU3HU I[GTGIZ n ux
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poluTeNneil OleHUBAIM ¢ MOMOIIbI0 onpocHUka PedsQL ™ (momyinb: nepeOpalibHBIN Mapaind,
Bepcus 3.0). Bcem gersim BpauoMm JIOK HazHavanuce KOMIUIEKC YNPaKHEHWH JJIsl MPOBEACHUS
€KETHEBHOM JOMalllHEN KUHE3HMOTEpaluy U BEPTUKAIU3aLUs Yy ONOpHl C BEJACHUEM JHEBHHKA
(¢u3nyecKoil akTUBHOCTH.
Cratucrnuecknii aHanam3. Cratuctuyeckas oOpaOOTKa MOJYUYEHHBIX pPE3yJbTaTOB
MIPOBOJWIIACH C UCIIOJIb30BaHUEM IporpaMMmHoro oodecneuenust IBM SPSS Statistics 26. OcHoBoit
OMUCATEITHbHON CTATUCTHKHU JUI KaTErOPHUAIbHBIX U MOPSJIKOBBIX MEPEMEHHBIX ObUIM YacTOTa U
nosst (%), JUIs KOJMYECTBEHHBIX MEPEMEHHBIX, paclpeelieHHe KOTOPBIX ObUIO OTIMYHBIM OT
HOPMAaJIbHOTO — MEJIMaHa U MEeXKBapTWIbHBIN pa3Max (Me [Q1- Qs]). st aHanm3a moimy4eHHbBIX
naHHblx U-kputepuit ManHa—YuTHu, kputepuii (2 (a Takxe ¥2 ¢ TOYHbIM Kputepuem duiiepa),
kputepuii Kpackemnna-Yomnuca, koaddumuent koppensiuu Cnupmena, oTHoieHus mancoB (OR)
¢ 95% nosepurensubiM uHTEpBaioM (). B amanmuse «mo-mociie» HCHOIb30BaH KPUTEPUA
Opunmana. IlporHoctuyeckas mozaens pa3Butus BOH moctpoeHa ¢ mpumeHeHueM MeToja

OMHAPHON JTIOTUCTHYECKON perpeccumu.

PE3YJIbTATBI UCCJIEJOBAHU U UX OBCYKIEHUE
UYacToTra BBHISBIICHUs] HAPYIICHUH (U3UYECKOTO pa3BUTHs 10 Kputepusm BO3 cocraBmia
65%, 10 crieruaIbHBIM HIEHTHIBHBIM Ta0umaMm — 58%, mpu 3Tom bOH 3HaunTenbHO peobiaaana
(56% mno kputepusim BO3 u 46% mno cnenuanbHbIM IEHTWIBHBIM TaOJaUIlaM) HaJl CyMMapHOi

Y4aCcTOTOW U30BITKA Macchl Tenna u oxupenus (9% u 12%, coorBercTBeHHO) (Tabimna 1).

Tabmuma 1 — ®usmyeckoe pazputue aeredd ¢ JIII mo BO3 um cnenuanbHBIM HEHTHIBHBIM

Tadiauam
GMFCS1 | GMFCS Il | GMFCS Il | GMFCS IV | GMFCS V Hroro
BO3:n=31 | BO3:n=37 | BO3:n=28 | BO3: n=48 | BO3: n=31 BO3:
Coerr. Coer. Coer. Coer. Coer. N=175
®usnueckoe | Kpure | yemr.:n = 30 LEHT.: LIEHT.: LIEHT.: LIEHT.: Coer.
pasButHe pun n=32 n=26 n =47 n=28 LIHT. !
N= 163
AoOc. % AOc. % AOc. % AOc. % AOc. % AOc. %
BO3 0 0 2 5 1 | 37| 1 2 0 0 4 2
OxupeHue
Cnen. | 0 2 6 3 |115] 1 2 0 0 6 4
IIEHT.
BO3 1 3 5 14 3 107 | 3 6 0 0 12 7
MN30bITOK
maccsr tena | CmeLL |, 7 6 19 1 4 4 9 0 0 13 8
IIEHT.
BO3 | 21 | 68 | 18 | 49 8 |286| 13 | 27 1 3 61 | 35
N
dusmueckoe C‘;jf 17 | 57 | 16 | 50 | 11 | 42 | 20 | 42 | 4 | 14 | 68 | 42
pas3BuTHe HeHT:
Aoc. % Aoc. % Aoc. % Aoc. % Aoc. % Aoc. %
BO3 4 13 9 24 7 25 | 10 | 21 6 19 | 36 | 21
BOH nerkas
Cnen. |, 13 7 22 7 27 | 11 | 23 5 18 | 34 | 21
IICHT.




[Iponomxenne Tabauusl 1

GMFCS | GMFCS Il | GMFCS Il | GMFCS IV | GMFCS V Htoro
BO3:n=31| BO3:n=37 | BO3:n=28 | BO3:n=48 | BO3: n=31 BO3:
Crer. Crer. Crer. Crer. Crerr. N =175
®usnueckoe | Kpure | yepr.:n =30 LIEHT.: LIEHT. : LIEHT. ; LIEHT.: Crer.
pa3BuTHC pun n=32 n=26 n=47 n=28 LIEHT.
N= 163
Aolc. % Aoc. % Aoc. % Aoc. % | AGc. % | AoGc. %
B3 BO3 3 10 2 5 7 25 12 25 3 10 27 15
ymepennas | CHO | g3 qg | g 3 1 4 9 3 |11 | 12 | 7
LIEHT.
EDH BO3 2 6 1 3 2 7 9 19 21 68 35 20
mokenas | CHOL 40 qa f g | g | 3 |115| 7 | 15 | 16 | 57 | 30 | 18
LIEHT.
Yacrora BO3 10 32 19 51 20 71 35 73 30 97 114 65
HapyllEeHU,
Beero Crew. |43 | 43 | 16 | 50 | 15 | 58 | 27 | 57 | 24 | 86 | 95 | 58
LIEHT.
[Ipumeuanue: cmem. IEHT. — CHOCHUATbHBIC I[ICHTUIbHBIC TaOJUIBl JIs  OIICHKU

aHTponomerpudeckux nokaszareneit gereit ¢ LI no yposaro GMFCS.

