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KOPPEKIIUS CITACTUYHOCTU V JETEU C JIETCKUM LIEPEBPAJILHBIM
ITAPAJTMHOM

AprynoBa I'. B., AprynoBa P. A.
@I'BY «PPI] «/[{emcmeoy» Munzopasa Poccuu, Mockosckas obracmo

Pedgepar. CrnacTUYHOCTH — CKOPOCTh 3aBUCHUMOE MOBBIIICHHE MBIIIEYHOIO TOHYCa
BCJICJICTBHE TIOPOKEHHsSI BEPXHEro MOTOHEHpOHa U  TUIEPBO30YAMMOCTH PEUENTOPOB
pacTsDKeHUsl CKeJleTHhIX Mbliil. [lpu nerckom wnepeOpalibHOM Mapajiudye CHacTUYHOCTh
BbI3bIBAET OrPAHUYEHHUE IMOJBMIKHOCTH, OOJIEBOM CHHIPOM, pa3BUTHE OPTONEIUYECKUX
nedopmaruii 1 cHOPMUPOBABIIMIICS TMATOJOTUYSCKUM JBUTATEIBHBIA CTepeoTurl. B pabote
pPaccMOTPEHBl METOJbl KOPPEKIHH, BKIIOYas OOTYJIMHOTEpaANHio, (HU3UYECKYI0 Tepamnuio,
OpTE3UpPOBaHME U XHUpPyprudeckue BMemarenscTBa. Ha ocHoBe ananm3a 50 KIMHHYECKHX
CIIy4aeB IMOKa3aHO, YTO KOMIUIEKCHBIN IOAXO0J IO3BOJSET CHU3UTHh MBIIIEYHbIH TOHYC Ha 40—
60% ¥ yIy4IIUTh Ka4ECTBO KU3HU NAL[UCHTOB.

Knrwoueevle cnosa: cnacmuunocms, Oemu, OemcKuil yepeOpaibHblll  NAPAIUY,
bomynunomepanus, JIPK, opmesuposanue, peadbunumayus

CORRECTION OF SPASTICITY IN CHILDREN WITH CEREBRAL PALSY
Argunova G. V., Argunova R. A.

Federal State Budgetary Institution "RRC "Childhood" of the Ministry of Health of the
Russian Federation, Moscow Region

Abstract. Spasticity is a rate — dependent increase in muscle tone due to damage to the
upper motor neuron and hyperexcitability of skeletal muscle stretching receptors. In cerebral
palsy, spasticity causes limited mobility, pain, the development of orthopedic deformities, and a
pathological motor stereotype. The paper considers correction methods, including botulinum
therapy, physical therapy, orthotics and surgical interventions. Based on the analysis of 50
clinical cases, it has been shown that an integrated approach can reduce muscle tone by 40-60%
and improve the quality of life of patients.

Key words: spasticity, children, cerebral palsy, botulinum therapy, physical therapy,
orthotics, rehabilitation

AKkTyajbHOCTh. CIIaCTUYHOCTh — HEBPOJIOTMYECKUN CHHJIIPOM, KOTOPBIM IMpOSBIsSETCS
NOBBIIICHHBIM ~ TOHYCOM MBI, HENPOU3BOJBHBIMU  COKpAILlEHUSMH, OTpaHUYECHUEM
MOJIBU’KHOCTH CYCTaBOB M (hopMHpoBaHHEM KOHTpakTyp. CrnacTudHOCTh BblsiBIsieTcs y 80%
nereil ¢ gerckuM nepeOpanbHbIM mapamuuoM (JILIT) u sBnsercs Beaymed NpUUUHON
nHBanuau3auu. CHI)KEHWE WHBAIMIHOCTH M TOBBIIEHHWE KadecTBa xu3Hu aered ¢ JILII
SIBJISIETCSI YPEe3BBIYAHO Ba)KHOW 3amadell coBpeMeHHOW wmemunmubl [1-3]. DddexTuBHOCTH
KOMILIEKCHOTO BOCCTAHOBUTEIBHOI'O JIEUEHHS JBUTATENIBHBIX U MOCTYPAJIBHBIX HapyLIEHUH Yy
nereit ¢ JILII ompenensiercs pa3paboOTKOW WHAMBHUIYAIBHOM MpOrpamMMbl peaOuIMTaIUH,
KOMIUIEKCHBIM ~ MYJbTUIUCHUIUIMHAPHBIM ~ TIOAXOAOM,  COOJIOAEHMEM  JSTalmHOCTH  C
OCYIIECTBICHHEM KOHTPOJIS 32 XO/I0OM U PE3YJIbTATOM PEaOMIMTAIIMOHHBIX MEpOTIpUsTHiA [2,4].

Heasn. [IpoBenenue oneHku 3PpPEeKTUBHOCTH KOPPEKLUUU CIIACTUYHOCTH C MPUMEHEHUEM
COBPEMEHHBIX METOJOB pPEadMIUTALMU Yy JeTeld C JAETCKUM LepeOpajbHBIM MapagnuyoM CO
cracTHYecKuMHu (hopMaMu (CpeHel TIKECTH).

Marepuanasl u metoasl. Vccnenyemas rpynmna: 50 gereit (7—12 1er) co cnacTUYHOCTHIO.
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[TpoBeneHo KIMHUKO-HEBpoJoTHueckoe obcnenoBanne 50 gereit (cpenHeit Tsxectn): 18 nmereit
CO CIACTUYECKUM TeTpamnape3oM, 15 - ¢ IeBOCTOPOHHUM T'eMHUIIape30M U 17 - ¢ MpaBOCTOPOHHUM
remumnape3omMm. Mertosr:

1. borynunotepanus (mpemapar: BoTyauHWYecKMid TOKCHMH THIa A - TeMarrjJlOTHUHHH
KoMmIutekc, n1o3a 20-30 EJI/kr),

2. ¢usuyeckas Tepanusi (IPOTOKOJBI MPOBEICHUS WHAMBUAYAIbHBIX 3aHATHH Je4eOHOM
(UXKYIbTypOl, NAaCCUBHBIC PACTSHKKH: €XKEJIHEBHBIC YIPaKHEHHS UL TPeIOTBpAIlCHHUs
pa3BUTHUS KOHTPAKTYp, 3aHATUS 5 pa3 B HEAEIIO),

3. pobormsupoBanHas MexaHorepamusi (Lokomat): TpeHuUpoBKa XOABOBI C TIOMOIIBIO
po0oTa C 11eJIbI0 MHULIMAIIUU CAMOCTOSITENIbHOM X0Ib0bl, YITyUIlIeH!s TaTTepHa I11ara,

4. opre3upoBaHuEe (AMHAMHUYECKHE OPTE3bl HA TOJEHOCTON JJsi KOPPEKLUHMM 3KBUHYCA,
TYTOpPBI HA HOUb: (PUKCAIUS CYCTaBOB B (PM3MOJIOTUYECKOM IOJOKECHHH ),

5. oneHka pesynbratoB: mkana MAS (Modified Ashworth Scale), Buneoananus moxoaxu.

PesyabTaTsl. [IpoBeseHrne KOMIUIEKCHONH MEIUIMHCKON peabuiuTaluyu ¢ MPUMEHEHUEM
COBPEMEHHBIX METOJIOB pPEaOMIMTALUU CIOCOOCTBYET BOCCTAHOBIICHHIO U (OPMHUPOBAHUIO
HaBBIKOB X060l Ha 46%, KOPPEKIUH MOCTYpalbHbIX HapyIIeHUH Ha 24%, yIydIlIeHUIO 03Bl U
JOKOMOLMH OOJNBHBIX. Pe3ynpTaThl HAIIEro WCCIIEAOBAaHUS MOKAa3aJld: CHIDKEHUE YPOBHS
cnactuuHocTu y 42(84%) nereii- mokasarenb mo mkaie MAS ymenbmuics ¢ 3 10 2 0asios,
MaKCUMaJIbHBIN 3()()EKT TOCTUTHYT MpH COYETaHUU (PU3MUECKON Tepamnuu, OOTYINHOTEPANIUU U
OpPTE3UPOBAHMS Y TAITUEHTOB C JIETCKUM LiepeOpallbHbIM MapaaInioM, yIy4llIeHHe JBUTaTeIbHBIX
¢yukuuii y 39 (78%) nauueHToB - yBeIMUYMIACh aMIUINTY1a IBUKEHUH B cycTaBax, y 24 (48%)
JIeTel OTMeueHa KOPPEKIUs 3KBUHYCHOM, SKBHHO-BapycHOW moxoaku. [lo6ounbie 3ddexTsi:
OTMeYaJiach JIOKaJbHast ci1abocTh MbI (2 ciywasi), KynupoBaHHas udepe3 10 mHeit mocie
nepepacnpeiesieHrs MBIILIEYHOT'O TOHYCa PEOCHKOM.

BoiBoabl. C 1e51bl0 KOPPEKLIMM CIACTUYHOCTU Y JETeH C JETCKUM LiepeOpalibHbIM
napajgioM B paMKax MPOBOAMMON METUIIMHCKOW peaduIuTanuu A KaKIOro IMalueHTa
MEKIUCLUITIMHAPHONW KOMaHJI0M Bpavyei-CleHAIMCTOB U MEAArOrOB, COBMECTHO C POJIUTEIAMHU
peOeHKa, COCTaBIsIeTCS HHAMBUIYyAlbHbIM I1aH peadumutaimu [3,5]. OOyuenue pebeHka
JIBUTATEIBHBIM HaBbIKAM HEOOXOJUMO TPOBOAUTH MCXOIs U3 HEHPODOU3NOIOTHIECKOMN
MOCJIEI0BATENbHOCTH  (DOPMUPOBAHMS HABBIKOB NpU AKTUBHOM BBIIIOJHEHUH DPEOEHKOM
ynpaxHeHuil. Koppekius MnaToJornyeckoro CTEpeoTHUIa JBHKEHUS peOeHKa, YiydlleHue
OMOMEXaHUKH [JBM)KEHUS JIOCTUTAETCsl IpPH  HUCMHOJb30BAHUU  COBPEMEHHBIX METO/0B
peabunuranuu  [5,6]. Koppekiusi cnacTH4HOCTH y  JeTed  TpeOyeT  HempepbIBHOTIO,
MHOT'OYPOBHEBOT'O TOJIX0/1a C YYaCTHEM HEBPOJIOrOB, PeaOMIUTOIOIOB, OPTONEI0B, IICUX0JIO0rOB
u ceMbl. COBpeMEHHBIE METO/1bl, TAKHE KaK OOTYJIMHOTEpanusi, poOOTU3NPOBAHHbIE TEXHOJIOTUU
U paHHee OpTEe3UpOBaHME, TIO3BOJISIIOT CHOCOOCTBYET —YJIYYIIEHHIO HEBPOJOTMUYECKUX
[apaMeTpoB, CHMXKAET  BBIPAKEHHOCTb  IMOCTYPAJIbHBIX  PAacCTPOHCTB B  CTPYKType
HEBPOJIOTUYECKOTO JepUIMTa M  YIYyYIIUTh (YHKIHOHAJIbHBIE BO3MOXKHOCTH peOEHKA.
KiroueBoii ¢aktop ycrnexa — paHHee Hadajlo peadWiuTallud U aJanTaius MporpamMm Toj
WHIUBHIyaIbHBIE TOTPeOHOCTH pedenka [2,7].
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HEMPOIICUXOJOTMYECKUE OCOBEHHOCTHU PA3BUTHS JIETEN
MIIAAIIETO IKOJIBHOI'O BO3PACTA C TSDKEJIBIMU HAPYITEHUAMUN PEUM 1
3AJIEPXKKOU ITICUXNYECKOI'O PA3ZBUTHUA

AxmarxanoBa X.X., Opnosa I'.U., Bunsnanosa E.JI., [llen6eprep E.b.
I'BY3 Hayuno-npakxmuueckutl yenmp 0emckoul ncuxoresponozuu /{3 2. Mockewi

Pedepar. Jletm mitagmiero ImKOJBHOTO BO3pACTa € TSDKEJIBIMHA HapyIIEHUSIMH pPEdYd
(THP) mmeroT OTIMYMTENbHbIE OCOOCHHOCTH IOKa3aTeNlell pPa3BUTHUSA peueBBIX (YHKIMHA OT
neter ¢ 3aaepkkon mcuxudeckoro passutus (3I1P) toro ke Bo3pacra. Onnako netu ¢ THP
MOTYT UMeThb OoJjiee BBICOKHME IOKa3aTeNd IO TaKUM IMapameTpaM, Kak IpakCUC, THO3UC U
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UHTEJUIEKTyaJIbHbIE criocoOHOCTH. [lomyueHHbIe pe3yabTaThl MO3BOJAT PACIIMPHUTD U YIIIyOUTh
3HAHUS O HEUPOICHUXOJOTHYECKUX OCOOCHHOCTAX MpoOsieM OOy4eHHsS y JeTed MIIaJIIero
nikosibHOro Bo3pacta ¢ 3[1P u THP. Pe3ynbraTel sMnupudeckoro uccieoBaHus MOKa3alu, YTo
y JeTell MiaJUIero IIKOJIbHOIO BO3pacTa C TSOKEIbIMH HapyHICHHSIMH PEeUd M 3alIepiKKOU
NICUXUYECKOTO pa3BUTHS HAOIIOMAeTCsl CpPEeIHU ypOBEHb HApyUIeHMH II0 BCEM TecTaM
HEHPOINCUXOJIOTHUECKON JUarHOCTHKH, CJel0oBaTelIbHO, HEoO0XOoIuMa pa3HOHAIIpaBJICHHAs
KOPPEKIMOHHAs [TPOrpamMMa, CIIOCOOHAast OXBAaTUTh BCE (PYHKIIUU TOJIOBHOTO MO3Ta.

Knrouesvie cnosa: 3adepoicka ncuxuyecko2o pazgumusi, msdicenvle HApYuleHus pedu,
HeUPONCUXoi02usi.

NEUROPSYCHOLOGICAL FEATURES OF THE DEVELOPMENT OF PRIMARY
SCHOOL CHILDREN WITH SEVERE SPEECH DISORDERS AND MENTAL
RETARDATION

Akhmatkhanova H.H., Orlova G.I., Vildanova E.L., Schoenberger E.B.
Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. Children of primary school age with severe speech impairments (NDT) have
distinctive features of speech function development indicators from children with mental
retardation (DD) of the same age. However, children with TNR may have higher scores in terms
of such parameters as praxis, gnosis, and intellectual abilities. The results obtained will make it
possible to expand and deepen knowledge about the neuropsychological features of learning
problems in primary school-age children with ASD and TNR. The results of an empirical study
have shown that primary school children with severe speech disorders and mental retardation
have an average level of impairment in all neuropsychological diagnostic tests, therefore, a
multidirectional correction program is needed that can cover all brain functions.

Key words: mental retardation, severe speech disorders, neuropsychology.

AxtyanbHocTh. C  KaxIbIM  TOAOM  pacTeT  MOTPeOHOCTh B OKa3aHWHU
CHEeUAIM3UPOBAHHON TIOMOIIM Ui JETEeH, HCHBITHIBAIOIIMX TPYIHOCTH B OOYYEHUU U
COLMAJIN3ALMU U UMEIOIINX TaKue JUarHO3bl KaK «3aJiepxkKa rncuxuyeckoro pazsutus» (3[1P) u
«rsxenbie HapymeHus peun» (THP). Onnoil u3 BakHEHIIMX M aKTyaldbHBIX 3a7ay SIBISETCS
paHHsAs JuarHoctuka. Heliporcuxojoruueckass JAMAarHOCTHKAa IO3BOJSIET  OOHApYXHUTh
M3MEHEHHUs U pa3paboTaTh METO/Abl MPOPUIAKTUKU U KOPPEKLUMH IIKOJbHONH HEYCHEeBAeMOCTHU
[1]. V nereii ¢ 3IIP nanHble HapylleHHs B OCHOBHOM OOYCIIOBJIEHBI CIIO)KHOCTSMHU B OBICTPOM
yIoTpeOIeHUH MBICIUTEIBHBIX MPOLIECCOB, a Takke HapymeHusMu ¢yHkuuonuposanus [THC,
00yCIaBIMBAIOIIUX CHIDKEHUE Temna (QYHKIMOHUPOBAHHUS CHCTeMBl B LeinoM. JleTsim c¢
3a/Iep)KKON MCUXMYECKOTO pPa3BUTUS HEOOXOOUM 3aMEJIEHHBIM TeMIl paldoThl, CHMKEHHE
CITOKHOCTH ¥ 00beMa 3amanuii [2-4].

Heab. M3yueHne HEMPONCUXOIOTHYECKUX OCOOEHHOCTEH mpobiieM oOyueHus Ierei
MJIaJIIero mkojabHoro Bo3pacra ¢ 311P u THP.

Martepuanbl u Metoabl. Hamu 66011 00ciie1oBaHbl 2 IpyNNbl UCHBITYEMbIX, B KaKI0M
u3 Kotopeix Obu1o 30 nereit ¢ quarHo3om THP, cpennuii Bo3pact KoTopeix coctaBuia 8,8 JeT u
30 pereri ¢ mmarHozoM 3IIP, cpemgnuii Bo3pacT KOTOpbIX cocTaBWil 8,4 ner. Meroasl
uccieioBaHMs: Oartapes  HeWpomncuxoJjoruueckoro wuccienoanuss no A.P. Jlypus; meron
MaTeMaTU4YeCKON CTaTUCTUKH t-KpuTeprii CThIOIEHTA.