[Ipu cpaBHenun vyactotrel bOH mno kputepusim BO3 y gereit ¢ pasasim ypoBHeM GMFCS
OBLITM TTOTyYeHBI CTaTUCTUYECKH 3HaunMble pazaudus (p 1-11=0,042; p 1.v=0,004; p 1-v=0,005; p I-
v <0,001; p 1-v<0,001; p n1-v=0,001; p v-v=0,002). YacToTa n30BITOYHOI MACChI TEJIa U OKHPCHHS
B 3aBucuMoctu or GMFCS pasnuuanace (p=0,047), uTo 00yCIOBIECHO BBICOKOW YaCTOTON JAHHBIX
Hapymenuii B rpymne GMFCS II (p 1.1=0,02). Bosee yactoe pa3BuTHe M30bITKAa MacChl Tella U
oxxupenus, n30eiTKa KupoBoit Mmacchl B KCT y nereit ¢ GMFCS |1, Ha Hamr B3risi1, 00yCI0OBICHO
TEM, UTO K 3TOM IpyMIie OTHOCSATCS B OCHOBHOM JIeTH ¢ reMuriapetudeckoi opmoit AL u merkoit
cnactTudeckon aurierueil. OcoOeHHOCTH MOPaKeHUs TOJIOBHOTO MO3Ta MPH T'eMHUIApETHUECKON
(dbopMe HCKIIOYalOT pa3BUTHE ICEBAOOYIHOAPHOTO CHHApPOMA, a MPU CHACTUYECKOW JUIIIETUU
BO3HUKAIOT HEBBIPAXKCHHBIE MPOOJIEMBI C TJIOTaHHWEM, M3-32 MPEUMYIIECTBEHHOTO HAPYIICHUS
WHHEPBAIUU HIDKHUX, @ HE BEPXHUX KOHEYHOCTEH U OyIb0apHOil rpynmsl MeIII. Takum o6pa3om,
couetanue (akTOpPOB: MUHUMAJIbHBIE MPOSBICHUS Auc(aruu, coxpaHHoe uin u3onirounoe OII,
Hajgu4ue qBurateabHbix orpanndeHuii (metu ¢ GMFCS Il He MoryT 6erath) 00ycioBiIuBaroT Oosee
yacToe pa3BUTHE M30BITKA MACChI TEJIa U OKUPEHUS, a TaKkke n30bITOK skupoBoi Maccel B KCT.

Hcnonb3oBaHue JBYX pa3lUYHBIX METOAMK OIEHKM (PU3NYECKOTO Pa3BUTHUS TOKA3ajo
CTAaTUCTHYECKH 3HAYUMBIC PA3IMuusl MOJYyYEHHBIX pe3yibTaToB. Yactora perucrpanuu bOH, a
TaKkkK€ €€ CTeleHb, OBUIM HIDKE 10 CHEeNHATbHBIM IIEHTWIbHBIM Tabmunam. Hamportus,
CHEIMAIbHBIE [IEHTUIbHBIC TAOJIHIIBI, BBISABISIIOT U30BITOK MAacChl Tela U OXHPEHHUE Yalle, 4eM
kputepun BO3. Haubonpme pacxoxkIeHUs B HHTEPIPETANMH  AHTPOIIOMETPHUECKUX
nokaszateneil BoisiBiaeHbl B rpynnax GMFCS 111-V, cnactuueckoil aumiernei, TeTpanape3omMm u
CHACTUKO-TUTICPKUHETHYECKON (opmoii, MakcumanbHo y aereii ¢ GMFCS V u cmacruxo-

TUTIIEPKUHETHYECKON (OpMOii.
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[To Hamum gaHHBIM TONBKO Yy 5 (3%) mereit Bce m3ydaembie 1abOpaTOpPHBIE MOKAa3aTeln
HaXOJWINCh B Ipejenax pegepeHcHbIx 3HaueHnil. Hanbonee yacto y nereit ¢ JJLII naGnronanu:
HegocTtaTouHOoCTh/Aepuuut 25-OH Burammuua D y 68% nereild, cHM>keHHE YpOBHS (OJIMEBOM
KHUCIIOTHI y 32%, yBenuuenue Buramuna B12 y 32%, cHmkenne xonectepuna y 26% U KpeaTHHHHA
y 16,6%, camxenne ¢pocdopa y 14,5%, ceiBopoTouHoro xeneza y 12,4% u yBeaudeHue MarHusi y
10,3%.

beuto BBISIBICHO, UTO y Aetel A0 4 yer mo mepe Hapactanuss GMFCS mokazarenu OIl,
OMII, TKCT u % XM cumwxkanuch (tadbmuiia 2). Kpome toro, B rpynne GMFCS 111 OIT u z-score
OII 6buM conocTaBUMBI ¢ NokazarensiMu B rpynne GMFCS V.

Tabnuna 2 - [TokazaTenan aHTPONOMETPUH U KaunepoMeTpuu y nereit a0 4 net ¢ JUII

GMFCS| | GMFcs i | aMmecs i | CMFCS | avecs v
IToxazaTens v
Me nokasarens (MHTepKBapTHIbHBINA pazMax Q1-Qz)
OIl, cm 16,0 16,0 13,5 15,5 14,0
p 1-m =0,021; p u-v=0,039; p 1.v= 0,034
Z-score OI1 0,28 0,015 -1,17 -1,07 -1,13
p - = 0,046; p - = 0,021; p 11v = 0,023; p 1-v = 0,035
TKCT, mm 8 8 6,6 6,55 4,01
p 1-i-mav-v=0,032; p u-v = 0,01; p 1.v =0,005
[TporenT >xmpa 1o 15,02 13,23 11,43 10,9 6,32
Slaughter p 1-i-m-v-v =0,027; p v =0,004; p 1.v = 0,007

[lo naHHBIM OMOMMIIETAHCOMETPUU IO MEpE HApacTaHUs ABUTATEIbHBIX HAPYIICHUH OT
GMFCS | k GMFCS V nHe3aBucuMo 0T Bo3pacTa yCTaHOBJICHO yBEIWYCHUE YaCTOTHI JAePHUITNTA
KaK «0EIKOBBIX» KOMIIOHEHTOB COCTaBa Tejia — Tolel Macchl (TM), akTUBHOHM KJII€TOYHOM MacChl
(AKM), ckenerHo-MbIimeynoit Maccbl (CMM), tak u KM (tabmuna 3). MckmodyeHueM craina
rpynna aereit GMFCS 11, y kotopsix yatie BeisBIsUM U306ITOK KM (p 1-v=0,022) u CMM (p n-
m=0,036, pi-v=0,024). Ocobennoctpio KCT neteit ¢ yMepeHHBIMU IBUTATEILHBIMU HAPYIIIEHUSMU
- GMFCS Ill, sBuncs nepumutr CMM (p n-n=0,005, p m-v=0,031), kak 1NO AaHHBIM
OMOMMIIEZJTAHCOMETPUHU, TaK M MO pe3ysibTaraM aHTponoMmerpuu. llomyueHHBIE IaHHBIE HE
00BsACHUTHCH 0coOeHHOCTIMU DIT neTelt 3Tol TpyIIbl: KaJOPUHHOCTh pallioHa M MOTpedIeHne
MaKpOHYTPHUEHTOB CTAaTUCTHYECKH 3HaYUMO He oTimyanuck oT rpynnsl GMFCS IV, gactora
BoisiBNieHUs: BOH Mexay rpynnmamu Takke Owbuia comoctaBuma (71% u 73%, p>0,05). Takum
00pa3om, OJTy4YeHHBIE JJaHHbIE TTO3BOJIMIN BhIAECTUTH Tpymiy aereit ¢ LI ¢ GMFCS Ill, kotopas
yaie Hyxnaaerca B Ha3HaueHuu HII c nenbro Habopa Maccel Tena U ¢ BO3MOKHOM MEPCIEKTUBOI

YIIy4IlIE€HUs JBUTaTENIbHBIX HaBBIKOB 3a cueT yBeandenuss CMM B KCT.
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Tabnumna 3 — KommnoneHTs! cocraBa tena pereit ¢ JILII B 3aBucumoctu ot ypoast GMFCS

KommoHneHTsI cocTaBa Tena
Conepxkanne | CopaepxaHue
T™, kr AKM, xr, a6c. Conepxxanne CMM, kr KM, xr
GMFCS | a6c. (%) (%)
CHux Iiiziv[ CHux 1135 ?/[ Cumxe | Hopma | VBenmuu | Cunxe | Hopma | YBenu
€HO €HO HO JILHO €HO HO JILHO YeHO
HO HO
GMFCS 9 17 7 19 4 12 10 4 18 4
I, n=26 | (35%) | (65%) | (27%) | (73%) | (15,4%) | (46,2%) | (38,4%) | (15,4%) | (69,2%) | (15,4%)
ﬁMFCS 5 25 9 21 5 16 9 (30%) | 1 (3%) 18 110
Joap | @T%) | (83%) | (30%) | (T0%) | (17%) | (53%) 0 1 (60%) | (37%)
ﬁlM FCS 7 16 8 15 13 9 1 5 13 5
n:’2 3 (30%) | (70%) | (35%) | (65%) | (57%) (39%) (4%) (22%) (56%) (22%)
I(i/M FCS 20 21 25 16 11 25 5 8 27 6
n_’4 1 (49%) | (51%) | (61%) | (39%) | (27%) (61%) (12%) | (19,5%) | (65,9%) | (14,6%)
GMFCS 16 2 14 4 13 5 0 12 5 1
V,n=18 | (89%) | (11%) | (78%) | (22%) | (72%) (28%) (66,7%) | (27,8%) | (5,5%)
UTOI'O 57 81 63 75 46 67 25 30 81 27
n=138 (41%) | (59%) | (46%) | (54%) | (33%) (49%) (18%) (82%) (59%) (19%)
[ R EIRIIEIVAY, SEETRITEIVAY, p 1-n-n-vay <0,001; p i-n-n-ivy <0,001;
p =0,001; =0,001; pPi-m= 0,005; P u-n = 0,005; Ppiv= 0,003; P v <0,001;
p v = 0,019; p v = 0,039; p mav = 0,031; p 1v = 0,001; p v =0,042; p v.v =0,014;
p v = 0,017 p v = 0,039; p nv = 0,001, p v-v = 0,004; (B KaTeropuu yBEITHICHHOTO
p v <0,001; p v =0,039; (8 kareropun aepuiura CMM). coneprxanus JKM).
P v = 0,017 Puv= 0,039