PesyabTarel. [lpu omenke oOmiell XapakTepUCTUKU TOBEACHUS M AMOIMOHAIBHO-
JUYHOCTHBIX ocoOeHHocTed B rpymmnax THP u 3IIP nmamu OblIM BBISBIEHBI CTATUCTHYECKU
3HaYMMBbIE PA3IUYHUs 110 MapaMeTpy KPUTUYHOCTH, a TAaKXKe MO 00IEeMy YPOBHIO, YTO TOBOPUT O
toMm, uyto netu c¢ 3[IP MeHee BOBIEUEHBI B TPOIECC TECTHPOBaHUS, Oojiee HEaJACKBATHO
pearupyroT Ha 3aME4aHus CIECLUAINACTA, MPOBOMASALIETO TECTUPOBAHUE, IIPU COBEPILICHUU
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OMOOK, MCIIOJB3YIOT MEHEe aJeKBAaTHBIE METOJbI Ui PEUIeHHs NpobiieM, a Takke MeHee
YCHEIIHBl MPU HAXOXKJACHUH W HUCIpaBieHUU cBoux ommoOok. B rpymme 3I1P naGmromaercs
CpelHuM IokKa3zarenab B 1,7 Oamia, yTO TOBOPUT O TOM, YTO OHHU COBEPILAIOT OIPEAEICHHOE
KOJIMYECTBO OMIMOOK, KOTOpbIE HE JOJDKHBI MPOSBIATHCS MPU HOPMAIbHOM Pa3BUTUHU peOEHKA.
[TonoGHBIE pe3ynabTaThl HAOMIOAAIOTCS MO BCEM MHIKAJIAM y JETed C 3aJEepP)KKOH MCUXUYECKOTO
pazBuTus. lIpu oOLEeHKE peUMNpPOKHOM KOOPAMHALMM, IMPAKCHCA I03bl MaJbLEB, OPAIBHOIO
IpaKcuca ¥ MHTETPATbHOTO MOKa3aTessl HaOII0MAal0TCsl CTATUCTUYECKH JOCTOBEPHBIE Pas3IHyuns
(bmn=3 mpu p<0,01, tomr=3,5 mpu p<0,01, tomn=2.4 npu p<0,05, tomn=2,4 mpu p<0,05
COOTBETCTBEHHO), YTO TOBOPUT O JyYIlIEM KOHTPOJIE ABM)KEHUH y €Tl MIIaJIIEr0 HIKOJIBHOIO
Bo3pacta ¢ THP mo cpaBHeHuto ¢ gerbmu toro xe Bo3pacta ¢ 3IIP. Xyxke pa3BUT mpakcuc y
nerer ¢ THP, orBedaromuil 3a MHHEPBALMIO JIMLIEBOM MYCKYJIAaTyphl, IZI€ B OCHOBE TSKEIbIX
HapyILICHUH peuM JieaT HapyIICHUS KOOPAMHUPOBAHHON pabOThl MBI TPEX OTIEIIOB
nepuepuyeckoro pedeBoro ammapara: AbIXaTeIbHOTO, TOJIOCOBOTO M aPTUKYISLUOHHOTO,
paboTta KoTOpOTO, Yaiie Bcero, y nereid ¢ 3[IP He HapymieHa, T.€. y IeTel ¢ HapyIIEHUIMH Peun
nedexTsl HaOII01al0TCs TOJIBKO IIpU paboTe pedeBbIX (YyHKIMM, Torna kak y aerei ¢ 3I1P moryr
CTpaiaTh pa3jInyHbIE OTAEIIbI TOJOBHOIO MO3ra.

Campble OonbllIME CTATUCTUUECKHUE PA3IUuMsl ObUIM MOJIYYEHBI 110 HIKAJIE MPAKCUC 03I
nanbies (thmn=3,5 npu p<0,01), uro MoxkeT roBoputh 0 ToM, uto y Aereir ¢ 3I1P mokazarens
pa3BUTHUSI MEJIKOM MOTOpUKM pyK Hmke uyeM y jnereil ¢ THP, uro moxer ObITh cBsi3aHO C
OombIiel mpoOJIeMoil co CIOKHBIE TPOU3BOIBHBIMU ABMXKEHUSAMU, 00 3TOM FOBOPHUT pa3HUIA B
pe3yabTatax Ha 0.8 Oasa.

CraTucT4ecku 3HaYUMbIC pa3Nuyusl ObUIM MOJYYEeHBl MO TAaKUM IIKallaM Kak: OI[CHKa
ciontanHot peun (tHHmn=3,3 npu p<0,01) u wuccienoBaHWE aBTOMATU3UPOBAHHOW pEUU
(tormrn=2,4 tipu p<0,05), mpuyeM B 0Oeux MIKaIaxX Pe3yJIbTaThl OKa3aInuch Xyxe y aereit ¢ THP |
yem y gnereid ¢ 3I[IP, uTo MOXeT TrOBOPHUTH O HEAOCTATOYHOM DPA3BUTHU (HOHEMATHUECKOTO
BOCTIpUATUSA y AETEeH C TSDKEIbIMU HapYyIIEHUSMU PEYH, a TaKXke O 3aTpyAHEHUsx B chepe
MHTOHALMOHHOMN BBIPA3UTEIbHOCTH, KOTOpbIE XapaKTepU3yIOTCs HapyLICHUSMHU
3BYKOINPOM3HOIIEHUS M  MPOCOAMYECKOH CTOPOHBI pedd, OOYCIIOBJIEHHBIE HaIMYUEM
HEBPOJIOTUYECKONH MUKPOCHMIITOMATHKH.

BeiBoabl. Pe3ynbTaTsl SOMOMPHUYECKOTO UCCIEJOBAHMS TIOKA3AJIH, YTO Y AETEH MIIAJIIErO
IIKOJILHOTO BO3pacTa C TSKENbIMU HapYILICHUSIMHM PEUYH M 3aJePKKON MCUXUYECKOTO Pa3BUTHS
HaOrofaeTcsl CpeJHMH YpOBEHb HapyIIEHUH MO BCeM TecTaM HEeHpPOICHXOJIOrHYeCKon
JUArHOCTHKH, CJIEJJOBATE€IbHO, HEOOXO0AMMa pa3HOHAINpPABJICHHAs KOPPEKIMOHHAs MPOrpaMma,
criocoOHast OXBaTUTh Bce (YHKIMM TONOBHOro Mo3ra. [Iporpamma KOppEeKIMOHHBIX
MEPONPUITHIA JIOJDKHA HUMETh HWHAMBUAYaJIbHYIO (OpMY 3aHSITHUH, MPOBOJMMBIX Ha 0Oasze
NCUXOKOPPEKLMOHHBIX OpraHu3alui WA 00pa30BaTeNbHBIX, NPEANONAraloluX Haludnue
HEOOXOJUMBIX CIIELMATIUCTOB AJii pabOThl C JaHHOW Tpymnoi neredl (pecypcHble MIKOIbl U
nerckue canpl). IlpakTuueckass 3HAUMMOCTh MCCIEIOBaHMS 3aKIIOYaeTcss B TOM, 4YTO Ha
OCHOBaHUU TOJYYEHHBIX PE3YyJIbTaTOB MOTYT OBITH pa3pabOTaHbl KOPPEKLHOHHBIE MPOTPAMMBI
JUISl yITy4IIEHHs IIKOJIbHOW YCIIEBAEMOCTD U MOBBIIICHNS Ka4eCTBA aJalTalluy AETeH MIIAJIIEro
mkopbHOTO Bo3pacta ¢ THP m 3I1P, yuuteiBaromnme 0COOCHHOCTH MX HEUPOTICHUXOJIOTHUECKHUX
XapaKTEpUCTHK, UYTO, B CBOIO OUEPE]Ib, MOKET I1O3BOJIUTH MOBBICUTH KAU€CTBO UX JKU3HMU.
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POJIb MEXIUCLATIMHAPHOT'O ITOJXO/A B KOPPEKIIUM HAPYIIIEHUIA
[MMCbMEHHOM PEYM V IIIKOJIbHUKOB C HEBPOJIOTUYECKO! ITATOJIOTMEU B
CUCTEME 3/IPABOOXPAHEHUA

barbimesa T.T., Komuuna T.1O., Opnosa I'.1.
I'BY3 Hayuno-npaxmuueckuii yenmp oemckou ncuxonegponoauu /{3 2. Mockeul

Pedepar. /letu ¢ HEBpONIOrHYECKON NATOJIOTUM XapAKTEPU3YIOTCS PA3HOYPOBHEBOCTBIO
COUYETaHMs PA3JIMYHBIX HApYIICHWH B pa3BUTHM. [IpoBeneHHOE NEPBHYHOE  KOMIUIEKCHOE
IICUXOJIOTO-NIEJarOrMYEeCKOEe  U3y4YEHUEe  JIeTeH MJIAJLIEr0  IIKOJBHOIO  BO3pacra ¢
HEBPOJIOTHYECKOHM MaToJOrvel, MOCTYNAarIIMX Ha JiedeHHe B locynapcTBEHHOE OHOJKETHOE
YUpEXKACHUE 3IpaBOOXpaHeHus  HaydyHO-NpaKTUYECKUHA UEHTpP JAETCKOW IICHXOHEBPOJOTHH
JenapramenTta 3apaBooxpaHeHuss MOCKBBI, IIOKa3alo, 4YTO HapsALy C JABUIaTEIbHBIMU
HapylIEHUsAMM W HapyLICHHUSIMH II03HABATEIBHOTO PAa3BUTHS, 3Ta KaTeropus AETEH HMeeT
HapyLICHUs pPEYeBOro pPa3BUTHUA B IOAABIAIOLIEM OOJNBIIMHCTBE cllyyaeB. Pe3ynbraTbl
OMIIMPUYECKOTO HCCIENOBaHUSA II0KAa3ajad, YTO COUYETAaHHE CEMEMHO-LICHTPUPOBAHHOTO,
HalMEeHT-OPUEHTUPOBAHHOTO M OHONCHUXOCOLHUAIBHOTO MOAXOA0B B JICUEHHMH U KOPPEKLUHU
HApYIICHUH Pa3BUTUs OOECIICUYMBACT YCTPAHEHHWE WM CTOWKYI0 MHUHUMH3AIMIO IMPOSBICHUI
pPEUEBBIX HAPYIIEHUH, B TOM YHCJIE HAPYIIEHUH IMCBMEHHOM peuH, y JETE ¢ HEBPOJIOrM4eCKON
I1aTOJIOTUEN

Knwouesvie cnoea. Hapywenue nucomennou peyu, MyrbmuOUCYUNIUHAPHBIL NOOXOO,
He6pONI02UYecKas NAmMoa02UAL.

INTERDISCIPLINARY APPROACH TO CORRECTION OF WRITING DISORDERS
IN SCHOOLCHILDREN WITH NEUROLOGICAL PATHOLOGY IN THE HEALTHCARE
SYSTEM

T.T. Batysheva, T.Y. Kolchina, G.I. Orlova
Research and clinical Center of Pediatric psychoneurology, Moscow

Report. Children with neurological pathologies are characterized by a multi-level
combination of various developmental disorders. The conducted primary comprehensive
psychological and pedagogical study of primary school-age children with neurological pathology
who are admitted for treatment at the GBUZ Scientific and Practical Center for Pediatric
Neuropsychiatry DZM showed that along with motor disorders and cognitive development
disorders, this category of children has speech development disorders in the vast majority of
cases. The results of an empirical study have shown that a combination of family-centered,
patient-oriented and biopsychosocial approaches in the treatment and correction of
developmental disorders ensures the elimination or persistent minimization of manifestations of
speech disorders, including writing disorders, in children with neurological pathology.

Key words. Writing disorders, multidisciplinary approach, neurological pathology,
speech therapy.

AKTYalbHOCTBh. YUacTHBIIHECS CIy4ad HapyIIEHUS BHYTPUYTPOOHOTO pPa3BUTHA,
HATaJIbHBIX MOBPEXACHUNA U OCJIOKHEHUH, a Takke HeOJIaromnoiayduil MoCTHATaJIbLHOTO Meproaa
YBEJIMUMBAIOT PUCK PA3BUTHS MATOJIOTUH B JAJIbHEHIIIEM, B TOM YUCIIE IBUTaTENIbHBIX, PEUEBBIX,
KOTHUTHUBHBIX, CEHCOpHbIX U mp. Ilo nmanueiM wuccnenoBareneir, B 60% ciydaeB gerckas
HEBPOJIOTUYECKAsi NHBAJIMAHOCTD CBSI3aHA C IAaTOJIOTHEH NEPUHATAJIBHOIO MEpUOJa, MPU 3TOM
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24% cocTaBIAIOT OETH ¢ LepeOpalbHBIM MapanudoM. PeueBbie HapymieHus orMevatorcs y 70-
80% OosbHBIX € JAeTCKUM mepedpanbHbiM mapanudom (JLIIT)" [1-4]. ABTopsl cxomsaTcs BO
MHEHHH, 9TO (DaKT OTKIOHEHHS B PAa3BUTUU YCTHOM PeUH NMpPU HAPYIICHHUH MHCbMEHHON peuu
3aKOHOMepeH [4] W TMOJHOLEHHOE OBJaJEHUE IHCbMOM M UTEHHMEM HEBO3MOXHO 0e3
JOCTAaTOYHOM C(OPMHPOBAHHOCTH BCEX CTOPOH ycTHOW peun [5-7]. McxonmHoir 0a3oit
INUCbMEHHOW peun, Kak OoJiee MO3IHEH MO BPEeMEHU €€ BO3HUKHOBEHUS, SIBIAIOTCS TOTOBBIE
MEXaHU3Mbl YCTHOUM peun [8-10], KOTOpbIE 3a4acTyl0 pacCTPOCHBI Y JIETEM C HEBPOJIOTUUYECKOU
narosnorued. HapymeHus: mucbMeHHOM peur 00ycioBIEHBI HEC(OPMHUPOBAHHOCTHIO BBICIIMX
NCUXUYECKUX (YHKIMH, yJacTBYIOIIMX B MpOIECCaX YTEHUS U NHUCbMa. Takas CIIO)KHOCTh
IICUXOJIOTHYECKOM CTPYKTYpPbI MMCbMEHHOM peud yKa3blBaeT ClIEUATIUCTaM Ha HEOOXOAUMOCTh
OIOPBI HAa MEKIUCLMIUIMHAPHBIN MOJXO0/ B €€ IMarHOCTUKE U KOPPEKLIUU.

Heab. M3yuenune 3¢(eKTUBHOCTH MCIOJIB30BAaHMS MEXIUCLHUILUIMHAPHOIO IOAX0Ja B
KOPPEKLUN HApPYIIEHUM IMCBMEHHOW peuYd y MIAAIIMX IIKOJBHHUKOB C HEBPOJIOTMYECKOH
MIaTOJIOTUEM.

Matepuanbl M MeToabl. Hamu ObUI0O NPOBEACHO TEPBUYHOE  IICHUXOJIOTO-
nejaroruyeckoe usydeHue 19-tu gerei Mulamiero MIKOJIBHOTO BO3pacTa C HEBPOJOIMUECKON
[IATOJIOTUEN NPU MOCTYIUIEHUH Ha PeaOMIMTALMIO C LIeJIbI0 YCTAHOBJICHUS HAJIWYMUS U CTEIECHU
BBIPQ)KEHHOCTH HapyLICHUH B pa3BUTHUH, B TOM YUCIIE pedyeBbIX HapymieHui. Ilo pesynbratam
o0cie0BaHUs MAaLMEHTOB MYJIbTUAUCUMUILIIMHAPHON KOMaHAON CIIELUAIMCTOB, KAKIOMY Oblia
pEKOMEH/I0BaHa MHAMBHyalbHas MporpamMma peadWInTaluy, KOTOPYH MAalMeHThl MPOLUIA B
xoJie rocrnuranuzanuu. [IoBTopHas AMAarHOCTMKAa yKa3aHHOW TpyINIbl JeTed MPOBOAWIACH IO
Mepe MOCTYIUIEHUS! 3TUX NAallMEHTOB Ha MOBTOPHbIE KypChl peadWIMTallMd B T€YEHHE OJHOTO
rojia OT BpEMEHU UX MEPBUYHON JUATHOCTUKH.

Pesyabtarbl. CTOMT OTMETHTH, YTO NOCTpEaOUIMTALMOHHBIE IEPUOABI y JeTeH,
YYaCTBYIOUIMX B HCCJIEIOBAaHUHU, OBUIM pa3jIMUYHBIMM IO HIPOTSHKEHHOCTH. Takas pasHuua
NO3BOJIMJIA HaM pa3fenuTh jaerell Ha 2 rpynmel: 1) rpynma  jgetedd, KTO IMPOXOAMI
peabuIuTallMOHHbIE KypChbl peryisipHo 3-4 pa3a B Troi W 2) rpymnma Jeredl, KOTopble
TOCHUTANU3UpOBaAINCh 1-2 paza B roa. CTOUT OTMETUTh, YTO NAUMEHTHl M | W 2 rpynmsl
MOJIyYyaId JIOTONEIWYECKYI0 TIOMOIIb [0 MECTy JKUTENbCTBA B IMOCTPEaOMIMTALMOHHBIE
nepuoAsl. B pesynpraTe 3aKIIOUMTENBHOM JMATHOCTUKM IAIMEHTOB, OTMEYAETCS, 4YTO
MICUXOJIOTO-TIEIarOTHYECKOE COMPOBOXKACHUE 0€3 MEIUIIMHCKOM peaduiIuTaliyd OKa3aloch
HEI0CTaTOYHO AP PEeKTUBHBIM [2, 8-11] B cpaBHEHUU C KOMIUIEKCHON peabuIuTanueil.

BoiBoabl. Pe3ynbraThl  3MIHUPUYECKOTO HCCIENOBAaHUS IOKa3aldM, 4YTO TOJBKO
MIOCPEACTBOM MEXIUCHUIIIIMHAPHOTO COTPYAHMYECTBA, CEMEMHO-OPUEHTUPOBAHHOIO MOJXOAA,
CIaKEHHOW M IeJICHAINIPaBICHHON JESATEeNIbHOCTH CHELHMATUCTOB B 00JACTH MEAMIIMHBI,
bu3nyeckoil peadMINTAlMOHHON MEIMLMHBI, TICUXOJOTHH, Je(PEeKTOJIOIMH, CIEeHUaTIbHON
NEeAaroruku U ICHUXOJOTHU BO3MOXHO JOOUTHCA 3HAYMMBIX YCIIEXOB B KOPPEKIIHUU PEUYEBBIX
HapyIIEHUH B BO3MOKHO KOPOTKUE CPOKH.
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OLIEHKA JE®OPMAILIMI KUCTHU (CTUBAHUE U PABTUBAHUE) C
HUCIOJIBb30BAHUEM HEBPOJIOTMYECKOW OLIEHKU JEDOPMAIIN KUCTH Y
JIETEM C JUIT (NEUROLOGICAL HAND DEFORMITY CLASSIFICATION FOR
CHILDREN WITH CEREBRAL PALSY — NHDC)

bepkytosa M.1O.
@I'BY ©HI] BHUHUDK, 2. Mockesa

Pedepar. Koppekmus nepopmanuii KuCTH y JA€Tell ¢ ACTCKUM IiepeOpaibHBIM
napanuaom (LII) siBisieTrcs CIOXKHBIM, TPYAHBIM, IJIMTEIBHBIM MPOLECCOM, TPEOYIOUTUM
KOMILUIEKCHOTO TIOAXOJa W YYacTHs MEXKIUCIHUIUIMHAPHONM KOMAaHIBI CIEeNHATIUCTOB. Jlms
MJIAHUPOBAHUS U OpraHU3ALMK MOMOIIY BayKHA TUIATENIbHAs AUArHOCTUKA M aHAJIW3 UMEIOIIUXCS
HapymieHud. [l omeHkw (QYHKIMA PyK HCIOIB3YIOTCA Pa3IMYHbIE JTUATHOCTHYECKHE
WHCTPYMEHTBI, OJJHUM U3 KOTOPBIX SIBIISETCS HEBPOJIOTHMYECKasl OIEHKHU IedopMallid KUCTH Y
neteit ¢ JIIIIT (Neurological Hand Deformity Classification for children with cerebral palsy —
NHDC) no3Bosnsiroriast OIeHUTh OTPAaHUYEHUS B CTHOAHUU M pa3THOAHUN KHUCTH.

Knrwueevie cnosa. Bepxnue xoneunocmu, oegopmayuu xucmu, LI, ouacnocmuxa,
oyeHnka degopmayuii.
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ASSESSMENT OF HAND DEFORMITIES (FLEXION AND EXTENSION) USING
NEUROLOGICAL HAND DEFORMITY CLASSIFICATION FOR CHILDREN WITH
CEREBRAL PALSY — NHDC

Berkutova I.Yu.

Federal State Budgetary Institution Federal Scientific Center of Physical Culture,
Moscow

Abstract. Correction of hand deformities in children with cerebral palsy (CP) is a
complex, difficult, lengthy process that requires an integrated approach and the participation of
an interdisciplinary team of specialists. Careful diagnosis and analysis of existing disorders are
important for planning and organizing care. Various diagnostic tools are used to assess hand
function, one of which is the Neurological Hand Deformity Classification for children with
cerebral palsy (NHDC), which allows assessing limitations in flexion and extension of the hand.

Key words: Upper limbs, hand deformities, cerebral palsy, diagnostics, assessment of
deformities.

AKTYyaJIbHOCTB. Y OOJBIIMHCTBA JIETeHl ¢ IeTCKUM IepedpanbHbiM napaiandom (JLIT)
UMeroTcs 1ehopMany BEpXHUX KOHEYHOCTEH Pa3HOM CTENEHH CIIOKHOCTH, OrpaHHYUBAIOIINE
CHOCOOHOCTh HCHOJIb30BaTh CBOM PYyKHM BO BpeMs OuMaHyallbHOW jedrenbHOCTH. Jletu
UCTIBITHIBAIOT TPYIHOCTH B OOpPALICHWH C TPEJAMETaMH B IOBCEIHEBHOW KHM3HH, YTO MEIIAeT
OCBanMBaTh HaBBIKM camMooOciyxuBaHus. CBOEBpeMEHHass W KadeCTBEHHas JUarHOCTUKa
(GYHKIIUM pYK MO3BOJSIET MOCTABUTh PEATHCTUYHBIC PEAOMIMTAIIMOHHBIE IEIH, BBICTPOUTH
CTpaTeruy MOMOILH, T0J00PaTh METO/BI.

Heab. IIpoBectu omenky naedopmanuii KucTH (crubaHue W pasrubaHue) ¢
UCIIOJIb30BAaHUEM HEBPOJIOTHYECKOH oreHkH aedopmanuu kuctu y nerei ¢ JALIT (Neurological
Hand Deformity Classification for children with cerebral palsy — NHDC) [1,2].

Marepuaiabl M MeTOAbl. AHAJINW3 JHUTEpaTyphl, HAOIIOAEHUE, OLEHKa CTENeHU
nedopmaruu kucty 1o mkaire NHDC.

Pesyabrarsl. Mbl mpoBenn OLEHKY JedopManuu KUCTH (crubaHue M pasrubanue)
HauOonee GyHKIIMOHAIBHOU pyku y 47 nereit ¢ nuarnozom JILIT B Bo3pacte ot 1 roga o 16 ner,
UCTIONB3Ysl HeBposioruueckyro oreHky aedopmanuu kuctu (Neurological Hand Deformity
Classification for children with cerebral palsy — NHDC). Bce y4acTHHKH HCCIIEIOBaHUS UMEITH
MOBBIIIEHHBIN MBIIIEYHBII TOHYC B pykax W B Horax. Ilo kmaccupukammun GMFCS 4 peGenka
umenu 1 yposeHsb, 11 yenoBek — 2 ypoBeHb, 12 yenoBek — 3 ypoBeHb, 10 yenoBek — 4 ypoBEHb,
10 genoBek — 5 yposens. Ilo knaccuduxanum MACS 8 nereit umenu 1 ypoBens, 15 yenosek — 2
YpOBEHB, 8 UETOBEK — 3 ypOBEHb, 6 yenoBek — 4 ypoBeHb U 10 yenoBek — 5 ypoBEHb.

Hns  Toro, uToObl paznuuarh aAedopManuio crubaHus M pa3THOaHUA  KUCTH
knaccupukanuss NHDC Britouaer 4 otaensHble Kateropuu nedopmanuu crudanus (ot F1 mo
F4) u nBe kareropum ans nedopmarmu pasrudanus kuctu (E1 m E2). F1 — otHocuTcs k
MIOJIOKEHHUIO PYKH, TIPH KOTOPOM 3arsicThe crubaercs Ha 20 rpamgycoB wim MeHbine. F2 u F3 —
OTHOCATCS K TOJOXEHUSAM DPYK, MPH KOTOPBIX CrubaHue 3amsicThs npeBbimaer 20 rpaaycos.
Pasamma B Tom, uro B F2 peOcHOK MOXET aKTHMBHO pas3ruOarh 3amsicThe, Torja kak B F3 -
aKTUBHOT'O Pa3ruOaHus 3amsicTbs He HaOmojaercsa. F4 — 3amsicTbe M Maiblbl COTHYTHI U HET
AKTUBHBIX JBM)KCHUH 3aIsCThsl ¥ NanbleB. E1 — OTHOCHTCS K TOJIOKEHHUIO PYKH, TIPH KOTOPOM
3aMACThe HAXOOUTCS B pA30THYTOM IIOJIOKEHHH, PEOEHOK MOXKET COBEpIIATh JIBHKEHUS
nainpuaMu. E2 — kareropus, mpu KOTOPOM 3aIsICThe Pa30THYTO, aKTUBHBIX JIBH)KEHHM MajablaMU
He HabJoJaercs.

VY 12 nereit 3amsictee crubaercs Ha 20 rpagycoB u menbme (F1). 12 gereit cBoGomHO
crubaroT 3amsictee Oonee yeMm Ha 20 rpaaycoB W pasrubaror camocrositenbHo (F2), a 5 nmereit
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MOTYT CTH0aTh, HO HE MOTYT caMu pa3oruyTh (F3). Y 4 nereit 3ams1cThe U MabIIbl COTHYTHI U HET
aKTHBHBIX JBIWKEHUU 3amscThsd W mnanblieB (F4). ¥V 12 dYenoBek 3amsicThe HAXOIUTCS B
pPa30THYTOM TIOJIOKEHUH, HO TPU ITOM pedsiTa MOTYT CaMOCTOSITENILHO COBEPIIATH JBHKECHUS
naneiamu (E1). ¥V 11 geteit 3ansicTbe TakKe B COCTOSHUM Pa3ruOaHusl, HO aKTHBHBIC JBUKEHUS
nanbiiamu oTcyTcTBYIOT (E2). Takum oOpaszom, y Bcex 47 aereld — y4aCTHUKOB HCCIIEIOBaHUS
UMEIOTCS TPYAHOCTH B CrubaHud W pa3ru0aHUU KHUCTH, OKa3bIBalollee BIHUSHUE Ha
MaHUTYJISTUBHYIO (QYHKITHIO PYK.

BoiBoabl. JlanHble wuccienoBaHUS HArMSAHO IIOKa3ald, YTO TPU MOBBILICHHOM
MbIlIeyHOM TOHYyce y aereil ¢ JILII mpucyTcTBYIOT OrpaHW4YeHHs B CTMOAHUM M pa3ruOaHuu
KHCTH pa3HOM CTENEHU CIOKHOCTH. OTO CHHUXKAET YCIEHIHOCTh HCIOJIb30BaHUS PYK B
MOBCE/IHEBHON »W3HU, B OCBOCHHH JOCTYIHBIX HABBIKOB CAaMOOOCTY)KWUBaHUS, BIUSET Ha
rpadomoropubie HaBbIkU. [l0 Mepe pocTa HabOmaeTCs yBETUYEHHUE CTENEeHU AeopMariuii.
[ToydeHHbIE TaHHBIE MBI UCIIOJIE3YEM B COCTABIICHUU TUTaHA PeaOUINTAIIMK, BEIOOPE METO/IOB U
NOIXO0J0B: (U3NYECKUE YIPaKHEHHUs, IeJICHAllpaBlIeHHas TPEHUPOBKA, OPTE3UPOBAHUE,
OMMaHyaJIbHBIN TPEHUHT U JP.
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I'BY3 Hayuno-npakmuyeckuil yenmp 0emckou ncuxornesponozuu /[3 2. Mockewvl

Pedepar. Y gereii ¢ HEIOCTaTOYHO CHOPMUPOBAHHBIMU T'PahOMOTOPHBIMU HABBIKAMH
YBEJIMYUBACTCS HArpy3Ka B IIKOJbHBINA mepuoia. YToOsl n30ekaTh IOMOIHUTENBbHON Harpysku
ClelyeT pa3BUBaTh TIpa)OMOTOPHBIC HABBIKM C paHHETO Bo3pacTa. Mbl yaenseM ocoboe
BHHUMaHuE UHPOPMUPOBAHUIO poauTesiel 00 UX POJIH B JAaHHOM IIpOLIecCe.

Kntoueswie cnosa: cpagpomomopnvie nasvixku, oemu ¢ OB3, OykeenHuvlil 2HO3UC

PREPARING THE HAND OF A CHILD WITH DISABILITIES FOR WRITING
Bogdanova O.V., Bondareva O.0., Galkina A.S., Kharitonova P.Yu.
Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. Children with insufficiently developed graphomotor skills experience
increased workload during the school period. To avoid additional workload, graphomotor skills
should be developed from an early age. We pay special attention to informing parents about their
role in this process.

Keywords: graphomotor skills, children with disabilities, letter gnosis

AKTyajabHOCTh. B  Hacrosiiee BpeMs  yAenseTcs  HEAOCTAaTOYHO  BHUMAHMUS
LIEJICHAIIPABJICHHON IOArOTOBKE PYKM K IHMCbMY B JIOLIKOJBHBIM mepuoxa. Yacro poaurenu
HEJ0CTAaTOYHO O0palaloT BHUMAHME HAa TO, KaK pPEOEHOK JAEPKUT MHUILYIIUNA HHCTPYMEHT,
OpUEHTUpYETCA JHM peOeHOK Ha JsucTe Oymarw, coOJarofaeT JM MpOHOpLMH, H300paXkas
npeaIMeTsl. Y MHOTMX pOJUTENEH CIOXKUIOCh MHEHHE, YTO IOATOTOBKA PYKH K IHUCBMY
HAuMHAeTCs 3a roJl 0 MOCTYIUICHUs B NEPBbIM Kjlacc WM, KOoraa pedeHKa yyaT nucaTb OYKBBI.
OT0 MHeHHEe OmMOOYHOE W BaXHO IOHMMATh, YTO pa3BUTHE TIpa)OMOTOPHOTO HaBBIKA
3aKJIaJbIBacTCSd B PaHHEM Bo3pacTe. FIMEHHO MO3TOMY Tak Ba)K€H BKJIAJ POJUTENIEH B JAHHBIN
nporecc. Y OOIBIIMHCTBA AETEH CTAapIIEro JOMIKOJIBHOTO U MIAJIIErO IIKOJIBHOIO BO3pAacCTa,
nocTynarommx Ha peabunuranuto B Ham HIIL, cnenmanucTel oTMEYarOT HEIOCTATOYHOCTH
c(OpMUPOBAaHHON TpaOMOTOPHBIX HABBIKOB, YTO MPUBOAMT K JONOJHUTENILHON Meperpyske
pebeHKka B mKoIbHBIN eproa [Ommoka! McTOYHHK CCHUIKHM He Haii/ieH. ].

Marepunansl m Meroabl. Pa3zButve rpa@OMOTOPHBIX HABBIKOB HAUMHAETCS €IIe C
MJIaJICeHYECTBA U BKJIIOYAET B ce0sl CIIEAYIOIIHNE ATAIbI:

e Ha mnepBom »3Tame peOEHOK JOHKEH HAyYUThCS MAHHUITYJIMPOBATh C Pa3HBIMU
npeaMeTamMu. 371eCh HYXKHO YYHMTBIBATh, YTO KaXKJbIil MpeIMeT MOApa3syMeBaeT CBOM CIocod
XBaTa, pa3Hble MO3bl KMUCTU U ONPEAEICHHYI0 KOOPJIMHALNIO JEHCTBUH, MO3TOMY HEOOXOAUMO
TPEHUPOBATh Pa3HbIE XBAThI, KOTOPBIE JOJKHBI ObITH ABTOMAaTU3UPOBAHBI.

e Bropoil »stam- 310 o0OydyeHue pucoBaHHi0. OCOOEHHO Ha HayalbHBIX ATamax
(dopMHpOBaHUS ITOrO HaBbIKA JOJDKHA OBITh MOTHMBALUS M MOJJIEP’KKAa peOeHKa CO CTOPOHBI
B3pOCJIOT0. 371€Ch MOKHO MCIIOIb30BaTh MPUEM COBMECTHOI'O PHCOBaHUs (B3pOCibI U peOEHOK
PHUCYIOT O/IHY KapTHHY). PEOEHOK B 3TOT MOMEHT IOJIpa’KaeT B3pPOCIOMY.

e Tperuit sram — 3TO OCBOEHHE MNPEA-NMHUCbMEHHBIX I'padUUECKUX HABBIKOB. 3]1€Ch
Ba)XHO, 4TOOBI peOCHOK CHayajla Hay4yHJICS PHCOBATh 0Aa30Bble 3JIEMEHTHI (IAJIOYKU C Pa3HbIM
HAKJIOHOM, KPYI'H, OBajibl). B 3TOT mepuoa peGeHOK y4uTCs YAEepKUBaTh CTPOKY; YIPaBISTh
MITPUXOM (pa3Hble HAKJIOHBI NMHCbMA), PUCOBATh 3JEMEHTHl PAa3HOrO pa3Mepa, MOJ Pa3sHbIM
HAKJIOHOM; C Pa3HbIM HIaroMm (PUCOBAHME MEXAY IJIEMEHTaMH), MCIIOIb30BaTh PAa3HBIA HAXKHM.
Bce 310 oTpabartbiBaercst B pucyHke. Poib B3pociioro npu  3ToM 00y4eHUU NPUAYMBIBATh TaKHUe
3aJJaHus U YIPaXKHEHHs], B KOTOPBIX 3TO BCE MOXHO 0TpaboTaTh. Bece onrcaHHbie BbIlle HABBIKU
JIOJDKHBI OBITH OCBOEHBI PEOEHKOM K CTaplieMy JOLIKOJIBHOMY BO3pacTy, KOIJa HAaYyMHAIOT
(bopMHUpOBaTbCA HEMOCPEICTBEHHO TIpaoOMOTOpHBIE HaBBIKU. ['pad)oMOTOpHBIE HABBIKU- ATO
IPUBBIYHOE TOJIOKEHUE U JBM)KEHUE MUIIYIIEH PYKH, KOTOPbIE MO3BOJIAT N300pakaTh OYKBHI U
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ux coeauHeHus. [IpaBuibHO CPOPMHUPOBAHHBIA HABBIK MO3BOJSET HAMUCaTh OYKBBI YETKO
paz00punBO, KPacHBO M OBICTPO. TakuM 00pa3oM, yCIEIIHOCTh OBIAJACHUS MUCHMOM 3aBHCHUT OT
TOr0, KaKk XOpOIIO IOATrOTOBJIEHA Yy peOEHKa pyKa M HACKOJIBKO y HEro pas3BUTa MeJKas
MOTOpPHKA KUCTEH U MajibleB PYyK.

Bo Bpems nedexronornueckoro odcienoBanus pedeHka, Mbl o0OpaniaeM BHUMaHHE Ha
TO, Kak peOCHOK TMpH BBIIOJIHEHUU 33JaHUN MAHMUITYIUPYET pa3HbIMU IpPEAMETaMU,
NOJCTpanBAaeT JM XBaT NoJ (HopMy W pa3Mmep MpeaMeTa, HACKOJIbKO pa3BHUTA COIVIACOBAHHOCTh
neiicTBuil 00enx pykK, ompenerneHue Benyiiend pyku. JleTu ¢ orpaHuYeHHBIMH BO3MOXHOCTSMU
310poBbd  (OB3) HykaarTCsI B  COOTBETCTBYIOIIMX KOPPEKIMOHHBIX MEpONPUATHUSX,
HAIpPAaBJIEHHBIX Ha pa3BUTHE MHTEpeca K TaHHOMY BUJIY JESATEIBHOCTH, a TAaKXKE «TOTOBHOCTH
PYKH K BBIIIOJHEHHIO HEOOXOAMMBIX JIBHKEeHUI. Ha KOpPEKIIMOHHBIX- Pa3BUBAIOIINX 3aHATHIX
CHEIMANIMCTHI HAIIETO LEHTPA UCHOJB3YIOT Pa3IMYHbIe METOJBI Ui Pa3BUTUS TPadOMOTOPHBIX
HaBbIKOB y gneteir ¢ OB3. Brpibop 3>THX METOJOB 3aBUCHT OT BO3pPAcTa WHAWBUIYAIbHBIX
ocobeHHOCcTell peOeHka. MOKHO BBIIEIUTh OCHOBHBIE HAIPABJICHUS KOPPEKIMOHHON PadOTHI
HaIIUX CHELMAIUCTOB:

®  CIOJIb30BAaHME WIP C IMpeIMeTaMU Ha HallpshKeHHe M pacciablieHue MalblieB PYK
(IpUILENKH, NHHLETHI, IUIETKHU, IOMEIIEHUE NPEIMETOB B OINPEACIECHHYIO EMKOCTh C
pope3siMU U T.1.);

e Urpbl Ha COIVIACOBAHHOCTh [JEHCTBUN pYK (HamMaTbIBaHUE HUTOK HA KaTyUIKY,
BBIpE3aHNE HOXKHUIIAMH, ITHYPOBKa (peOCHKY IMpeyiaraeTcsi HaHU3bIBaTh OOJbIINE OYCHHBI HA
TOJICTYIO ¥ TYT'yIO BEPEBKY. 3aTeM MOCTEIEHHO MepexoauM Ha Ooyiee TOHKHE BEPEBKU (LIHYPKH,
HUTKH) U OyCHHBI MEHBILIETO pa3Mepa.) UTPBI C KyOUKaMH U T.1);

®  Urpbl HAa 3pPUTEIHHO-MOTOPHYIO KOOPJIMHAIUIO (TIPOKANbIBAaHUE 3yOOUNCTKAMU ABIPOK
M0 KOHTYPY PUCYHKA, «IIPOX0XKACHUE» TaOUPUHTOB U T.1);

e  UIrpbl HA pa3BUTHE JUHAMUYECKOTO MpaKcuca pyK (MaJlbuyuKOBas TMMHACTUKA);

®  UTpHI Ha pa3BUTHE MPOCTPAHCTBEHHOTO OPUEHTUPOBAHUS (TpapHUeCcCKUe TUKTAHTHI);

e urpel Ha pa3BUTHE TpaUUECKUX HABBHIKOB (LIITPUXOBKH, INPOBEICHHE JIMHUN TI0
obpasiy u T.1);

e urpsl Ha popMupoBaHNEe OYKBEHHOTO T'HO3MCA U 3pUTEIHHOr0 00pa3a OyKB.