BrisBieno, uto xkanopuitHocTh ®PII nereii ¢ A1 Obiia HHUYKE BO3pacCTHBIX MOTPEOHOCTEH B
sneprum (p<0,001), HO He oTnmuanack ot pacuetrHoro ®PD mo Kpuky. ®PD nereit ¢ JLII
OTJIMYAJICS OT BO3PACTHOM HOPMBI KAJIOPUHHOCTH jaeTed u moapocTkoB (p<0,001). Anamus
MakKpOHYTpUEHTHOTro coctaBa ®II BBIABII 3HAUUTETBHBIN ASPUIUT YTIEBOIOB, KUPOB U OEIKOB
y 89%, 66% u 60% nereit ¢ LI, cootBeTcTBeHHO. OOECIeYeHHOCTh MAKPOHYTPUEHTAMU JIeTEH
¢ reMunapernueckoi ¢popmoit otTHocutensHo «HopM usronsornyeckux moTpedGHoCTe! B SHEPTrUu
Y MHIIEBBIX BEIIECTBAX IS JAeTed W mojapocTkoB PDdy» (2008) Oblia BbINIE, YeM y JIETEH CO
cnactudeckum Terpamnape3om (p=0,001 nns 6enkoB u yrieBonos, p=0,012 ans xupoB) Y nereit ¢
GMFCS V obecrieueHHOCTh OCHOBHBIMUA MaKpOHYTpUEHTaMH Obliia Hike, ueM y nereit c GMFCS
I u I mna GenkoB (p v-=0,045; p v.i=0,029) u yrmesomoB (p v-=0,015, p vi=0,09), a
obecrnieueHHOCTH kupamu y aereid ¢ GMFCS V 6bina Huxke, uem y neteit ¢ GMFCS 1T (p<0,001)
u III (p=0,041). D10 yka3piBaeT Ha HAMOONBIINI NEHUITUT SHEPTUN U MAKPOHYTPUEHTOB Y JETEH
co cractuyeckuM terpamnapezom 1 GMFCS V.

[IpoBeneHHBII PETPOCHEKTUBHO aHAIU3 JaHHBIX [O3BOJIUI BBISIBUTH MPEAUKTOPHl U
OCHOBHBIE (pakTOpHI pucka pa3sutus Hapymenuit HC y gereit ¢ JJLI1. Huzkue npubaBku mMaccel

TeJa B aHamMHe3e HaOmoaanack y S0 narueHToB (29%), ctarHanust KpuBoil pocta — y 64 maueHToB
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(37%). Crarnamusi Macca-poOCTOBBIX KPHBBIX Yallle OMpeAesiach y JAETeH CO CIaCTHYCCKUM
TeTpamape3oM (st macchl Tena: p=0,047, s pocta: p<0,001) u y nereit c GMFCS V (s macchbr
tena: p=0,024, nns pocta: p<0,001) mo cpaBHeHUIO C NETbMH C reMUIIapeTUyecKon ¢GHopmoii
3a00JIEBaHMsI M HETSDKEIBIMU JIBUTaTeIbHBIMU HapyiieHusimu (GMFCS I-11).

OcHoBHBIMHU (akTopamu pucka pazsutus bOH y nereit ¢ JJILII ssBunucs opodapunreansuas

nucdarus, HaTuure KIMHnYecKuX nposiacauit ['OPb u 3anmop (tabnura 4).

Tabmuna 4 — Yactota M CTpyKTypa racTpOMHTECTHHAJIbHBIX HapyumeHud y aereid ¢ JLII B
3apucumoctu or GMFCS

Tun GMFCS Hroro,
HAPYIICHHS l, n=31 1, n=37 111, n=28 IV, n=48 V, n=31 N=175
3 (10%) 3 (8%) 12 (43%) 34 (71%) 31 (100%) 83 (47%)
Hucarus p 1-t-m-iv-v <0,001; p - = 0,005, p - = 0,002, p v <0,001, p v < 0,001,
p v =0,019
0 1 (3%) 5 (18%) 23 (48%) 26 (84%) 55 (31%)
I'OPb p 1-1-m-v-v<0,001; p y1an =0,037, p v <0,001, p v =0,011,
p u-v <0,001, p v < 0,001, p v—v = 0,002
7 (22,5%) 13 (35%) 14 (50%) 30 (62,5%) 28 (90%) 92 (53%)
3amop p -n-m-v-v <0,001; p - = 0,04, p v = 0,002, p yav = 0,021, p 1-v < 0,001, pn-v<0,001,
p w-v =0,002, p v-v =0,013

Eme ongnuM HepemeHHbIM Bonpocom y aerer ¢ LI sBusercsa onpeneneHue OCHOBHOIO
obmMeHa. beuio BeIsiBIIeHO, uTo nTokazaTenu HK B 1,4 paza (95% AU 1,3-1,5) Oblin BhIIIE 3HAYCHHH,
paccuuTaHHbIX 1Mo opmyiie BO3. YcraHoBseHo, 4To sHeprust ocHoBHOro ooMena (300) mo HK
ObuTa HIDKE paccuuTaHHBIX 1Mo Gopmyne BO3 y gereil ¢ u30BITKOM Macchl Tella U OKUPEHHUEM
(p=0,039), uzosrTKoM x)upoBoii Macchl B KCT (p=0,028) 1 BeICOKUM cojiepskaHreM o0Iero 6eaka
B OnoxumudeckoM aHanmse kpoBu (p=0,011). ¥ ocransnbix aereit 900 nmo HK Owuia BhIie, ueM
300 no ¢popmyne BO3. Craructuuecku 3HaunMbix paznuuuii 900 no ganasiM HK y nereit ¢
paznuunbiM ypoBHeM GMFCS BbIsiBIeHO HE ObLTO, HO ATOT BOMPOC HYXAAETCA B JAIbHEUIIEM
M3YYEHHUH C BKIIOYEHHEM OOJIBIIET0 KOJIMYECTBA MAlUEHTOB.