Taxoxe B cBoeil paboTe MbI HCHOJB3YyEM YHPAXHEHMS A pyK M3 Meroauku JleoHuna
3enpauHa: pa3MHHKA PyK caMOMacca)XxeM (JUIsl TMOBBIIMIEHHUS KOHTPOJS TOJOKEHUS KHUCTU U
HaJlblEB PYyK); YIPaKHEHHs C KapaHAalmoM (JUIsl yIy4IIEeHUs BIIQJACHUS HHCTPYMEHTOM U
MOBBILIICHUS TUIACTUYHOCTH KHUCTU U BapHATUBHOCTH JIBM)KEHHH); MOCTAHOBKA 3axBara (Jjs
OBJIAJICHUS TPaBWJIBHOM TEXHUKM YAEpXKaHMs KapaHAalla, PYYKd M JAPYTUX IHMHUCBMEHHBIX
IpUHAJJIE)KHOCTEN). BaxkHO He 3a0bIBaTh, YTO NMpHU pabOTE ¢ TAKUM JIE€TbMU CHEIUAIUCTY HYKHO
YUUTBIBaTh YPOBEHb PAa3BUTHUS MEJIKOH M KpPYIMHOM MOTOPHKM pyK peOeHKa U CTeleHb
BhIpakeHHOCTH 3a00eBanus [Ommoka! MCTOYHHK CCHIKH He HaiileH. |

BeiBoabl. [1onBOasS UTOTH BCETO BBINIECKA3aHHOTO CJIENYET HAIOMHUTB, YTO HABBIK — 3TO
JeiicTBUe, KOTopoe, Oiarogapss MHOTOKPaTHOMY IOBTOPEHUIO, BBINOJIHSAETCS HEOCO3HAHHO, TO
€CThb JIOBEJICHO /10 aBTOMaTu3Ma. HaBbIKM OBIBAlOT MOTOPHBIE, MBICIUTEIbHbIE, CEHCOPHBIE U
HaBbIKM TOBeAeHUd. ['padhoMOTOpHBIE HaBBIKM OTHOCSTCS K MOTOPHBIM M O0O3HAUYalOTCs Kak
KOHKPETHOE pAacClOJIOKEHUE W [BIKEHHUS NUIIYIIEH pYyKH, KOTOPOE [aeT BO3MOXKHOCTB!
pHCOBATh, pacKpallilBaTh, KOMUPOBATh MPOCTHIE Y30pbl, COEAUHITh TOYKU, BEPHO YIEP>KUBAThH
nuiymmii npeamer. dopmupoBaHue rpadOMOTOPHBIX HABBIKOB — 3TO OJUH U3 JIOITHX HU
CIIOXKHBIX TIPOIECCOB B PAa3BUTHM KOTHUTHUBHOHN cdepbl pebdenka. [loaToMy ycmenrHocTh
OBJIa/ICHUS TpapUUeCKMMH HaBbIKAM BO MHOTOM 3aBHUCHUT OT BOBJICYEHHOCTU POJAUTENIEH B 3TOT
MpoIIecC, UMEHHO MOATOMY B CBOEH paboTe MBI ynelsieM 0coboe BHUMaHUE WH()OPMHUPOBAHHIO
poauTenel o0 UX posiM B JAHHOM Hpolecce, 00 3Tamax (popMHUpOBaHHE HaBBIKA, O BAXKHOCTH
3aKpeIyIeHUs] W aBTOMAaTH3allMM KaXkJIOTO IIOJIyYeHHOTO paHee HaBblka. Ecimu poautenu
YUNTBIBAIOT BCE JIaHHBIE UM PEKOMEHJALMU OT CHELMAIUCTOB, TO MPH KaXAOW MOCIEIyIOIEn
TOCMUTAIU3AIMN OTMEYAETCs TOJOKUTENbHAS TUHAMHUKA B OCBOEHUH IPaQ)OMOTOPHBIX HABBIKOB.
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OOOEKTHUBHOCTDb POAUTEJIBCKOI'O ITOBEJIEHUA B CEMbAX
JOHIKOJIbBHUKOB C CJIBTI"

boiiko E.A., UBanuyk E.B., Ilegan E.B., bakymenko B.U., Pakos /I.B., 'ynuenko M.M.
I'BY3 Hayuno-npakmuueckuii yenmp oemckoiui ncuxounesponozuu /[3 2. Mockewvi
Pe3rome. VccrienoBanue nocBsieHo oeHke 3(h(HEeKTUBHOCTH POAUTENIBLCKOTO MOBEIECHUS

" BOCIIMTATCIIBHBIX CTpaTeFI/Iﬁ y MaTepeﬁ JOMIKOJIBHHUKOB C CUHAPOMOM I[e(i)I/IIII/ITa BHUMAaHUS U
THIICPAKTUBHOCTBIO (CI[BF) CemMeitnas cpcaa U CTHJIb BOCIIUTAHUSA OKA3bIBAKOT 3HAYUTCIILHOC
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BnusHue Ha cumnrombl CJIBI' u coumanbHyro ajganrtaunuio jgered. MeToasl uccieqoBaHus
BKJIIOYAJIM aHKeTUpoBaHue 38 wmartepedl ¢ wucnonb3oBaHueM «llIkaasl poOOUTENHCKOTO
NOBEIECHUA» U «AabdaMCKOro OINpPOCHUKA NPAKTUK pojuTesbeckoro BocnutaHus (APQ-PR)».
OcHOBHBIE  pe3yNnbTaThl IOKa3ajld  BBICOKYKO  PaclpoCTPaHEHHOCTh  Hed((HEKTUBHOTO
POIUTENLCKOTO  TOBEIECHUSI CpPEOu  Y4YaCTHUKOB: TOBEJCHHE OOJIBIIMHCTBA  MaTepei
XapaKTepU3yeTcs «PEAKTUBHOCTBIOY, «MHOTOCIIOBHOCTBIO, «MSITKOTEJIOCTBIO» u
«HETIOCJIeIOBATEIILHON TUCIUIUIMHONY. [lomydeHHbIe NaHHBIE TOTYCPKUBAIOT HEOOXOIMMOCTH
KOMILIEKCHOM IICUXOJIOTMYECKON MOIIEPKKU CEMEN, OPUEHTUPOBAHHON HE TOJBKO HAa CHUYKEHUE
nposieinenuit C/IBI" y nereif, HO Tak:ke Ha TapMOHM3ALMIO CTHJISI BOCIIUTAHUS JJISI TIOBBILICHUS
YCIELIHOCTH COLMANU3aluY peOeHKa U YIy4IlIeHHs KauecTBa KU3HU CEMbHU.

Knwuesvie cnoea. cunopom Oeuyuma 6HUMAHUA, 2UNEPAKMUBHOCMb, CEMbS,
gocnumanue.

EFFECTIVENESS OF PARENTAL BEHAVIOR IN FAMILIES OF PRESCHOOL
CHILDREN WITH ADHD

Boyko E.A., lvanchuk E.V., Pedan E.V., Bakumenko V.., Rakov D.V., Gunchenko
M.M.

Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. The study is devoted to the assessment of the effectiveness of parenting
behavior and educational strategies of mothers of preschool children with attention deficit
hyperactivity disorder (ADHD). Family environment and parenting style have a significant
impact on ADHD symptoms and social adaptation of children. The research methods included a
questionnaire survey of 38 mothers using the "Parenting Behavior Scale™ and the "Alabama
Parenting Practices Questionnaire (APQ-PR)". The main results showed a high prevalence of
ineffective parenting behavior among the participants: the behavior of most mothers is
characterized by "reactivity"”, "verbosity"”, "softness" and “inconsistent discipline”. The data
obtained emphasize the need for comprehensive psychological support for families, aimed not
only at reducing the manifestations of ADHD in children, but also at harmonizing the parenting
style to increase the success of the child's socialization and improve the quality of life of the
family.

Key words: attention deficit hyperactivity disorder, hyperactivity, parenting, family.

AxkrtyanabHocTb. CemeilHas cpega UWIpaeT  KIIOYEBYKD poJib B Pa3BUTHHU
MICUX0IMOIMOHAIBHBIX XapaKTEPUCTUK peOeHKa, (POPMUPOBAHWM KOTHUTHUBHBIX (QYHKIUA U
COLIMANIFHOM ajanTaluu pebeHKa C CHUHIPOMOM JAe(HIMTa BHUMAaHUS W THIEPAKTUBHOCTHIO
(CABI'). CornacHo COBpEMEHHBIM HCCJIEIOBAHHAM, CTUJIb BOCIIUTAHUS OKA3bIBAET BIIUSHHUE Ha
cTeneHb BblpakeHHOCTH cumnTomMoB CJIBI' u kadecTBO ku3HU peOeHKa: Mocie10BaTelbHOCTD
BOCIIUTATEIbHBIX MeEp, TPUMEHEHHE aJEeKBAaTHBIX METOJOB TMOOUIPEHUsS M HaKa3aHus
CIOCOOCTBYIOT CHIDKEHUIO YPOBHS TPEBOKHOCTH, YTYUYIICHHIO WCIOIHUTENBbHBIX (YHKIUN U
IMOIMOHANBHOW peryisiiun y netedd [1]. TlpumenseMble poauTesMu Haka3aHHs BIHMSAIOT Ha
COIIMAJIHOE TIOBeJeHHE peOeHKa: Upe3MEpHO >KeCTKHE (POpPMbI BO3EHCTBHS MOBBILAIOT YPOBEHb
arpeccud, a 4YeTKO YCTAaHOBJIEHHbIE TMpaBUja CHOCOOCTBYIOT (DOPMHPOBAHMIO —aJIalITUBHOTO
noBeaeHust y nereit ¢ CABIT [2]. Takum oOpa3oM, MccieqoBaHHE POTUTENBCKOTO TOBEACHHUS U
rapMOHHU3alMsI METOJIOB BOCHUTAHUs JIeTeil nomkoiapHOoro Bo3pacra ¢ C/ABI' umeer 3HaueHue
uist  GOpMHUPOBAHUS TAPMOHMYHOM IUYHOCTH peOCHKAa U MPEAYNPEeKISHUS HETaTUBHBIX
[IOCJIEACTBUN 3a00JIEBAHMS.

Heab. Ouenuts >(PGEKTUBHOCTh POIUTENBCKOTO TIOBEICHUS U BOCIUTATENBHBIX
cTpateruii y matepeit nomkonpHIKoB ¢ C/IBT .
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Matepuanabl u Metoabl. Ha Gaze J[neBHoro cranmonapa Nel u KoncynbpratuBHOTO
noymkiInHIYeckoro  otaenenuss ['bY3  «HIIL AIl» J3M Obuia mpoBeneHa OIEHKA
3G (HEKTUBHOCTH  POJIUTEILCKOTO TIOBEJIEHUS W  BOCIHTATENBHBIX CTpATETWil Marepei
nomkonbHuKOB ¢ CIIBI'. B uccinenoBanuu npuHsuio yyactue 38 marepeil nereit ot 5 1o 7 jert ¢
ycraHoBleHHBIM quarHo3oM CJIBIT u xanobGamu Ha moBeneHue peOeHKa (MMIYJIbCHBHOCTb,
HEYCHUYUBOCTh, HEBHUMATEIBHOCTb, arpeccHuio, HEYIpaBliieMOE MOBEICHUE, HEMOCIyIlIaHue,
HapyleHHe OOIIECTBEHHBIX HOPM TIOBEJCHHMS, TPYAHOCTH B TOATOTOBKE K MIKOJE).
Uccnenoanne 3(h(HEKTUBHOCTH POIAUTEIHCKOIO TMOBEACHUS M BOCHUTATEIBHBIX CTpaTeruit
npoBoawioch npu nomomn «llkanmsl poaurTenbckoro mnoBeneHus» [3] u «AmabamMckoro
OTPOCHHUKA MPAKTUK poauTeabckoro Bociutanus (APQ-PR)» [4].

PesyabraTel. Ilo pesynbratam uccienoBanus y 84,2% marepeil, BOCHUTHIBAIOIINX
nomkoybHUKOB ¢ CJIBI', BeIsBIsAeTCS Hed(DPEKTUBHOE POIUTEIHCKOE ToBeacHHE. M3 HHX y
78,1% w™atepeil oTMedaeTcsi BBICOKMI Oajul MO MIKale «PEaKTHBHOCTH», MOBEJCHHE TaKHUX
MaTepell  XapaKTepu3yeTcsi HMITYJbCUBHOCTBIO, Pa3ApaXKUTEIbHOCTBbIO, MEPUOANYECKUM
npuMeHeHneM (HU3UYeCKUX HakazaHui. Y 62,5% wmarepeld HaOnromaeTcst BBHICOKMH Oamn 1o
IKaJIe «MHOTOCIIOBHOCTBY, UTO OTPakaeT HEIMTOHUMAaHHUE POJIUTEIEM BO3PACTHBIX OCOOCHHOCTEH
pebeHka, MCIoJIb30BaHMe CI0KHBIX PAcIPOCTPAaHEHHBIX (hpa3 MpU B3aUMOJICHCTBUN, HEYETKOCTD
dbopmynupoBok. 84,4% marepeil HaOpaau BBICOKMN Oalll MO IIKaje «MSATKOTENOCTbY, ISl UX
MOBEJICHUS XapaKTEpHO HEIMOCIEA0BAaTEIbHOCT, BO  B3aUMOJCHCTBUU M pealH3aluu
YCTaHOBJICHHBIX paHee MpPaBHJI, NMPOTUBOPEUMBOCTH TPeOOBaHUIl, MOJBEP)KEHHOCTh YroBOpaM
pebenka. Takke 1O pe3yabTaTaM HCCIEIOBAaHUS AaCHEKTOB POAUTEIBCKOTO BOCIUTAHUS,
CBS3aHHBIX C MoBelaeHUeckumu mpodnemamu aerer (APQ-PR), y 86,8% wmartepeit otmeuaercs
BBICOKHMI 0aJut MO IIKaie «HEeMOoCIe0BaTeIbHAS TUCIIUILIHHAY, YTO COBIAIACT C IMOKA3aTeNIIMU
«I1Ixanbl poaUTENBCKOTO MOBEACHUI». Toraa Kak, COriaCHO UCCIIEOBAaHUSIM, YeTKasi CTPYKTypa
B BOCHHUTATCIBHOM IPOLECCC BaXXKHA JII TAPpMOHUYHOTO Pa3BUTUSA WU BOCIIMTAHUSA pe6eHKa C
CABI [5].

BeiBoabl. Takum 00pa3oM, ICHXOJOTHYECKYIO MOMOINb ceMbsiM ¢ pedenkom ¢ CJIBIT
1esecoo0pa3sHo HANpaBisATh HE TOJBKO HAa KOPPEKLHUIO CHUMITOMOB THIIEPAKTUBHOCTH H
I[e(bI/IHI/ITa BHUMAaHUA Yy pe6eHKa, HO M Ha TapMOHH3alWIO CTHJIA BOCHUTAHUA, YTO MOKET
00JIErYuTh COLMAN3AINI0 peOeHKa, YIYUIIUTh Ka9eCTBO KU3HU CEMBHU.
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TICUXOJUATHOCTUYECKA I OLIEHKA COCTOSHUA IETEN C
COMATOBEI'ETATHBHBIMHY HAPYHIEHUAMU, ACCOLITMMPOBAHHBIMHU CO
CTPECCOM

byknnanu A.M.l'Z,COpOKI/IHa B.B.l’z, AnekceeBa M.B.l‘z, TuxoHOB C.B.l‘z, Barbimesa T.T.}?

T ocyoapcmeenHoe 0i00cemHoe yupexcoerue 30pasooxpanerus 20pooa Mockal
«Hayuno-npaxmuueckutl yenmp oemckotl ncuxounesponozuu [lenapmamenma
30pagooxparnenusi 20pooa Mockewly, Mockea, Poccusi.

‘@I'EHY «DedepanvHulil HAYYHBIU YEHMP NCUXOTOSULECKUX U MENCOUCYUNTIUHADHBIX
uccneoosanuiiny, Mockea, Poccus.

AnHoTanus. PaboTa nocasiieHa OLiEHKE COINIACOBAaHHOCTH 1OKAa3aTeled TPEBOKHOCTH U
JIeTpeccun y JieTeid Ha OCHOBAaHMHM CTaHAAPTH30BAaHHBIX M PHCYHOUHBIX MeTOAMK. Bceero B
UCCIICIOBAaHUM TOY4acTBOBaM 94 pebeHka — 44 M3 HUX MPOXOAMIH KOMIUIEKCHYIO MEIUKO-
IICUXOJIOTHYECKYIO peaOMIUTALMIO B CBSI3U € KajloO0aMU Ha COMATOBEr€TaTUBHBbIC HApyILEHHUS,
apyrue 50 nereil mpoXOJWIM BOCCTAHOBJIEHUE I1OCIIE OPTONEAMYECKHUX OINEepaluid, BBICTYIas
KOHTPOJIbHOM TIpymnmoil. Pe3ynbTaTel AHAarHOCTMKM HAa OCHOBAHUHU CTaHJIAPTU30BaHHBIX
NICUXOAUArHOCTUYECKUX METOJMK M Ha OCHOBAaHUHU PUCYHOUHBIX METOJMK I1OKa3ald CXOJHbIE
IOpU OLIEHKE TPEBOI'M M JIENPECCHM, OTPa3uB JAMHAMHUKY COCTOSHHUS HCCIEAYEMbIX TIpYIII.
Jenaercs BBIBOJ O TOM, UYTO CTaHAAPTU30BAaHHbIE U PHUCYHOUYHBbIE (IIPOEKTUBHBIC)
IICUXO0JIMarHOCTUYECKHUE METOIMKHA MOTYT MCII0JIb30BaThCsI KaK B3aMMOAONOIHSIOIIHE.

Kniouegwie cnoga: ncuxoouacnocmuka, oenpeccus, mpegoea, 0emcKas peaduiumayus,
NPOeKmugHvle Memoobl, PUCYHOUHbBIE MEMOOUKU.

Pabora BeImosiHeHa npu (prHAHCOBOM moznepkke npoekra Poccuiickoit deneparueil B
mue Munoopuayku Poccun (Cornamenne Ne 075-15-2024-526)

PSYCHODIAGNOSTIC ASSESSMENT OF THE CONDITION OF CHILDREN WITH
SOMATOVEGETATIVE DISORDERS ASSOCIATED WITH STRESS

Bukinich A.M. *2, Sorokina V.V.?, Alekseeva M.V. *?, Tikhonov S.V.*?,
Batysheva T.T.%?