CpaBHuTenbHOE TpocHeKTuBHOE uccienoBanue 3¢pdexruBnoctu HIT y nmereit ¢ LI
M0Ka3aj0, YTO B OCHOBHOW TpYINE€ OTMEUYaJOCh CTATUCTUYECKH 3HAYMMOE YBEJIMYEHHE MAacChl
Tema, Z-SCOreé Macchl TEJNa/BO3pacT, POCTa, B TPYIIE KOHTPOJS — YBEJIWYCHHE JIMIITh MAacChl Tela

(rabmuma 5).
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Tabnuna 5 — J[uHaMHUKa aHTPOIIOMETPUUECKHX MTOKa3aTeael Ha (OHE HYTPUTUBHOW MOAJIEPIKKH

U 0e3 Hee

Busur 1 Busur 2 Busur 3

Me (Q1-Qs) Me (Q:-Qs) Me (Q:-Qs) p*

Macca Tema, Kr
OcHoBnas rpynma, N=15 | 16,7 (13,5-18,9) | 17,7 (12,9 - 19,6) 17,8 (13,4 - 20,5) | p1-2-3<0,001
I'pymna koutposs, n=15 | 16,5 (13,3-19,1) | 17,0(13,3-19,0) | 17,2(13,3-19,1) | p1-2-3<0,001
PocT, cm

OcuosHas rpynma, n=15 | 113 (105-121) | 115(105-121,8) | 116 (106-124) | p123=0,001

'pynma kontpons, n=15 | 115 (103 - 120,5) | 115 (103-121) | 116 (104 - 121,5) | p1.2.3=0,079
Z-SCOre macca Teja K BO3pacty

[Tapamerpsl

_ -2,21 -2,36 -2,52 _
OcHoBHas rpymnma, =15 (-2,57) - (-1,74) (-3.33) - (-1,99) (-3.43) - (-1,64) p13=0,032
I'pynma koHTpoJIs, N=15 2.0 2,92 -2.86 P123=0,157
P FOTTPOT (:2247)-(-L67) | (-33)-(-215) | (-34)-(-2.28)

B ocHOBHOI Tpy1ie MpoU30ILII0 CTATUCTUYECKH 3HaUYMMOe yBeandeHue nokasareneid OI1
(p=0,01), OMII (p=0,01), TKCT (p=0,032) 3a 3 wMecsama HaOmoaeHuN. J[aHHBIC
OMOMMIIEJAHCOMETPUHU CBHUJIETEILCTBOBAIU O NMpeuMyliecTBeHHOM yBenundeHun TM (p=0,008),
AKM (p=0,019), CMM (p=0,004), a vHe KM (p=0,282). BoIsIBIEHO CTAaTUCTUYECKH 3HAYMMOE
kynupoBanue neduiura CMM (p=0,01). B KOHTpoNbHO#H TpyIie HaOI0IAI0Ch JIUIIIb
yBenudenue TKCT (p=0,047). CrarucTuuecku 3HAYMMOE yBEIWYCHUE KayecTBa KU3HU OBLIO
3aperUCTPUPOBAHO Y IeTeH 1 poauTenci ooenx rpymm (p<0,05).

[IpoBeneHHoe wuccienoOBaHWE U TOJYYCHHBIE pe3yibTaThl TMO3BOJWIM pa3paboTaTh
aJITOPUTMBI THarHocTHKH (prcyHok 1) u koppekunu HC y meteit ¢ LI Ha OCHOBE KJIMHHYECKUX
pexomenganuii ESPGHAN (2017) (pucynok 2).

[ ypOBeHb JBHUI'aTeJIbHBIX

Hapymei [ omrcst | [ omrest | [ Gmresm ) [ GMECSTV ] [ GMFCS V) ]

[ [ AHTponomeTpus ? ] [ OLeHKa KOMIIOHEHTHOI'O COCTaBa Tella °, AHaIM3bl KPOBH © ] [ CumnToMbl Tpesorud ]]
I

[ OTk/10HEeHHI HeT ] [ OTK/IOHEHHS €CTh J
I ]
f3a]<m0'{e}me nmo HC "u :
| [ Hapywennit HC ner ] [ Hapywenus HC/ puck BOH ]
Pucynok 1 — Anroput™m nuarnoctuku HC y nereit ¢ JJLII
[Ipumeuanus:

a - aHTPONOMETpHsS BKJIIOYAeT H3MepeHue maccol Tena, pocrta, OII, kamunepomerpuio c
u3mepenneM TKCT u TKCJI, pacuer UMT. Ouenky ¢u3nyueckoro pa3BUTHS MPOBOAMTH IO
tabauiam BO3 (0-18 meT) u JOMOIHUTEIBHO 0 CIICHAIbHBIM IIeHTUILHBIM TabauiiaMm GMFCS
(2-18 net) y otmenbHOM KaTeropuu nanueHToB. b - onmenka KCT npoBoautest y Bcex aereit mpu

HCBO3MOKHOCTU TIPOBCIACHHA 6I/IOI/IMHeI[aHCOMeTpI/II/I - KOCBCHHO: pPACCUHHUTBIBAIOT IIPOLCHT
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KHpoBOW Mmaccel 1o Qopmyne Slaughter. ¥V nereit crapme 4 JeT NIPOBOIUTCS
OnonMIIeTaHCOMETPHSI. € — JlabopaTopHble oka3arenu Hapymenuit HC. d - mponexxHu, cyxocTb
KOXKH, TUTOX0€ Tieprudepraeckoe KpoBOCHAOKEHHE, TOTEPsI MACCHI TeNla MM OTCYTCTBHE PHUOAaBOK
Macchl Tena B MOCIEAHNE 2-3 MecsALa.