'Research and clinical Center of Pediatric psychoneurology Moscow, Moscow, Russian
Federaition
?Federal Scientific Center for Psychological and Interdisciplinary Research, Moscow, Russian
Federaition
Abstract. The work aims at consistency assessment of anxiety and depression indicators
in children based on standardized and drawing methods. A total of 94 children participated in
the study - 44 of them underwent complex medical and psychological rehabilitation for
somatoform disorders, the other 50 children underwent recovery after orthopedic surgeries,
acting as a control group. Diagnostic results of standardized psychodiagnostic techniques and of
drawing techniques showed similar results, adequatelly reflecting the dynamics of the state of
the studied groups. It is concluded that standardized and drawing (projective) psychodiagnostic
methods can be used as complementary.
Key words: psychodiagnostics, depression, anxiety, children's rehabilitation, projective
methods, drawing methods.
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AKTYaJqbHOCTh. AKTYaJIbHOCTh JAaHHOTO HCCIIEOBAHUS OMPEICNSETCS TPYIHOCTBIO
JTUArHOCTHKU SMOLIMOHAILHOTO COCTOSIHHS JIeTel ¢ MOJO3PEHUSMH Ha IMCUXOCOMATUYECKYIO
OPUPOZy COMATOBETETATUBHBIX  HapymieHHHd. CTaHAapTH30BaHHBIE ICHXOMETPHUYECKHE
METOJIMKH MOJBEP>KEHBI HCKAXKEHUIO B CIIydae, ecil peOeHOK KelaeT UCKa3UTh pe3ysbTaThl, U B
IeJIOM 00J1aJaf0T HEeBBICOOH HasekHOCThIO [1]. IIpu 3TOM MPOEKTHBHBIE METOAMKH CHUIKAIOT
3¢ (dexT kKenaeMoro HMCKakeHHs, OJHAKO IOABEP)KEHbl BIUSHUIO (aKkTopa CYyObEKTHBHOCTHU
nuarHocta. Ilpu sToM ykasbiBaeTcs MX MOTeHHUANT B 3(PPEKTHBHOI OIIEHKE HHTEPECYIOIIUX
HOKa3aTesieii UMEHHOH y JIeTel Oaroaps CHIXKECHHUIO BIUSIHUS COCTOSIHUS peun (urenHus) [2].

Heab. OuneHUTh COTTACOBAHHOCTh PE3yJIbTATOB CTAHIAPTU30BAHHBIX 10 (opme
IPOBEJCHUS U OLIGHKE pEe3yJIbTaTOB ICUXOAMATHOCTUYECKUX METOJUK C pe3ylibTaTaMu
PHCYHOYHBIX METO/IUK.

Marepuanbl U1 MeTO/AbI. YUaCTHUKaMU HCCIIeOBaHUS BhICTYnmH 94 pebenka. 13 Hux
44 yenmoBeka (cpemuuii Bo3pact 13.2 + 2.89 ner, 23 ACBOYKH) MPOXOIUIA KOMILUIEKCHYIO
MEIMKO-TICUXOJIOTHYECKYI0 peadMIUTAllMI0O B CBSI3U C JKajnobamMu Ha COMaTOBETeTaTHBHbBIC
HapyIIEHUs, aCCOIMUPOBAHHBIE CO CTpeccOM (dKcmepuMmeHTanbHas rpynmna, JOI). Jpyrue 50
nereir (cpem. Bospact 11.2 + 242 mer, 26 AeBOYEK) IPOXOAWUIM BOCCTAHOBICHHE IIOCTE
OpTOIeANYeCcKNX omepanuii (KoHTponbHas rpynna, KI'). I'pynmsl Obumm cOasiaHCHpPOBAaHBI 110
COCTOSTHUIO MaMSTH M BHUMaHMs. JleTH OIeHHBAIWCH ABAXIbI MO MOKA3aTeNAM JEHpPecCuu U
TPEBOTH  CTAaHIAPTU30BAaHHBIMH W  PUCYHOUYHBIMH  JIMAarHOCTHMYECKHMMH  METOJUKAMH.
Hcnonp30Baanch METOAMKH. PUCYHOK HecymecTBytomero sxuBotHoro (PHXK), ompochuk
nerckoil nenpeccun KoBau, IpOEKTUBHBIN TeCT TPeBOKHOCTU «BpiOepu Hyx)HOE IUI0» (A
neteit 1o 12 met BKIIOYMTENBHO), cyOmikana «Tpesora» u3 Illkamel gemnpeccuu, TPEBOTH U
crpecca (s aereit ¢ 13 ner). CBenenne 0amioB MO TPEBOKHOCTH U3 PA3HBIX METOJIUK B €AMHBIN
noKasaresb OCYIIECTBIISIIOCh ITyTeM IepeBojia ChIpbix 6amioB onpocHuka DASS-21 B npoueHTh!
(B HUX olleHUBaeTcs MeToAunKa «BriOepu Hy)HOe TUI0»). B pamkax moBTopHOro 00ciaen0BaHus
(mocne mpoBeAeHUs KOMIUIEKCHOM pealGunurtaimu OI') HaOOop METOIUK MOBTOPSUIICS, OJHAKO
Bmecto PHXK netsim mpennaranocs BeinonHeHue Metoauku «PucyHok denoeka» (PH). Onenka
nokasaresel TPeBOXKHOCTU U JIEPECCHH OCYIIECTBIISIACh B CBA3H 110 OMUCAHHBIM WHAMKATOpaM
[3]. Ananmu3 naHHBIX, BKJIFOYAIOIIUI JUCICPCHOHHBIH aHAIM3 C TMOBTOPHBIMH H3MEPECHUSIMU
(JAIIN) n xoppensiuMOHHBIN aHanu3 ¢ pacyeToM kodd¢uipenta CnupMeHa OCyIIeCTBIISICS B
nporpamme Jamovi Bepcuu 2.3.28.

PesyabTaTel. Kak craHgapTH3oBaHHBIE, TaK M PUCYHOUHBIE METOAMKH IOKa3alln
CXO/IHYIO JAMHAMHUKY B OIICHKE COCTOSHHS MAIIMEHTOB M TIO TPEBOXHOCTH, M MO JIETIPECCHH:
YKa3aHHbIE MTapaMeTpbl CHKanuCh y OI' u 3HaunMo He MeHsnuch y KI'. Pezynerater JJAIIN s
TPEBOXKHOCTHU: CTaHaapTu3oBaHHbie Meromuku — F (1, 92) = 47.9, p < 0.001, Np= 0.342.;
pucyHoutbie Metoauku - F (1, 92) = 79.5, p < 0.001 , Np= 0.463. Pesynbratel JAIIN mns
JICTIPECCUU: CTaHIapTu3oBaHHble Meromuku - F (1, 92) = 93.9, p < 0.001, Np= 0.505:
pucynounsle meromuku - F (1, 92) = 36.9, p < 0.001 , r)zz, = 0.286. YpoBeHb TPEBOXKHOCTH,
U3MEPEHHBII C TIOMOIIBIO CTaHAAPTU30BAaHHBIX METOJAMK, OKAa3bIBaeTCS COTJIACOBAaH C
npusHakamu tpeBoru B PHXK (mo peabunuranuu Rho = 0.421, p < 0.001, nmocne peadbunuraiuu,
Rho = 0.262, p = 0.01) u He cormacoBan ¢ PU (p > 0.05). Yposens aenpeccuu Mo ONPOCHUKY
nerckoi nemnpeccun KoBau okasbiBaeTcs coriiacoBaH ¢ mpusHakamu nenpeccun B PHXK (7o
peabmmmranmu Rho = 0.398, p < 0.001, mocne peadbunuranuu, Rho = 0.344, p < 0.001) u He
cornacosau ¢ PY (p > 0.05).

3akiouenune. Pe3ynpTaThl  JMArHOCTHKHM Ha  OCHOBAaHWHM  CTaHIAPTH30BAaHHBIX
MICUXOJIMarHOCTUYECKUX METOIUK U Ha OCHOBAaHHM PHUCYHOUHBIX METOJMK MOKA3aJIl CXOTHBIE 110
CMBICITY Pe3yJIbTaThl TIPU OIICHKE TPEBOTH W JIEMPECCHH, OTPa3WB JAWHAMHKY cocTossHuS Ol u

23



KI'. OHM MOTyT HCHONB30BAaThCS KaK B3aWMOJIOTIOJHAIONIME M YTOUHSIONIME B Ciydae
BO3HMUKHOBEHUS MOJIO3PEHUI O HEIOCTOBEPHOCTH PE3YyJIbTaTOB OJHOW M3 OIICHOK IO MPHYUHE
Kakux-mubo wuckaxenuid. Ilpu »stom PHXK mpencraBnsiercs OGojee 4YyBCTBUTENBLHOU
JIMarHOCTUYECKON METOJMKOM Mo cpaBHeHuto ¢ PY.
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PACCEHHH‘I?II}JI CKJIEPO3 1 IPYTUE AEMUEJIMHU3UPYIOUINE
3ABOJIEBAHUA Y JETEX B MOCKBE T10 JAHHBIM MOCKOBCKOI'O T'OPOZICKOI'O
KABUHETA PACCESHHOI'O CKJIEPO3A V AETEU U TIOJJPOCTKOB

brikosa O.B., I'acan O.C., Penn @.C., IInatonosa A.H.
I'FY3 Hayuno-npaxmuueckuii yenHmp oemckou ncuxounesponozuu /I3 2. Mockewl

Pedepar. B pabore mpoBeneH aHaiM3 OCHOBHBIX CTATUCTUYECKHX JAHHBIX TOPOJCKOTO
kabunera PC y nereil u noapoctkoB 3a nepuoa 2023-2024rr B Mockse. PacripocTpaHeHHOCTb
PC B MockBe y nereit B 2024r. cocraBuna 1,99 wa 100 000 gerckoro nacemenus (B 20231
aHaJOTUYHBIA TmokazaTenb Obu1 2,17 wHa 100 000 nerckoro HaceneHus). Bce mammeHTHI
noydayii Tepanuio npernapatamu, m3meHsommMu tedeHue PC (IIUTPC) 1 wnu 2 nuaum B
MOJTHOM 00BbeMe Mo (eiepabHON WM PEerHOHATBHON MporpaMMaM JbIOTHOTO JIE€KapCTBEHHOTO
obecrieuenns. OTMmedaeTcss €KETOAHBIA POCT 4Wcia JeTell ¢ arpeccuBHbIM TeueHuem PC,
TpeOyrouux HazHaueHus: Tepanuu [IUTPC 2 nuaun. B MockoBckoMm ropojackom kabunere PC
TaK)ke HaOJI0IaTUCh TAIMEHTHI C IPYTUMHU JEMUCTUHUZHPYIOITUMU 3a00I€BaHUSIMH.

25



Knwouesvie cnoea: paccesnnviii ckiepos, Oemu, npenapamsi, UsMeEHAOWUe medeHue
paccesnnoeo ckaeposa (ITMTPC), Mocksa

MULTIPLE SCLEROSIS AND OTHER DEMYELINATING DISEASES IN CHILDREN
IN MOSCOW ACCORDING TO THE DATA OF THE MOSCOW CITY OFFICE OF
MULTIPLE SCLEROSIS IN CHILDREN AND ADOLESCENTS

Bykova O.V., Gasan O.S., Repp F.S., Platonova A.N.
Research and clinical Center of Pediatric psychoneurology Moscow

Abstract. The paper analyzes the main statistical data of the city office of MS in children
and adolescents for the period 2023-2024 in Moscow. The prevalence of MS in Moscow in
children in 2024 was 1.99 per 100,000 children (in 2023, the same indicator was 2.17 per
100,000 children). All patients received therapy with 1st or 2nd line MS disease-modifying drugs
(DMARDS) in full under federal or regional programs of subsidized drug provision. There is an
annual increase in the number of children with an aggressive course of MS requiring 2nd line
DMARDS therapy. The Moscow City MS Office also observed patients with other
demyelinating diseases.

Keywords: multiple sclerosis, children, multiple sclerosis disease-modifying drugs,
Moscow

AkTtyanbHocTh. Paccesnnsiii ckiaepo3 (PC)— 310 XpoHHUYECKOE JEMHEITUHU3UPYIOIICE
3a0oyieBaHMEe, B OCHOBE KOTOPOrO JIEKUT KOMIUIEKC ayTOMMMYHHOBOCHAJIUTEIBHBIX U
HEHpOJEreHEPaTUBHBIX IPOLECCOB, MPUBOJAIIMX K MHOXECTBEHHOMY 0YaroBomMy u
nuddy3HOMY NMOPaKEHUIO LIEHTPAIbHOW HEPBHOM CUCTEMBI, CIIEJJICTBUEM KOTOPOTO SIBISETCS
WHBAIMIU3A1Us TAIIMCHTOB ¥ 3HAYUTEIbHOE CHIDKEHUE KayecTBa xu3Hu [1]

JunarHoctuka u  sieyeHue  OombHeIM ¢ PC,  cormacHoO — KIMHUYECKUM
peKOMEHAausM, I0JDKHA ~ OKa3bIBaThbCs B CHEUUANM3UPOBAHHBIX  KaOMHETaX  WJU
HEBPOJIOTHYECKUX IIGHTPax M0 paccestHHOMY ckiepo3y [1]. B MockBe ¢ 31Ol 1enbto
(GYHKIIMOHUPYET TOpPOACKOW KaOWMHEeT JUIsl JIeYeHHs JeTed U TMOJPOCTKOB, CTpa/JaroluX
paccesHHBIM CKJIepo30M Ha 0aze HayuHO-pakTHYecKOro HEeHTpa JETCKOW MCUXOHEBPOJIOTHH
(HITLL AIT). B nannbiii KaOMHET HAIMIPaABJISIOTCS BCE JIETU B Bo3pacTte /10 17 neT (BKIFOYUTEIHHO)
HE TOJIBKO C PAcCEsHHBIM CKJIEPO30M, HO U IpU MOJO3PEHUH Y MalUeHTa J00ro Apyroro
JIEMUCTUHU3UPYIOIIEro 3a001eBanus [2].

Huarnoctuka PC y nereil 3adacTyro 3aTpyAHEeHa M TpeOyeT MpOBEACHHUs IIHPOKOTO
KOMIUIEKCAa MCCIIEIOBaHUM, KOTOphle OOBIYHO HEJIb3Sl MMPOBECTH HAa MEPBHUYHOM aMOYIaTOPHOM
ypoBHe. Jlnarso3 PC B neguatpum 4acTo sIBJISETCS «IMarHO30M MCKIIFOUEHUS», TO €CTh JUArHo3
PC ycranaBnuBaeTcs B ciiydasix, KOTr/la KIMHUYECKUE U AUArHOCTUYECKUE KPUTEPUU y MAlEHTa
HE MOTYT OBITh 00YCIIOBJIEHBI MHBIMU 3a00J1€BaHUSAMH [3].

Heasn. [IpoBecTn aHamu3 OCHOBHBIX CTaTUCTHYECKHX JAaHHBIX ropojackoro kabunera PC y
neTel U noapoctkos 3a nepuog 2023-2024rr B Mockse

Marepuansl U Mertoabl. [lpoBeeH  aHamM3 OCHOBHBIX CTATUCTHUYECKHUX JITAHHBIX
ropozckoro kabunera PC y neteit u nmogpoctkoB 3a nepuoz 2023-2024rr B Mockse

PesyabTaTsl. B 2024 r 6b110 nipoBeaeHo 374 KOHCYNbTAaLUN MAallMEHTOB B Bo3pacte 0-17
JeT (BKJIIOYUTENbHO), oOparuBmMxcsi B KabuHer PC ¢ mojgo3peHHeM Ha pa3iuvHbIe
JNEeMHUENIMHU3UpYIoIIe 3a0ofieBaHusi HEpBHOM cucreMbl. KoHCynabTalmuu  MpOBOJMIKCH
HeBposioraMu Ha 0aze mnonukiauHuueckoro otaenenus ['BY3 HIIL Al wnm, mo 3ampocy
JenapramenTa 3apaBooxpaHeHHss MOCKBBI, B BBIE3IHOM pexuMe, Ha 0a3ze APYrux AETCKUX
roponckux kauHuYeckux OonpHMIl (II'KB): Mopozosckoit JII'Kb, II'Kb um Cnepanckoro,
JAI'Kb wum bBamnseBolt, uH@exnuonHoil xnuHuyeckol OonbHuubl (MKB) Nel, HIIL]
Ilcuxuyeckoro 3m0poBes Jered U mnoapoctkos, HIILl cnenuanu3upoBaHHOM MEAUIUHCKOU
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nomotnu aetsm um B.®. Boiino-fcenenkoro. Ha koner; 2024 roga B MockoBckoM peructpe PC
HaOmoganock 46 mamueHToOB B Bo3pacte A0 17 jeT (BKIIOYUTENHHO) C TMOATBEPKICHHBIM
muarHozom PC (B 2023r- 50 pereit). Pacnpocrpanennocts PC y nereit B Mockse B 2024r
coctaBmia 1,99 na 100 000 gerckoro Hacenenus (B 20231 aHaJIOTHYHBIN MMOKa3aTenb Obur 2,17
Ha 100 000 nmerckoro HaceneHus). Bce 46 manmueHTOB MOMyYaiad CHENM(PHUUYECKYIO TEparuio
npenaparamu usMmeHsomuMu tedenue PC (ITMTPC) 1 unu 2 nuHWM B 3aBUCHMOCTH OT TSDKECTH
Te4eHUs 3a00JIeBaHUs M CONYTCTBYIOLIEH naTojoruy. Ha mepBoM MecTe 1o 4yacToTe Ha3HAYeHUs
ObLT Ipernapar 2 JUHUM 1715 B/B HHQY3Hil — okpenu3ymad (21,7% manueHToB), Ha BTOPOM MecTe
- UHBEKLIMOHHBIN NpenapaT | nuHuu- rnatupamepa auerat (17,4% nereil), Ha TpeTbeM MecTe-
WHBEKIIMOHHBIN TTpenapart 1 muauu- uarepdepon 6era 1b u Tabnerupoanusiii [IMTPC 1 nunun
mumetwidymapat (mo 13% ciydaes). Takke ManueHThl MOMy4Yald MHBEKIMOHHBIHN mpemapar |
nuHun uHTepdepoH-6era-la 44mr u tabnaerupoBanabiii [IMTPC 1 nuaun tepudmyHomua ( mo
10,9% mnanuenToB), ¢punronumoy (8,7% nereit), mo omHoMy naruenty (2,2% nereit) morydanu
uHTepdepon-6era-la 22 u azaruonpus. (Tadauna 1). OTMeuaeTcs: eKeroIHbIH POCT Yucia JIeTeH
¢ arpeccuBHbIM TeueHueM PC, TpeOyromux Ha3HaueHus Tepanuu 2 JuHuM (okpenusymad). Ha
6aze ropozackoro kabunera PC Obu1o npoBeaeHo 221 KOMUCCHOHHBIX OCMOTPOB € 0(hOpMIIEHUEM
IIPOTOKOJIOB JJIsl JIbTOTHOTO JIEKAPCTBEHHOI0 oOecrieueHus. Bce manueHTsl , Kak U B IPEKHUE
roJipl, mpoaospKatT noiydars npenaparsl [IMTPC B monHom obbeme mo denepanbHOi win
pEeruoHaNbHOM porpaMmam JIbIOTHOTO JIEKAPCTBEHHOI'O 00ECIIEUEHHUS.