CornacHo anroputMmy Koppekuun Hapymenuiin HC (pucynok 2) y nereit ¢ JIII c
HYTPUTHBHBIMH HapylIeHHAMHA WM puckoM BDOH pexoMeHmyeTcsi ONEHWTH aJAeKBaTHOCTH,

0€30macHOCTh U OCOOCHHOCTH MpOIecca KOPMIICHUS, a TAaKXKe KIMHUYecKue nposisiienus [ IPb.

Hapymenus nytputusHoro craryca/puck BOH 2

Ornenka (paKTHIECKOTO MUTaHHs

OmeHKa CHMIITOMOB «TPeBOTH»: IIHTENLHOCT KopMileHHs Gomee 30 MHUH., IpHeM UM SABISETCS CTPEccOM JUI
ponuTens u/nnm pedeHKa

[ AJICKBAaTHOC MUATAHUE } [ HeanekBaTHOS HHUTaHHC ]
N\
Ouenka 6e30MacHOCTH KopMleHns — 1o mkane EDACS 4
C
pecnupaTopHBIe TPOOIEMBbI )
/ \ ~ .
ITuranue ajeKkBaTHOE, [IuTanne agekBaTHOE, [Tutanue HeaaeKBaTHOC, IInTanue HeagekBaTHOE,
6e3omacHoe Hebe3zomacHoe Hebe3omacHoe fe3omacHoe
. 4
Monutopunr HC [Ton6op xoHCHCTEHITH [Ton0op KOHCHUCTEHIH Ontumumzanust OI1+
t UM, TO3HIHOHHBINA MMM, TTO3HIAOHH I HYTPUTHBHAs
f
[ [Muranne GesomacHoe TPCHUHT TpEHUHT q TOUIEpKKa
IIuranue HebGe3omacuoe TIutanue HeageKBaTHOE,
HeOe3omacHoe /0e3omacHoe

| I
)

[ ITuranne yepes HI'3 (wactuynoe/monHoe) ]
'

[HeT —  ™PB Jla
ot | [ Hemmponmye |

UIIII u gueroit

TactpocToMust ¢ pyHaomIMKanuel
Eronocromus

Pucynok 2 — Anroputm koppekuuu Hapymenuid HC y gereit ¢ AT
(MomudunmpoBanHbiii aBTopamu anroputm ESPGHAN, 2017)

[Ipumeuanus:

a — HaJIM4Me HYTPUTUBHBIX HapYLICHUM OLEHUTH IO AJITOPUTMY OLICHKH HYTPUTUBHOIO
craryca. b — ®II onenuBaercs mo qHEBHUKY nuTaHus 3a 3 jaHs. [lomydennele 3HadeHust OI1
cpaBHUBAIOT co 3HaueHUsMH DPPD, Bprumciasiemoro mo ¢opmyne Kpuka. ¢ — pecrnuparopHsie
npoOJeMbl: BO3HMKHOBEHHE NPU3HAKOB JBIXaTENbHOW HEJOCTATOYHOCTH BO BpEMs €Ipbl,
«OYyTIBKAIOLITHIDY roJIoc, pecnupaTopHbIe 3a00JIeBAHHUS - peLUIUBUPYIOLIUN

OpOHXOOOCTPYKTUBHBIA CHHAPOM, OpPOHXHT, MHEBMOHHs. O — KiaccHpUKAIMsS CIIOCOOHOCTH
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npussaTHS uiy u kuakoctn EDACS ucnionb3yerces y neteit crapiie 3-x jier; y Aetei muaime 3
JIET UCIOIb30BATh KIMHUYECKYIO TUarHOCTUKY nucdaruu. € — MoHUTOpUHT HC — cM. «Anroputm
OLICHKA HYTPUTHUBHOTO cTaTyca» — He peke 1 pasa B 6-12 mec. f — npu HEBO3MOKXHOCTH
ONTUMU3AINHU TUTAHUS HEOOX0IMMa HYTPUTUBHAS Toiepkka. CKpUHUHT-pacyueT sl CTApTOBOM
HII B gomonnenue k o0pruHOMy paruony 10-15% ot ®PD no gopmyne Kpuka, B manbHeilmem
pacyeT OCYIIECTBIAIOT C YU4e€TOM BbIsIBIEHHOTO fedunuta mexay OII u ®PD. g — uHrubuTopsl
nporonHou nomisl (WIIIT).
BbIBO/JbI

1. Hapymenuss HyTpuTHBHOrO craryca pasBuBarorcs y 65% nerenn ¢ JUII: BOH
peructpupyerca y 56% o0cienoBaHHbBIX, a U30BITOK Macchl Tena u oxupenue y 9% (p<0,001).
BOH coueraetcst ¢ Bblpak€HHbIMU JBUTaTeNbHBIMU HapymieHusaMu (p<0,001), n30bITOK Macchl
Tena U oxupeHue — ¢ mMuHuManbHbIMU (p<0,001). Yactora pazsutuss BOH xoppemupyer c
HEJIOCTAaTOYHON KanopuitHocThio parmoHa (r=0,4, p<0,001) u oOecre4eHHOCThIO OCHOBHBIMH
MakponyTpueHtamu (xupamu: 1=0,5, p<0,001, yrmeBomamu: r=0,3, p=0,001, Genkamu: r=0,25,
p=0,007). YV 68% nereti ¢ A1 naGnrogarorcst neduiut 25-OH ButamuHa D B CBIBOPOTKE KPOBH,
y 32% - nedumut donueoit kucnotel, y 14,5% - nedurur docdopa, y 12,4% - nedumut
CBIBOPOTOYHOTO XkeJie3a, u30bITok ButamuHa B12 -y 32% u maruus - y 10,3% nanueHToB.