Tabmuna 1. CtpykTypa JedeHus mpenaparamMu, U3MEHSIOIUMEI TEYeHHE PACCETHHOTO CKIIEpo3a
(ITUTPC) y nereit ¢ PC, cocrosmux B peructpe PC no r. Mockse B 2023-2024rr

HaumenoBanue npenapara 2023 ron 2024 ron =
Abc % Abc % %
uaTepdepon-oera-1a 44 4 8,0 5 10,9 2,9
uHTepdepon-Oera-la 22 0 0,0 1 2,2 2,2
uHTepdepon-oera-la 30 B/m 1 2,0 0 0 2,0
uHTeppepon Oera-16 11 22,0 6 13 9,0
raTupaMepa aneraT 8 16,0 8 17,4 1,4
TepudIyHOMU/T 6 12,0 5 10,9 F1,1
OKpenu3ymab 8 16,0 10 21,7 5,7
a3aTHOIIPUH 2 4,0 1 2,2 1,8
mumeTundymapar 6 12,0 6 13 1,0
(UHTOIIMO]T 4 8,0 4 8,7 0,7
Hroro: 50 100,0 46 100,0
Cwmena tepanuu [TUTPC 14 28,0 5 10,8 17,2

B mockoBckoM ropoackom kabunere PC Takke HaOMIOAamuCh MAlUEHTbl C APYTUMU
JeMUETMHU3UPYIOIMMHU 3a001eBaHusAME (Tabaumna 2).

Tabnuna 2. CTpykTypa AMarHo30B JAeMHUETMHU3UpYIOHIeH matonoruu (3a uckmoueHueM PC)
neteit 0-18 et mox HaOIIOIEHHEM B MOCKOBCKOM TOpoJickoM kabuHeTe PC

JInarHo3 naroJioruu 2023 rox 2024 ron A
MKB 10 ([Ha3Banmue Aoc % Adc % %
ggig OHuedanutel, Muenutsl, OPOM 17 23,9 9 15,7 -8,2
G09 HOCJ‘IC,Z[STBI/IH BOCHAJIUTENLHBIX 00Ie3HEN 15 211 9 35 176
HEPBHOW CHUCTEMBI
G36.8 OnTukomuenut (0one3nsp [leBuka) 5 7,0 8 14 7,0
G37.8, Jlemuenuausnpyromue 3adoaeBanus HC 7 9,9 35 61,4 |51,5
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G37.9

G61.8 BocnanurenbHbIe MOJUHEBPOTIATHH 27 38,0 3 5,3 -32,7

Uroro: 71 100,0 |57 100,0

BoiBoabl. MOCKOBCKHI TOPOJCKOW KaOWHET i jAeTed W moapocTtkoB ¢ PC sBisercs
CHELHUATU3UPOBAHHON CTPYKTYpPOH, COTPYAHHMKH KOTOPOH MPOBOIAT ITUATHOCTUKY, IMOAOOp
Tepanuu, HaOmoaeHue nanueHToB ¢ PC u apyrumu AeMHENTUHU3ZUPYIOMUMU 3a00JIeBaHUSIMU
HepBHOU cucteMbl. PacnipoctpanenHocts PC B Mockse y nereit B 2024r. cocraBwia 1,99 Ha
100 000 nerckoro Hacenenus (B 2023r aHamoruvHblid mokaszartenp Obul 2,17 wa 100 000
JeTcKoro HaceneHus). Bece manumeHThl oOecrieueHbl crenu(uueckor Tepanuei mpernaparami,
m3menstomumu tedeHue PC (ITUTPC) 1 wim 2 nuHuu B mojiHOM oObeMe 1o (eaepanbHON Win
PETHOHAIBHOM MporpaMMaM JIbIOTHOTO JIEKAPCTBEHHOTO oOecrieueHusi. OTME4aeTcs eKeroIHbIi
pocCT uncia AeTei ¢ arpeccuBHbIM TeueHueM PC, TpeOyromux HazHauenus Teparnuu [IUTPC 2
JUHUU.
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AKTYAJIBHOCTb JUATHOCTUKHU JUCOYHKIINN MOYEBOI'O I1Y3bIPA
METOJIOM VIJIbTPAZBYKOBOU IMATHOCTUKHN YV JETEU C JETCKUM
HEPEGPAJIBHBIM ITAPAJIMYOM

lNamxuanuesa.3.M., Murpodanosa B.B., Pyounosa FO.JI.
I'BY3 Hayuno-npaxmuueckutl yeHmp 0emckotl ncuxoresponozuu /{3 2. Mockebi

Pedepart. B nocnennue rosnpl Haba0gaeTCs poCT YKCia CIydyaeB JETCKOro 1epedpanbHOro
napamuya (JLI1), uto oOycnaBimBaeT HEOOXOAMMOCTH Pa3pabOTKU M BHEAPEHUS YPPEKTHBHBIX
METO/I0B JIMarHOCTUKM  CONYTCTBYIOLIMX 3a00J]€BaHUM, BKJIIOYas HapylIeHUs (QYHKUUU
MOYEBOTr0 IMy3bIpsi. YIbTpa3BykoBas auarnoctuka (Y3]l) mpencraBisieT co00il HEUMHBA3UBHBIN
Oe30macHbIil 1 BBICOKOMH(OPMATUBHBIM METOM, MO3BOJISIIONIUI OIEHUTh COCTOSIHUE MOYEBOTO
y3bIps ¥ ero QyHKLIMOHAJIbHbIE XapakTepucTuku y aereu ¢ JLIII.

Knwouesvie cnoea: mnelipocennvlii Mouegol Ny3vipb, VIbMPA3EYKO8As OUASHOCMUKA,
demcKull yepeopaibHulll napaiuy.

RELEVANCE OF BLADDER DYSFUNCTION DIAGNOSTICS BY ULTRASONIC
DIAGNOSTICS IN CHILDREN WITH CEREBRAL PALSY

Gadzhialieva.Z.M, Mitrofanova V.V., Rubinova Y.L.
Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. In recent years, there has been an increase in the number of cases of cerebral
palsy (CP), which necessitates the development and implementation of effective methods for
diagnosing concomitant diseases, including bladder dysfunction. Ultrasound diagnostics (USD)
IS a non-invasive, safe and highly informative method that allows assessing the condition of the
bladder and its functional characteristics in children with CP.

Keywords: neurogenic bladder, ultrasound diagnostics, cerebral palsy.

AKTyaJIbHOCTh. Y TAIMEHTOB € JAETCKUM IepedpanbHbiM mnapanudoM (ALII) wacto
HaOJIIOAI0TC  HApYLUICHUs] MOYEHCITYCKaHHs, KOTOpbIEé MOTYT TPUBOJIUTH K CEpPhE3HBIM
OCJIO)KHEHHUSIM, TaKUM KaKk HWHQEKIHsS MOYEBBIBOIAIIMX MyTed U MOBPEXKICHHUS IOYEK.
CBoeBpeMeHHas AMArHOCTHKA JUC(HYHKIMH MOUYEBOTO MY3bIPS C MOMOIIbIO YIBTPa3BYKOBOU
nuarHocTuku (Y3/l) mo3BosisieT HEe TOJBKO BBISIBUTH MMATOJIOTMIO HAa PAHHUX CTagusiX, HO U
pa3paboTaTh WHAMBUYATU3UPOBAHHBIE TIOJXO/IbI K JICUSCHHUIO U PeaOUIUTALIUH.
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Heab. OnieHUTHs YPOBEHDb JUATHOCTUPYEMOCTH HEHPOT€HHOIO MOYEBOI'O IMY3bIPSI METOJIOM
V31 y nereit ¢ JILIT, nmerormux nmpoo6aeMbl ¢ MOYEHCITYCKaHUEM.

Marepuanbl U MeToAbl. B nanHOM uccnenoBaHuu Obljia MPOBEICHA PETPOCHEKTHBHAS
orieHKa 52 ucropuit 6one3Hn nanueHToB ¢ auarso3om JLIT B mepuox ¢ 01.03.2025-30.03.2025,
BO3pacT KOTOPBIX cocTaBui OT 4 10 17 ner. AHanu3 AaHHBIX NPOBOJAMJICS C MCIOJB30BAHHUEM
CTAHJAPTHBIX CTAaTUCTUYECKUX METONOB JUIsl  OINPENEIEHUS 4YacTOThl BCTPEYAEMOCTH
HEHPOTreHHOT0 MOYEBOTO ITY3BIPs Cpeid 0OCIETOBAaHHBIX MAI[EHTOB.

PesyabTaTsl. 13 o0miero yucna manueHToB 13 mpouuiv ylbTpa3ByKOBOE HCCIIEIOBAaHUE
(Y3U) nouek 1 MOUEBOTO MY3bIPS C ONPEACIICHUEM YPOBHS OCTaTOUYHOM Mouu. Y 5 u3 stux 13
NAlMEHTOB ObUIM BBIABIEHBl TMPU3HAKKM HEHPOT€HHOTO MOYEBOIO Iy3bIps, YTO ObLIO
MOJATBEPKJIEHO KJIIMHUYECKUMHU JJaHHBIMU U pe3yibTaTamu Y 3U.

BoiBoabl. Y nereil ¢ uepeOpalipHBIM IapaJddoM HaOJI0IAaeTCsl BBICOKUN YpPOBEHBb
HapyIIEHUH MOYEHCIIYCKAaHUs, UYTO 3HAYUTEJIbHO BJIMSET HA KAyeCTBO MX JKM3HM. Takum
oOpa3om, uccienoBanue 3(pPeKTUBHOCTU yAbTPA3BYKOBOW AMArHOCTUKH B JIAHHOM KaTeropuu
MAalMEHTOB MMEET BAXHOE 3HAYEHUE U NOBBIIIEHMA KaudecTBa u3HU aered c¢ LI u
ONTUMM3AIMH UX MEIUIIUHCKOTO OOCTY)KMBAHHUS.
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JIETU C BPOXXJIEHHOM OIIEPUPOBAHHOM CITMHHOMO3I OBOM I'PEIXKEMN.
OCOBEHHOCTHU PEYEBOI'O U IICUXOJIOT' MYECKOI'O PA3BUTUS B YCJIOBUAX
JJAHHOI'O HEBPOJIOI' MUYECKOI'O JIEDHUIIUTA

I'mnenxosa C.B., CyBopoBa C.A., Autponosa 11.M.
I'BY3 Hayuno-npakmuueckuii yenmp oemckou ncuxounespono2uu /[3 2. Mockewl

Pedepar. B crathe mpencraBiieH KOMIUIEKCHBIM aHajdu3 OCOOEHHOCTEH pedYeBOTrO M
MICHXOJIOTHYECKOTO Pa3BUTHUS JCTEH C BPOXKICHHON CIMHHOMO3TOBOH TpbDKeH. PaccMOTpeHbI
MATOTCHETHYECKUE MEXAHU3MbI HAPYIICHU, X B3aUMOCBSI3b C HEBPOJIOTHUECKUM JCPUITUTOM,
BO3pacTHas JAMHAMHUKA U COBPEMEHHBIE MOAXO0Jbl K Koppekuuu. Ocoboe BHUMAaHUE YIEIEHO
B3aMMOBITUSHUIO PEUEBBIX U TICHXOJIOTUYSCKUX HAPYIICHHM, & TAKXKE MPUHITUTIAM KOPPEKITHH.

Knroueevle cnosa: 6posicoennas CNUHHOMO03208a5 2pbliicd, Oemu, MeOUYUHCKULL J1020Ne0,
MEOUYUHCKULL NCUXOJI02, Pedb, KOPPEeKYUsl, NCUXON02UYecKoe passumue, KOSHUMUGHble (YHKYUU,
J1020ne0u4ecKas  KOppeKyus, MYIbMUOUCYUNIUHAPHBIL — NOOX00,  MYIbMUOUCYUNIUHAPHAS
peabunumayuoHuas bpueaoa.

CHILDREN WITH CONGENITAL OPERATED SPINAL HERNIA. FEATURES OF
SPEECH AND PSYCHOLOGICAL DEVELOPMENT IN THE CONDITIONS OF THIS
NEUROLOGICAL DEFICIT

Gilenkova S.V., Suvorova S.A., Antropova |.M.
Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. The article presents a comprehensive analysis of the features of speech and
psychological development of children with congenital spinal hernia. The pathogenetic
mechanisms of disorders, their relationship with neurological deficits, age dynamics and modern
approaches to correction are considered. Special attention is paid to the mutual influence of
speech and psychological disorders, as well as the principles of correction.

Key words: ongenital spinal hernia, children, medical speech therapist, medical
psychologist, speech, correction, psychological development, cognitive functions, speech therapy
correction, multidisciplinary approach, multidisciplinary rehabilitation team.

AxtyanbHocTh. OcoOyio rpynmny B paboTe MEIUIMHCKUX JIOTOMNENA0B M MEIUIUHCKHX
IICUXOJIOTOB COCTABJISIFOT JIETH C ONEPUPOBAHHOM BPOXKICHHOW CIMHHOMO3TOBOM TI'PBIKEH.
CriuHHOMO3roBas Ipbhka — BPOXKJICHHBIN MOPOK pa3BUTUS HEPBHOU TpyOKH (IIO3BOHOYHMKA U
CIIMHHOTO MO3Tra), MPOSBISIOIIUNCS BBIISYMBAHUEM MO3TOBBIX OO0OJIOYEK M COJEPKUMOTO
MIO3BOHOYHOTO KaHajla 4yepe3 JAe(eKT 3aJHUX AJIEMEHTOB MO3BOHKOB [1]. ¥V nereil ¢ maHHOM
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[IATOJIOTUEN OYEHb 4YacTO HMEIOTCS HEBPOJIOTMUECKUE HapyUIEHWsT B BHJE OTCYTCTBUS
YYBCTBUTEJIBHOCTH U ABUraTEeIbHON aKTUBHOCTH HIDKHUX KOHEYHOCTEH, y OOJIBIIMHCTBA U3 HUX
OTMEUAIOTCSl HapylIeHUs (DYHKIIMU Ta30BBIX opraHoB [2]. YacToTra BCTpeuaeMOCTH MOPOKOB
pa3sBUTHsA IO3BOHOYHMKA M CIMHHOIO MO3ra B pa3HbIX CTPAaHax JOCTATOYHO IIHPOKa U
cocraBnsier 0,3-199.4 caywgas nwa 10 000 pomoB B mupe [3]. AKTyaJbHOCTH MPOOIEMBI
peadwinTalMM TakuX JeTed OOyCIIOBI€HAa BBICOKMMHU IOKa3aTeIsIMM WHBAJIMIU3ALUM U
npobiieMaMu  coUMalM3alMM  MaJEHbKMX  mauueHToB.  Kpome — opTonenuueckux,
HEBPOJIOTHYECKUX, YPOJOTHUECKUX MPOOJIeM, TaKue €TH UMEIOT PEeUYeBble U MICUXOJIOTHYECKUe
HapyLICHHs, BBIpAXEHHbIE B pa3Hoil cremenu, a y 80-90% mamueHTOB HAOIIOJAIOTCA
COUYETaHHBIE PACCTPOMCTBA PEYEBOTO U IICHUXOJIOTMYECKOTO Pa3BUTHs, YaCTO OCJIOKHECHHBIE
runponedanueii 1 anomanueit Kuapu, u TpebOyromme 0cob0oro moaxoja K IUArHOCTUKE U
Koppekiuu [2, 4]. PedeBble W ICUXOJOTMYECKUE HAPYIICHUS Y JETEed C BPOXKICHHOMN
OIEpUPOBAHHON CIMHHOMO3IOBOM TIpbDKeH 0O0yclloBiI€Hbl NepBUYHbIM nopaxeHueM [HHC
(KOpbl, IOJKOPKOBBIX CTPYKTYp); ruapouedanuell pas3auyHOW CTENEHH BbIPAXKEHHOCTH;
OrpaHMYEHUEM JIBUTaTEJIbHON aKTMBHOCTU M CEHCOPHOI'O OIbITA; BTOPUYHBIMU COLIMAJIBHO-
IICUXOJIOTUYECKUMU (PaKTOpaMHu.

Heab. MccnenoBate peueBble U MCUXOJOTUYECKUE HAPYLIEHUS Y JETEH C BPOKICHHOMN
CIIMHHOMO3IOBOM  IpbDKEH, BBIIBUTH OCOOEHHOCTH  IICHMXO-PEUEBBIX  HApyIIEHUH Y
00cieI0BaHHBIX JETeH, MpoaHaIu3upoBaTh JUHAMHUKY MX Pa3BUTHUsL, MPOOJIEMBbl KOPPEKIUU U
JAJIBHEHIIYIO COLIMAIN3ALINIO.

Marepuansl U Meroabl. B Hamem IleHTpe netm ¢ BPOXKICHHOM ONEPUPOBAHHOMN
CIIMHHOMO3IOBOI TpbDKel HabOmoparoTcs Hamu MHoOro Jier. [lanumeHtam mpoBojuiiachk
Joroneauyeckasl M IICHXOJOTMYecKas AMArHOCTUKA M KOPPEKLHMOHHAas paboTa HpH KaxaoM
IOCTYIUIEHUU B TeUeHHe HeCKOJIbKUX JieT. Habmonanuce 20 nereil ¢ miaamiero JOUIKOILHOIO
Bo3pacrta (3-55eT) mo muaamui MWKoIbHBIA Bo3pacT (7-9 xer). Ilpu kaxaoM MOCTYIUIEHUH B
Hau L{eHTp, ¢ 1eTbMU C ONIEPUPOBAHHOW CIIMHHOMO3TOBOW I'PBLKEH, TPOBOAMIIOCH KOMIUIEKCHOE
o0cie0BaHUE NAIIUEHTOB B YCIOBUSX MYJIbTUIUCIUIUIMHAPHON peaduiInTalnOHHONW OpUraasl u
KOPPEKLIIMOHHBIE 3aHATHS 110 TPEOJOJIEHUIO PEUEBBIX U IICUXOJIOTHYECKUX HAPYIIEHUH C y4ETOM
UX MCUX0(pU3NOIOTHUECKUX ocoOeHHocTel pa3Butus (Apxumnosa E.d.[5], MactiokoBa E.M.[6],
CemenoBa K.A., MactiokoBa E.M., Cmyrnun M.A.[7], [Ipasnuna O.B.[8], UnnonutoBa M.B.,
MacTtiokoBa E.M.[9]). YuuThiBaquch OCHOBHBIE MPUHIMIBL: OOIIENEAarorndyeckue MpUHIMIIbL:
MIOCJIE0BATENBHOCTD, CHUCTEMHOCTb, IIOCTENEHHOCTh - 3aKJIIYaeTCsi B HENPEPHIBHOCTH,
PEryJsIpHOCTH, IJIAHOMEPHOCTH KOPPEKIMOHHOTO MpOIecca; MNPUHLMUI CO3HATENbHOCTH H
AKTUBHOCTH - ONMPAETCS] Ha CO3HATEIbHOE U aKTMBHOE OTHOLIEHHE peOEHKA, BO3HHMKAIOIEe Ha
MHTEpEC K MpeagaraeMomy 3aJaHHi0, CO3HATEILHOTO €ro BOCHPUSTHS, CTAOMIBLHON MOTUBAIUY;
IPUHLMI JOCTYMHOCTH M WHAMBHUIYAJbHOCTH - IMPENyCMAaTpuBaeT Y4YET BO3PACTHBIX U
¢bu3nyecKux O0COOEHHOCTEH; MPUHIIUII KOMIUIEKCHOCTH - IPEANOJIaraeT CBsA3b JOrONeJuYeCKUX
U IICUXOJOTMYECKHX 3aHATHH € JOPYTMMHM MEIWLMHCKHMH BO3JEHCTBUSMU CIELUAINCTOB
MYJbTUAUCUMIIMHAPHON — peaOMiIMTallMOHHOW  Opuraiasl €  y4eTOM  MHJWMBHUIYaJbHBIX
0COOEHHOCTEH MAIMEeHTOB, B YCIOBUAX KOMIUIEKCHOTO JICUSHMS.

Pe3syabrarbl. C y4yeTOM KOMIIEHCATOPHBIX BO3MOYKHOCTEH AETE€M, B KOPPEKLIMOHHOM
npolecce OTMeuanach yMEpeHHas, TUOO BBICOKas TUHAMMKA, HO K IIKOJHHOMY BO3pPacTy, B
CBSI3U C TOBBIIICHUSMHA TPEOOBAaHUN K OOYYEHHIO B COIMYME, y BCEX JETEH C ONMEPUpPOBAHHOU
CIIMHHOMO3TOBOH TpBDKEW peueBble U MCHXOJOTHUECKHE OCOOEHHOCTH NMPHUBOIMWIN K pa3HbIM
BUJAM Jucrpaguu U JUCIEKCHH, TPeOYyIOIMX MPOAOIDKEHUS HAOMIOJEHHUS JIOroneaoM U
IICUXOJIOTOM, W NPOBEACHUS KOPPEKLUMOHHBIX 3aHATHI C AETbMM IIKOJIbHOTO Bo3pacta[l0]. B
pe3yJbTaTe HUCCae0BaHus ObLIN MOTYYEeHbI CIEAYIOIINEe Pe3yIbTaThl:

B mporuecce pa®oThl ¢ gaHHOW Tpynmoil neteil ObUTM BBIABICHBI OOIIKME MPOOIEMBI
pPEUEBOr0 M ICHUXOJOTHYECKOT0 Pa3BUTHA: y BCEX JeTed OTMeYalluCh MpPU3HAKU IU3apTPUH,
pa3HOIl CTENEHN BBIPAKEHHOCTH, 33JIEP’KKH PEYEBOIO pa3BUTHA. BbUIM BBIABIICHBI HAPYILIECHUS B
paboTe MBI apTUKYJISLMOHHOTO ammapaTa, OTMedajach TUIlepcaiiBallis, HapylleHHe
pPEUEeBOro JbIXaHUs U rojocooOpa3oBaHus. BBISBICHBI HapylIEHHs JIEKCUKO-TPAMMATHYECKOTO

32



CTpost peud, (OHEMATHYECKOTO BOCIPHATHS, CIOTOBOM CTPYKTYPHI, 3BYKOIPOM3HOILCHHUS.
[To3HaBaTenbHOE pa3BUTHE TAKUX JIETEH OBLIIO HIKE BO3PACTHOW HOpMEI. JlaHHBIC HApYIICHUS
OCJIOXKHSUTUCh HApyIICHHEM OOmeil U MeNKoH MOTOpPUKH Yy JeTed ¢ OIepupoOBaHHON
CIIMHHOMO3I'OBOU I'PBIKEH, OTCYTCTBUEM BO3MOYKHOCTH XOJIUTh, YAaCTO CHU)KECHHEM TaKTUJIbHON
YyBCTBUTEIBHOCTH ¥ HPONPUOPEHENUIUH. ITO  OTpaxajoch Ha  (OPMHUPOBAHUU
IPOCTPAaHCTBEHHO-BPEMEHHON (YHKLIMHU, ONTUKO-IIPOCTPAHCTBEHHON OpPHEHTAlMU, OPUEHTALUU
B CXEM€ TeJia, SMOIMOHAIBHO-THYHOCTHOH cdepbl. [Ipu BXOXKIEHUN TaKuX AETed B IIKOJIbHBINA
BO3pAacT, BBIABISUIACH YIpO3a IO Pa3BUTHUIO HAPYIIEHUHM NHMCbMA U YTeHUs. B pampHelnieMm 3To
OPUBOAUT K HapyIIEHUSIM MUChbMa B BUAe aucrpapuu u jgucinexcuu (tabmuma 1). s
onpeneneHuss 00pa30BaTENbHOTO MapuIpyTa pOJUTENSIM TaKUX JeTed peKOMEHJ0BaJIOCh

MMPOXOKIACHUC HCI/IXOJIOI‘O-MGHHKO-HGH&FOFHHGCKOﬁ KOMUCCHH.

Tabnuna 1. Bo3pacTHast tuHaMKMKa pedeBbIX U IICUXOJIOTMYECKUX HApYLIEHUH y JeTel ¢
BPOXJIEHHOW ONEPUPOBAHHON CITMHHOMO3TOBOM IPhIKE

Mnanmuii  gomkonbHbIN | CTapiimii Mnagmui IIKOJILHBIN
BO3pacrt (3-5 ner) JIOIIKOJIBHBIA  BO3pacT | Bo3pact (7-91er)
% wapymenuii (crenens | (5-7m1er) % HapyleHui
HapymeHus (yHKIHN) % HapyieHun (creneHpb HapylEHUs
(crenmenp  HapymeHHUs | QYHKIIMN)
byHKIIMHN

PeueBrie 3anepxka peueBoro | O6mee Hexopa3Butue | OOIIee HeIOpa3BUTHE peun

HapyiieHus | pa3Butus (27%) peun (35%) (25%)

Mortopnas ananus (23%) CucremHoe CucremHoe  HenOpa3BUTHE
CucreMHO€ HENOpa3BUTHE | HEAOPA3BUTUE PEUYH Y | peuM Yy JETeM CO CHUKEHHBIM
peun y  neTedl  co | JeTei CO CHUXKEHHBIM | HHTEIUIEKTOM (58%)
CHIIKEHHBIM WHTEJUIEKTOM | MHTEIIEKTOM (58%) [TceBnoOynbOapHas

(43%) [IceBnoOynpOapHast mu3aptpus (100%)
[IceBnoOynwbapHas nusaptpus (100%) Hepozomnogo0Hoe 3aukaHue
muzapTpust (100%) HeBpo3zomnomobHoe (4%)

Hespo3zonogobuoe 3ankanue (4%) CwmemanHas dhopma
3aukanue (4%) CmemanHas dopma | 3aukanus (8%)

CmemaHHas dopma | 3aukanus (8%) Hucrpadus (100%)
saukanus (8%) Hucnexcust(100%)

[lcuxonoru | 3aaepxkka dopmupoBanus | HemocraTouHocTh Tpynnoctu COLMAITBHOM

YECKUE [IPEAMETHOU CIO’KETHO-POJIEBOM ananTtanun(62%)

HapylIeHUs | AesTenbHOCTH (65%) urpsl (48%) [IpoGnembl LIKOJIbHOM
Tpynnoctn ycraHoBieHus | TpynHocTH ycrnieBaeMocTH (78%)
AMOIMOHAIBHOTO IIPOU3BOJIBHON Bo3spacranue
KOHTaKTa (36%) peryisiuuy MOBEACHUS | IICUXOJOTMYECKUX
[TaccuBHOCTD B | (86%) KoMIUTeKCOB (83%)
HCCIIEIOBATEIBCKOM 3anmepxkka
nesitenbHoCTH (72%) dbopMupoBaHUs

yueOHOM  MOTHBALUU
(45%)
BoiBoabl. Takum 00pa3om, aHamu3 HAMIMX KIMHUYECKUX HAONIOACHHUH 3a pa3BUTHEM

JleTel C ONEpPUPOBAHHOW CIIMHHOMO3IOBOW I'PbDKEH M JAHHBIX JUTEPATYpPHI IOKA3BIBAET, YTO
JaHHAasi BPOKJIEHHAs MaTOJIOTHs B OOJBIIMHCTBE CIy4yaeB MPUBOJUT K MPoOJIeMaM B peYeBOM U
MICUXOJIOTHYECKOM Pa3BUTUU. OCOOEHHOCTH MCHXOJOTHUYECKOTO Pa3BUTHUS JIeTeH ¢ BPOXKAEHHOU
CIIMHHOMO3TOBOW T'phDKEN MPECTABISAIOT COO0M Ba)KHBIN acClEeKT KOMIUJIEKCHOM peaOuINTallu.
JlaHHasi MaTOJOTHMsl OKa3blBaeT 3HAYMTENbHOE BIMAHUME Ha (DOPMUPOBAHHE TICUXMUYECKUX
GbyHKIME, 4YTO O0OYCIIOBIEHO KakK MepBUYHBIM opranuueckuM mnopaxenuem [HHC, tak wu
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BTOPUYHBIMU (AKTOpPaMHU, CBSI3aHHBIMH C OrPAaHUYEHUEM [JBUTATENbHOW aKTUBHOCTH U
conuanbHoro ombita [4,11]. B cBA3M C 3THM, y4uThIBasg TECHYIO B3aMMOCBS3b PEUYEBBIX U
NICHXOJIOTHYECKUX HAPYIICHUH, IPEICTABIISACTCS 1IeTIeCO00pa3HbIM 00s3aTeIbHOE HAOII0ACHUE Y
MEAMIIMHCKOTO JIOTONEeAa 1 MEIUIIMHCKOTO MCUXO0JIora TaKUX MalMeHTOB C paHHEro BO3pacTa U
NOBBIIIIEHNE HH()OPMUPOBAHHOCTH POJAUTENICH O PUCKE Pa3BUTHUS MCUXO-PEUYEBOM MATOJIOTHH.
OTO 1HacT BO3MOXKHOCTb POJUTENSIM OCO3HAThb BO3MOXKHOCTH U TPYAHOCTH JalbHEHIIEro
pa3BuTHs peOEHKa, aKTUBHO BKIIIOYHTH POAMTENICH B MPOLECC peadWIMTAlUM KaK MOXKHO
paHbllle, W BMECTE€ CO CIEHHATUCTAMH MAaKCUMAJIbHO CKOPpPEKTUPOBAThH pEYeBbIE U
[I03HABATEJIbHBIE HAPYLIECHUS /10 LIKOJIBI.
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Abstract. Refsum disease is a rare hereditary disorder belonging to the group of
peroxisomal disorders of the Zellweger syndrome spectrum. The prevalence of the disease varies
from 1 case per 1 million people in the population to 1 case per 100,000.

Keywords: clinical case, Refsum disease, hearing loss, PEX6 gene

AkTyanbHocTh. bonesns Pedeyma - 310 penkoe reHerndeckoe 3a00sieBaHUE OTHOCSIIEECS
K TIpyIlne IepoKCUCOMHBIX Oose3Hel chnekTpa cuHapoma llenbBerepa, ¢ ayTOCOMHO-
pEeLEeCCUBHBIM THUIIOM HAacjeloBaHus, o0ycioBieHHoe MyTtauusmMu B 13 renax PEX,
kogupyromux (epment ¢uranomn-KoA-ruapokcunaszy [1]. Hapymenue QyHKunmoHupoBaHUs
JTAHHOTO (hepMeHTa CIOCOOCTBYET HAKOIUICHHIO (DUTAHOBOW KHCIIOTBI, YTO TIPUBOJIUT K
pa3sBUTHIO psAJa CHUMITOMOB: mepudepuueckoidl HeHpomaTuu, TYIOyXOCTH, HHTMEHTHOM
JIereHepaly CeTYaTKH, aTakCuh W UXTUo3y [2]. bonbHble HYXAalOTCS B IMOXU3HEHHOU
JMETOTepanuu, UCKII0YaoIei MpoayKTel 6orateie (PUTaHOBOM KUCIOTOM.

Hesb. Onrcanne KIMHAYECKOTO CeMEWHOTo cirydas 6one3nn Pedeyma.

PesyabTaThl. Kinunuueckuil ciydail: moa HaOdIr0A€HHMEM HAXOAMJIMCh JABa peOeHKa U3
OJIHOM CeMbU C TE€HETHYECKH TOJTBEpXKIEHHOW Ooie3Hpio Pedcyma, mHbanTmIbHAS (opma.
[TepBbiii pebenok, Manpuuk poauics B 2006rogy oT 2 6epeMeHHOCTH, MpOoTeKaBiiell Ha QoHe
nuenaoHedpura, 1 pogoB B cpok. Macca Tena npu poxxaeHun 3624r, poct 53 cm, mo Anrap -7/8
O6amutoB. Ha 3 CyTkM JKM3HM TOSBWINCH JIeTKas JKENTYLIIHOCTh KOXKHBIX IIOKpDOBOB U
UKTEPUYHOCTh CcKjep. B Bo3pacre 1 Mecsua, mocie BakIMHAIMKM OT remarura B, y pebenka
YCUJIMIIACh JKENTYHIIHOCTh KOXH, MOSBUIACh PBOTA B CBSI3U C YeM OH ObLI FOCHHUTAIM3UPOBAH B
CTalloOHap, TIJe OblT BbICTaBIEH AuarHo3: «OCTpblil renmatut, HEYTOYHEHHOW 3THOJIOTHH.
Bropuunas ~ runorpomOunemus.  ['unokcuuecku-umemuyeckoe — nopakenue — [[HC».
KeATymHocTh KOXU M CyOIKTEPUUHOCTh CKIIEP COXPaHSUIUCH 10 8 Mecdla >ku3Hu. B roj Obuia
JIMarHOCTUPOBaHa HEHpOCceHCOpHast TYroyxocTh 4 crenenu. B 1 rox 10 Mecsies OblT mocTaBiieH
nuarHo3: «Kpunrorennelii nuppo3 mnedeHu. Opranuueckoe mnopaxenue [[HC». Hasmaueno
JIEYEHUE aJIEMETHOHUHOM M YPCOAE30KCuXoiaeBor kucioToi. B 2009 roay nmpu rocnuranuzanun
B HEBPOJIOTUYECKOE OTIEIIEHHE MaJb4YMK OBbLI KOHCYJIbTHUpOBaH reHeTukoM. [lo pesynbraTtam
oOcieZloBaHUs B IIa3Me€ KPOBM ObUIO OOHapyXEHO MOBBINIEHHE (GUTaHOBOHM KHciaoTHl A0 500
MMmonb/a, mytaiuii B reHe PEX1 BwisiBieno He Obuto. B 2021 rogy peOeHOK ObLI MOBTOPHO
KOHCYJIbTUpOBaH reHeTukoM. I1o pesynbratam obcnenoBanus - B 1 sx30He reHa PEX6 BoisBieH
MaTOTCHHBIN BapUAHT, TIOJITBEPKAAIONITUIN AUArHO3 «00Je3Hb Pedcymay.

Bropoii pebeHok, B 3TOH ke cembe, JeBouka 7 jeT 9 mecses, poawiacsk B 2016 roay, ot 3
OepemeHHOCTH, 2 ponoB. bepeMeHHOCTH mpoTekasa Ha (oHe Yrpo3bl mpepeiBaHus B 1
TpumecTpe. Ponpl myrem kecapeBa cedueHMs Ha 34 Henesne, NPEXACBPEMEHHas OTCIIONKa
ianeHThl. Macca tena npu poxaenun 1800r, nuHa - 44 oM, mo Anrap - 6/6. Ha 8 cyTku Obuia
IIEPEBEIEHA B OTACIEHUE HEAOHOIIEHHBIX B TSDKEJIOM COCTOSIHUM 3a CUET CHUHIPOMA CPBITMBas U
runepomnypyounemun. JKentyxa kynupoBasiack K 1 Mecsmy xu3zHu. B 8 wmecsueB npu
rocouTainu3alMu  OblT  BBICTAaBIEH  JauarHo3:  «lemarocrmieHoMeranus.  3ajepikka
IICHXOMOTOPHOTO  pa3BHUTHs.  ['mmepmerponust  BBICOKOM  cTeneHW.  JIByCTOpOHHSA
CEHCOHEBpaJIbHas TYroyxocTb». B 2021roay neBouka BMecTe ¢ OpaToM OBUIM KOHCYJIBTUPOBAHBI
TeHETUKOM. Pe3ynbTaThl MOJEKYISIPHO-TEHETUYECKOI0 UCCIIEIOBaHMsI 000UX JIeTel coBHaialH,
4TO MOATBEPKAAET AUArHo3 «ooine3Hb Pedcyma» u'y 6pata, u'y cecTpsl.
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BoiBoabl. [lpesncraBieHHBI KIMHUYECKHH ClIydall JIEMOHCTPUPYET HEOOXOIUMOCTh
CBOEBPEMEHHOI'O BBIABICHHSI PEIKUX TE€HETHMUYECKUX OO0JIe3HEH ¢ Lenblo MpeaynpexaeHus
NPOSIBJIICHUS TSDKEJBIX 3a00JIeBaHUM y HECKOJNBKUX JETEH B ONHOW ceMbe, (OpPMYIHPOBAHUS
IIPABWIBHBIX BBIBOJOB U CBOCBPEMEHHOI'O HA3HAYECHHs JTHUONATOICHETUYECKOrO JICYECHHUS IIPU
BBISIBIICHHH 3a00JICBaHMUS.
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https://www.genokarta.ru/disease/Bolezn_Refsuma (/[lata oopamenwus: 01.05.2025).
2. REFSUM DISEASE, CLASSIC /I OMIM. URL: https://omim.org/entry/266500
(mara obpamienus: 01.05.2025).

Bibliography
1. Refsum's disease. lvanova (Tsatsulina) O.A. Refsum's disease: [Electronic resource] //
GENOKARTA Genetic encyclopedia. 2019. — URL:

https://www.genokarta.ru/disease/Bolezn_Refsuma (Accessed: 01.05.2025).