2. CocraB Tena ierei ¢ JeTCKUM LiepeOpaibHbIM MapaludoM 3aBUCUT OT ABUTATEIbHOM
akTUBHOCTU. JlehuuuT Bcex KOMIIOHEHTOB COCTaBa Tejla HapacTaeT MO Mepe YBEIUMYeHUs
JBUTATENbHBIX HapymeHud u yactotel BOH. Haunbonbiias yactora BcTpeuaemMocTu AeuirTa
CKeJIeTHO-MbIlIeyHo Macchl peructpupyercs npu Il u V yposusix GMFCS (57% u 72%,
cooTBeTcTBeHHO; P>0,05). M30BITOK >KMPOBOM MacChl XapakTEpeH Uil JAeTed C JIETKUMHU
naBuratenbHbIME Hapyinenusmu, GMFCS 11 (p 11-V =0,022).

3. Henocrarounsie mprbaBKu Macchl Tela Ha IEPBOM TOAY >KU3HHU SIBISIOTCS OCHOBHBIM
npenuktopoM Tspkenod BOH y nereii B Oonee crapuiem Bo3pacte. DakTopaMu pUCcKa pa3BUTHUS
B3OH y nereit ¢ AL sBasroTcs aucdarus, Haau4re KIMHUYECKUX mposisiaenuit ['OPb u 3amop.

4, CpaBHUTEJIBHBINM aHANIW3 BBISIBUJ PAa3IMuusl B pe3yJibTaTax OLEHKH (DU3MYECKOTro
pazButust neteit ¢ JIII cormacHo crenuanbHBIM IEHTWIBHBIM Tabiauiam u Tabimuiam,
pexomengoBanHbiM BO3 (p<0,001): Ooisiee BricOKas 4yacToTa M30BITKA MACChl Tea U OKUPEHUS
(12% npotus 9%, p<0,001), HopmanbsHOTO uznyeckoro pazutus (42% Bmecto 35%, p<0,001),
u Oonee Huskas yactora BOH (46% Bmecto 56%, p<0,001) mo cnenualbHBIM EHTUIHLHBIM
TabyuIaM 1o cpaBHEHHIO ¢ Kputepusimu BO3.

o. OcHOBHOI 00OMEH 3aBUCHUT OT HYTpUTHUBHOTO craryca nanuenta ¢ J{LII (p<0,001): y
nereit ¢ BOH sneprust ocHoBHOro 0OMeHa 1Mo JaHHBIM HEMPSIMON KaJJOPUMETPHUH BBIIIE PACUETHBIX
BenuurH 1o popmyse BO3, a 'y neteii ¢ u30bITKOM Macchl TeNna U oxupeHrneM — Huxke. [lokazarenu
ocHoBHOro oomeHa y aereit ¢ JILII ¢ pasasimu popmamu u ypoBasimu GMFCS ne pasnugarorcs.

6. HyrtputuBnas mnoanepxxka BOH y gerer ¢ JUII ¢ wucnonb3oBaHueM
TUTEPKATIOPUMHON TTOJTUMEPHON CMECH C MHIIEBHIMU BOJIOKHAMU B TEUCHHE 3-X MecAIeB Ha (hoHE

peaOMINTAIIMOHHBIX MEPONPHUATHH MPHUBOAUT K yBenudeHuio pocra (p=0,001), maccel Tena
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(p<0,001), mpeumymiectBenHo 3a cuer Tomeit (p=0,008), aktuBHOM KieTouHOU (p=0,019) u
CKeJleTHO-MbIeuHoM wmaccel  (p=0,004), 4YTO TOJNIOKUTEIHHO BIUSIET Ha JBUTATEJIbHbBIC
BO3MOXHOCTH M Ka4€CTBO KU3HMU.

7. Pa3paboranHble alropuTMbl OLEHKM HYTpUTHUBHOro craryca y aereid c¢ LIl u
KOPPEKIIUU BBISBICHHBIX HApYLICHUM YUYWUTHIBAIOT JaHHbIE aHAMHE3a, aHTPOIOMETPHH,
KOMITOHEHTHOI'O COCTaBa Teja, (aKTUYECKOTO MUTaHUs, KIMHUKO-T1a00paTopHble MOKa3aTelnu, a
Tak)ke 0€30MaCHOCTh U OCOOEHHOCTH MpoLecca KOPMIICHHS.

NPAKTUYECKHUE PEKOMEH/JALIUU

1. ®usnueckoe pazputue aereu ¢ JLII cnegyer oneHnBaTh HE TOJIBKO MO KPUTEPUSIM
BO3, HO ¥ mo crnenuanbHBIM I[EHTWIBHBIM TaOMWIlaM TpPH HAJIUYMH OJHOTO Wiu Ooyee u3
cienayromux nokaszarenei: asurarenbHeie Hapymenuss GMFCS III-V; Bo3pact crapuie 10 ner; z-
score macca Tena/Bo3pact unu UMT/Bozpact >+0,5.

2. Bcem nersm 11 geTanbHONM OIEHKM HYTPUTHUBHBIX HApyIIEHUNW HE0OXOAMMO
ONpeIeNsATh KOMIOHEHTHBIM COCTaB TeJa: Uil IeTel 10 4 JIET UCIO0JIb30BaTh COBOKYIIHYIO OLIEHKY
MOKa3aTeyiel OKPY>KHOCTH TjIeda U MBI TJIe4a, TOJIIUHBI KOKHOW CKJIAJKU HaJ TPUIIETICOM U
IO/ JIOMATKOM JJisi pacuera MpolEeHTa J>KUPOBOM Macchl, a y naered crapue 4 ner —
OMOMMITIEJaAHCOMETPHIO, IIPU €€ OTCYTCTBUU — T€ e MOKa3aTeNH, YTO U y JieTel miuaiie 4 JieT.

3. Hetn co cnactuueckumu ¢dopmamu Il ¢ Hu3kuMu npubaBKaMu Macchl Tema
JOJKHBI OBITH OTHECEHBI K Ipynine pucka pa3sutusi BOH. Takue nanyeHTs! HyX1al0Tcs B paHHEH
HYTPUTUBHOM MOJJIEPKKE Cpa3y MOCIE €€ BhISBICHUS.

4. Jlnsi OObEKTHMBHOM OICHKM OCHOBHOro obmeHa W ®PD u wHauBHMIyanu3anuu
HYTPUTUBHOM MOJAEPKKH PEKOMEHTyETCS HCTIOJIb30BaTh METO/I HEMPSIMOU KATIOPUMETPHH, IIPU €€
orcytcTBuH - hopmynsl BO3 u Kpuka, ocobenno y aereit ¢ JILII ¢ ymepeHHBIME TBUTATEILHBIMU
Hapymenussmu, GMFCS III u HapymeHussMu HyTPUTUBHOTO CTaTyca.

5. Hersm ¢ JUIT ¢ ypoBHem nBuratensHbix HapymeHuid GMFCS III u 1V, ¢
UMEIONIUMCS 1e(DUIIUTOM Macchl Tela Ha (OHE aKTUBHOM (PU3MUECKON peadWiIuTaluu CleTyeT
PEKOMEHIOBATh HYTPUTHUBHYIO MOIACPKKY THIEPKAIOPUHHON moauMepHoit cmeckio ¢ [IB (1,5
kkai/mi, 300 Kkaja/CyTk) B TeU€HUE HE MEHEe 3 MECSIIEB.

6. C nenbo IMAarHOCTUKYU U KOPPEKIMU HApYIIEHUH HYTPUTUBHOTO CTaTyca y AeTel ¢
JII pekoMeHayeTcs UCTIONb30BaTh Pa3pabOTaHHbIE AITOPUTMBI.

IEPCIHEKTHUBBI JAJBHEWIIENA PASPABOTKH TEMbBI

[lepcrieKTUBHBIMU HaNpaBICHUSIMU JANbHEUIINX MCCIECIOBAHUN SBISIOTCA H3yUYECHHE
OCHOBHOTO OOMEHa MeToJoM HempsiMoi kamopumerpun y neteit ¢ JIIII co Bcemu ypoBHSIMH
JIBUTATENLHBIX HAPYIIEHUH U OlleHKa 3(PPEKTUBHOCTU HYTPUTHUBHOMN MOJICPKKU C TPUMEHEHUEM
Pa3IMYHBIX SHTEPATBHBIX (POpPMYII.

Cnucok pador, ony0JJMKOBAHHBIX 10 TeMe JUCCePTALNH.
1. OcoOeHHOCTH OLEHKH HYTpUTHBHOro craryca y aereit ¢ LIl / A. A. Kamajosa, P. ®.
PaxmaeBa // Poccuiickuii BecTHUK nepuHaToaornu u neguarpun. — 2018. — T. 63, Ne 5. — C.
212-217.
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A. Kamalova // Arch Dis Child. — 2019. - Vol. 104. — Suppl. 3. — P. 243.
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CIIMCOK COKPAIIIEHUH

AKM — akTuBHas KJIETOYHAsi Macca

AJIT — ananHuHMHaAMUHOTpaHChepa3a

ACT — acmapraramuHOoTpaHncdepasa

B3OH — 6enkoBo-3HEpreTHYECcKast HEAOCTATOYHOCTh

BO3 — BcemupHas opranu3zanus 3[paBoOXpaHeHUs

I'OPB — ractpoazodareansHas pedirokcHas 607I€3Hb

JUIT — neTckuii nepeOpanibHBIN Mapamnd

KKT — xenya04yHO-KUIIEYHbINA TPAKT

KM — xupoBas macca

UMT — unnekc Macchl Tena

NIIIT — uHruGUTOPH TPOTOHHOMN TTOMITBI

KCT — KOMITIOHEHTHBIH COCTaB Tea

HII — nyrpuTHBHas ogaepxka

HC — nyTpuTuBHBIi cTaTyc

OII — okpy>XKHOCTb IJIeHa

OMII — oKpy>KHOCTb MBILII] TIJI€YA

CMM - ckeneTHO-MbIIIEYHAs Macca

TKCT - TonmuyHa KOKHON CKJIQJAKW HaJl TPULIETICOM

TKCJI — TonmuHa KOKHOM CKJIAQJKH MO JIOIIATKOU

@II — paxkTrueckoe MUTaHUE

OPD — dakTuueckuil pacxo1 SHEPTUU

D00 — 3HEeprusi OCHOBHOTO 0OMEHa

EDACS — Eating And Drinking Ability Classification System — Knaccudukars
CIIOCOOHOCTH TIPUHSITHSI THUIIU U )KUJIKOCTH

ESPEN - European Society for Clinical Nutrition and Metabolism

ESPGHAN — European Society for Paediatric Gastroenterology Hepatology and Nutrition

GMFCS - Gross Motor Function Classification System — Cucrtema knaccupukanuu
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