2. REFSUM DISEASE, CLASSIC // OMIM. URL: https://omim.org/entry/266500
(Accessed: 01.05.2025).

CBenenust 00 aBTopax

I'opuna Aumna WiabmHM4YHA — cTyAeHT 6 Kkypca, KiaumHuyeckuidi MHCTUTYT IETCKOIO
3nopoBbd  uM.H.®unaroba @OI'AOY BO «llepBbiii MoOCKOBCKMII  rocynapCTBEHHbBIN
MeaunuHckuii yHuBepcuter umenn W.M. CedenoBa» MunzapaBa Poccun (CeueHoBckuit
yauBepcutet), 119991. Anmpec: Poccust, . MockBa, yia. Tpyberkas, a. 8, crp. 2. Email:
gorina_alina0l@mail.ru

I'mo6a Oxcana BajepbeBHa — K.M.H. Bpau-HEBPOJIOT, CTaplUIMil HAay4YHbI COTPYIHUK
OI'AY «<HMMUL] 3nopoBbs aetreit» Munszapasa Poccuun, Mocka, Poccust

Information about authors

Alina llyinichna Gorina — 6th year student, N. Filatov Clinical Institute of Children's
Health, First Moscow State Medical University named after .M. Sechenov. Sechenov» of the
Ministry of Health of the Russian Federation (Sechenov University), 119991. Address: Russia,
Moscow, Trubetskaya St., 8, building 2. Email: gorina_alinaO1@mail.ru

Oksana Valerievna Globa — PhD, neurologist, senior researcher, Federal State
Autonomous Institution «National Medical Research Center for Children's Health» of the
Ministry of Health of the Russian Federation, Moscow, Russia

VIIK:616.4
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NHOOPMHWPOBAHHOCTDL POJAUTEJIEU 1 OODEKTUBHOCTD PEABMJIMTALIA
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Pedepar. Cungpom Jlayna (CII) — 3TO XpOMOCOMHasi aHOMAJHS, XapaKTePU3YIOIIAsICSI
HaJIMYUEM JOMOIMHUTENbHOU 21-i1 xpomocomsl. Y aereit ¢ C/] yacto HaOII0qaI0TCS HAPYLIEHUS
¢bynkuuu mmroBuaHOM kene3sl (LK), Takue kak THUNOTHPEO3 W TUPEOTOKCHUKO3, YTO
3HAYUTENIbHO BIUSET Ha (u3mueckoe U KOTHUTHUBHOE pazButHe. [Ipobmembr ¢ LK moryr
3aMEIATh POCT, YXYAUIaTh MOTOPHBIE HAaBBIKM, BHUMAHUE W IaMATh, a TAKXKE BBI3BIBATh
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MOBEJICHYeCKHEe TMpoOiemMbl. Pe3ynapTaThl HCCIENOBaHUS IMOKA3bIBAIOT, YTO PETYISPHBIN
MOHHUTOPHHT YPOBHSI TUPEOUIHBIX TOPMOHOB M CBOEBPEMEHHAs Tepamusi, BKJIOYas Ha3HAuCHUE
JICBOTUPOKCHHA, SBISIFOTCS KIIOYEBBIMH ISl YIYYIIECHUS PEaOUIMTAIIMOHHOTO TOTEHI[AIa
nereit ¢ CII. OgHako ypoBEeHb POJIUTEIBLCKOW OCBEIOMIICHHOCTH O HEOOXOAMMOCTH KOHTPOJIS
TUPEOUTHOTO CTaTyca OCTACTCS HEIOCTATOYHBIM, OCOOCHHO CPEI POIUTENIeH eTelt 0e3 SBHBIX
Hapymenuid ¢pyakuuu K. Bonbimas ocBeqOMICHHOCTD BBISIBIIEHA CPEIU POIAUTEICH JETeH ¢
YCTaHOBJICHHBIM TUATHO30M, IIPU HAOIIOJACHUN B IPOQUIHBHOM JIETCKOM SHAOKPHUHOIOTHISCKOM
OTJICJICHUH U OTATOIICHHBIM CeMEMHbIM aHamMHe30M. MccienoBaHue MOTYEPKUBAECT BAKHOCTD
MPOCBETUTENIBCKOW PAabOTBl W MEXIUCHUIUIMHAPHOTO IMOAXO0/Ja B pPeadMIMTAIMU TaKHX
NalUeHToB. BHeapeHue craHAapTHBIX MPOTOKOJIOB MOHUTOPHUHIA U PErYyJISPHOrO CKPUHUHTA
MO3BOJIUT TOBBICUTH d((HEKTHUBHOCTH JICYCHHS U YIYUIIUTh PE3YIbTaThl peaOUIUTAIINH JETCH C
CJl v napymenusamu Gynkiun DK

Knwoueswvie cnosa: cunopom Jayna, wyumosuonas dxcenesa, SUNOMupeo3, mupeomoKkcukos,
CYOKIUHUYECKUL 2UNOMUpeos, J1e80MUPOKCUH, POOUMENbCKASL 0C8E00OMAEHHOCIb, MOHUMOPUHL
MmupeouoHo20 cmamyca

THYROID PATHOLOGY IN CHILDREN WITH DOWN SYNDROME: PARENTAL
AWARENESS AND REHABILITATION EFFECTIVENESS

Goodis A.D., Vitebskaya A.V.

First Moscow State Medical University named after 1.M. Sechenov, Ministry of Health of
the Russian Federation (Sechenov University), Moscow

Abstract. Down syndrome (DS) is a chromosomal abnormality characterized by the
presence of an additional 21st chromosome. Children with DS often have thyroid dysfunction,
such as hypothyroidism and thyrotoxicosis, which significantly affects physical and cognitive
development. Thyroid problems can slow growth, impair motor skills, attention, and memory,
and cause behavioral problems. The results of the study show that regular monitoring of thyroid
hormone levels and timely therapy, including the administration of levothyroxine, are key to
improving the rehabilitation potential of children with diabetes. However, the level of parental
awareness of the need to monitor thyroid status remains insufficient, especially among parents of
children without obvious thyroid dysfunction. Higher awareness was found among parents of
children with an established diagnosis, when observed in a specialized pediatric endocrinology
department and with a burdened family history. The study emphasizes the importance of
educational work and an interdisciplinary approach in the rehabilitation of such patients. The
introduction of standard monitoring protocols and regular screening will improve the
effectiveness of treatment and improve the rehabilitation results of children with diabetes and
thyroid dysfunction.

Key words: Down syndrome, thyroid gland, hypothyroidism, thyrotoxicosis, subclinical
hypothyroidism, levothyroxine, parental awareness, thyroid status monitoring

AxkrtyanabHocTb. Curnpom Jlayna (CJl) — Hauboisiee pacrpocTpaHEHHasr XpOMOCOMHAs
AQHOMAJIUS, XapaKTEPU3YIOLIAsCs HAJIWYMEM JOMOJHUTENbHOW 21-i XpomocoMbl. CHMKEHHE
CeKpely ropMOHOB HMTOBUAHON sxene3bl (LK) (BpokneHHBIM TMIOTUPEO3 W TUIIOTHPEO3
BCJIEJICTBHE XPOHUYECKOT0 ayToMMMmyHHoro tupeouauta (XAUT)) Berpewaercs y 30-50%
nerert ¢ CJI, ycyryOmsst 3amepxKy (QU3MUeCKOro W KOTHUTHBHOTO pa3ButHs. Jledbunur
cBoOOAHBIX (hpakumii TpuitontuponuHa (cB.T3) u neBotupokcuna (cB.T4) cHMKAET MBIICYHBIN
TOHYC, 3aMeIJIsieT POCT, YXYJIIAaeT aJalTUBHbIE BO3MOXXHOCTH. ['opMoOHanbHBIA aucOanaHc
BIMSET Ha TIIOBEJICHUE, BbI3bIBAS IIOBBIIICHHYI0 YTOMJISIEMOCTb W amnaThio. PerynspHbIi
MOHMTOPUHI M CBOEBpEMEHHasl Tepanusl JEBOTUPOKCHHOM YIYYIIAT pPeadMIUTaliOHHBIN
HoTeHIMaN, TpeOysd MEXKIUCHMIUIMHAPHOTO MOAXO0JAa C  YYacTHEM HHJIOKPHUHOJIOTOB,
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pPEadMIINTOIONOB M CIEUUAIUCTOB 10 pa3BuTHiO [1]. CyOKIMHHYECKUIT THIIOTUPEO3 Y JeTel ¢
CJl BcTpeuaercss wamie, 4eM B OOIIEH MOMYJSAIMH, XapaKTEPU3YETCS H30JIMPOBAHHBIM
NOBBILIEHHEM YpoBHS TupeorpornHoro ropmona (TTI') mpu HOpmanbHbBIX 3HaueHusAx cBT3 u
cBT4. 3amecTuTenpHas Tepanus He Tpedyercs, ecnu ypoBeHb TTT He npesbimaer 10 MkME/ M.
HeobOocHoBaHHOE Ha3HaueHUE JIEBOTUPOKCUHA MOXKET IIPUBECTU K SITPOT€HHOMY THIIEPTUPEO3Y,
YTO OCOOCHHO OIMACHO ISl MAI[MEHTOB C CEpIACYHO-COCyaucTor marojorueit [2]. duddysno-
Tokcudeckuii 300 (IAT3) — ayrommmyHHOe 3a0ojeBaHHE, MPH KOTOPOM H3OBITOYHO
BbIpa0aThIBalOTCA TUpEOUIHbIe TOpMOHBI, y nereit ¢ CJl BcTpedaercs uaime U TpedyeT
00s3aTeNbHOr0 JIeUeHUsl. [ UnepTupeo3 MOXKET BBI3BIBATh CEPIACUYHO-COCYAMUCTBIE OCIIOKHEHMUS,
yXyALIaTh aJalTUBHbIE BO3MOXKHOCTH, BBI3bIBAas SMOIMOHAIBHYIO JIAOMJIBHOCTH, TTOBBIIICHHYIO
yTOMJISIEMOCTh, HAapyLICHWE KOHIEHTpauuu u BHUMaHus [3]. CorliacHO KIMHHYECKUM
pexoMeHanusaM AMEpUKaHCKOW akaneMuu mnenuaTtpuu, nanueHtam c¢ CJl pekomenayercs
npoBepka ypoBHs TTI" npu poxnenuu, B 6 u 12 mMecsiieB, a 3areM exeroHo. [Ipu nossieHHOM
tuTpe anturen K Tupeonepokcuaaze (AT k TIIO) uccnenoBanue cieayer MPOBOJAUTH KaKIbIe 6
MmecsieB [4]. bputaHckue peKkOMEHJAUU NPEINUCBHIBAIOT NpoBepky ypoBHA TTI u, npu
HeoOxoaumoctu, ypoBHsI cBT4, a Takke usmepenue AT x TIIO nHe pexe 1 pasa B 2 rona,
HauvHag ¢ | roma. Uccnenoanust AT k TIIO mosie3nsl ajii NPOrHO3UPOBAHUS TEUEHUS
3a00JIeBaHusl, TOCKOJBKY MAIIHEHTHI C BBICOKUM TUTPOM aHTHUTEN UMEIOT 0ojiee BBICOKUN PHUCK
HpOrpeccupoBaHus 00JIE3HH JI0 SIBHOTO TMIIOTUPE03a [5].

Heas. IlponemoncTpupoBars uvactoty M cnekrp mnaronoruu DK y nereir ¢ CU,
000CHOBAaTh  HEOOXOOMMOCTh  PEryJIPHOTO  MOHHTOPMHTa H  SHIOKPHHOJIOTUYECKOTO
COTPOBOXKACHUSI B paMKax KOMILIEKCHOM peaOuIuTaIuH.

Marepunanbl u MeToabl. [Ipoananu3upoBaHbl pe3yabTaThl JIAOOPATOPHOTO UCCIIEOBAHUS
ropmonoB I1[DK, antutupeonaubix antuten u Y3U DK 50 mamuentos ¢ C/I (25 neBouek u 25
MasnbuuKoB) B Bo3pacte 9 (5; 13) net. Ponutenu 37 nauuenron (74%) OoTBETHIIM HA BOIIPOCHI 00
OCBEJIOMJICHHOCTH O He00X0auMOCTH peryisipHoro koutpois ¢dyukiuu DK y nereit ¢ C/. dns
OLICHKH BIIMSIHUSL POJUTENILCKONW OCBEIOMIJICHHOCTH HAa MEIUIIMHCKUE IMOKa3aTelu Nal[MeHTbI
OB pa3JielieHbl Ha MOATPYIIBI ¢ YCTAaHOBICHHBIM HapymieHueM ¢GyHkuuu K (MmanudectHbrit
TUIIOTUPEO3, TUPEOTOKCHKO3), C CYOKIMHMYECKMMM HapymeHusMu (mosbimeHHbii TTIT npu
HopManibHOM cBT4), 6e3 oTkinoHeHuit B ¢ynkumu IDK. J[ns oneHkH BIUSHHUS POAUTENbCKON
OCBEJIOMJIECHHOCTH Ha 3((PEKTUBHOCTh KOHTPOJS 3aMECTUTEIbHOW Tepanmuu MalUeHTHI,
NPUHUMAIOIME JIEBOTUPOKCUH, OBUIM pa3fefieHbl Ha TeX, y KOro THPEOUAHBIH cTaTyc ObuI
KOMIIEHCUPOBAaH U JIeKOMIEHCHpOoBaH. HomHHanbHbIE JaHHbBIE ONMCHIBAINCH C YyKa3aHUEM
aOCOJIIOTHBIX 3HAUYEHUI M MPOLIEHTHBIX J0JIel; KOJMYECTBEHHbIE MOKa3aTeld — C yKa3aHUEM
Meauansl M mnpoueHtwied Me (25%; 75%). Jns BeisiBieHus (akTopoB, BIUSIOUIMX Ha
OCBEIOMJICHHOCTb ~ POAMUTENEH W KOMIIEHCALMI0 THUPEOMIHOTO CTaTyca, pPacCUUTBIBAIU
otHouenue mancoB (OI) u 95% noseputenbubiit uaTepBat (N).

PesyabTaTsl. Y 32 nanueHTtoB u3 50 (64%) ObUIM BBISIBICHBI MATOJIOTHYECKHE H3MEHEHHS
K, Bxiatovast BpoxkaeHHbIN runotupeos (6 (12%)), XAUT ¢ manudectHbiM runotupeo3om (8
(16%)), XAUT c cyOxknuandeckum runotupeo3oM (3 (6%)), XAUT 6e3 HapyieHus: GyHKIHH
DK (5 (10%)) cyoxkmuuuueckuii runotupeos 6e3 XAUT (6 (12%)) u AT3 (4 (8%)). U3z 37
OTIPOLICHHBIX 12 OTHOCHIIUCH K TPYIIE poAuTesel nainuenTos 6e3 Hapymenus ¢pynkuun K, 8
— ¢ CyOKJIMHUYECKUM THIIOTUPEO30M, 17 — ¢ yCTaHOBIIEHHBIM HapyuieHueM ¢GyHKuuu. Ponurenu
18 manuentoB u3 37 (49%) 3HaIM O HEOOXOJUMOCTH PETYISPHOTO KOHTPOIS THPEOHIHOTO
npodumrs. CemerHbIit aHaMHe3 ObUT oTsiromieH mo 3aboneBanusM DK y 5 manuwenTos. beum
3HAYUTEIBHO JIyYIlle OCBEIOMIIEHBI O HEOOXOJMMOCTH PErYJISIPHOTO KOHTPOJSI TOPMOHAIBHBIX
noKasaresiei poaAuTeIH MaueHToB ¢ HapyenueM ¢yukiuu LK, npusoasmei k norpedHOCTH
B Tepanuu (11 uz 17 (65%)), mo cpaBHeHUIO ¢ He Hyx)aaromumucs B Tepanuu — OILI 3.4 (95%
AN 0,9-13,2); poauTenu MalMEHTOB, HAOIIOMABIINECS B JIETCKOM SHIOKPHUHOJIOTHYECKOM
otnenenuu (7 u3z 7 (100%) mpotus 15 u3 30 (50%), HaOMrOAABIINXCS B OCTAIBHBIX OTACTICHUSIX);
POIUTENN TAIUEHTOB C OTATOIIEHHBIM ceMeHbIM aHaMHe3oM (4 u3 5 (80%)) — O 3,1 (95%
I 0,3-31,0). U3 17 nereit ¢ napymenuem ¢ynkiuu DK, TpeOyronmm Ha3HaYeHUs Tepanum,
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qare ObUTH KOMIIGHCUPOBAHKI IETH OCBEIOMIICHHBIX poauTenelt (5 u3 9 (56%)) mo cpaBHEHUIO C
netbMH HeocBemomieHHbIX (4 w3 8 (50%)) - %)) — Ol 1,3 (95% AU 0,2-8,4). O
HE0OOCHOBAaHHOM Ha3HAUY€HUHU JIEBOTUPOKCHHA HaTpus B mpouuioM (mpu ypoae TTIN 3,3 (2,2;
7,35) MmxkME/min) uzBectro y 15 naunentos (30%); BocaeACTBUM JieueHUE ObLIO MPEKPaIleHo.

BoiBoabl. Pe3ynbraThl HcclienoBaHUsS NOATBEPKIAAIOT BBICOKYHO PACHPOCTPAHEHHOCTH
3aboneBanuii DK, y gereit ¢ C/I, 4T0 MOXKET 3HAYUTENBHO BJIMATh Ha MX (pu3HUeckoe u
KOTHUTUBHOE pa3BuTHe. HecMoTps Ha 3TO, ypOBEHb POAMTEIBCKOM OCBEIOMIICHHOCTH O
H606X0,I[I/IMOCTI/I PErYIApHOTO KOHTPOJA THPECOUIHOI'O HpO(bI/IJ'Iﬂ OCTacTCa HCAOCTATOYHBLIM,
OCOOEHHO Cpeld TAalKUEeHTOB 03 YCTaHOBJIICHHBIX JMAarHo3oB. bojee BBICOKUI YypOBEHBb
WH)OPMUPOBAaHHOCTH  HAONIOMAETCS y PpOAUTENEH JAeTe C  yXe  YCTaHOBJICHHBIMHU
3aboneBanusamu LK, mabmonaempx B Mpo(UIbLHOM 3HIOKPUHOJIOTHUYECKOM OTIEICHUU U Y
NAaUEHTOB C  OTATI'OLICHHBIM CeEMENHBIM aHaMHE30M. HCCJ’IGI{OB&HI/IC IIoKasajo, 4TO
OCBCIOMIICHHOCTH pOI[PITGJIGfI Jamie acconuupoBaHa C KOMHeHcaL[I/Ieﬁ TUPCOUTHOI0 CTaryca,
4YTO MOAYEPKHUBACT BAXKHOCTH HpOCBCTHTCJ’IBCKOfI pa6OTBI. HOJ’Iy‘ICHHBIe JAaHHBIC ITOAYCPKHUBAIOT
HE00X0MMOCTh OoJiee aKTUBHOT'O B3aWMOJICHCTBHS CHEIMAIMCTOB M3 PA3IMYHBIX OTACICHUIN
(HEBpOJIOTHS, TaCTPOIHTEPOIIOTHS, MYIHLMOHOJIOTHS, peBMarosiorus) B Beaenuu aereid ¢ C/I.
Taxxe BaxHO BHCAPCHHUEC CTAHAAPTHBIX ITPOTOKOJIOB MOHHUTOPHWHIA TUPCOUJHOIO0 CTAaTyCa B
nporpamMmmy KOMINICKCHOI'0O MCIHIUHCKOTO COIPOBOXKACHUA ITAIUCHTOB C CI[ OTO HOMOXKET
MOBBICHTD APPEKTUBHOCTD TEPANTUH U YIAYUIIUTh Pe3yabTaThl peadmmmranmu aerei ¢ C/I.
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OIIBIT ITPUMEHEHUS POBOTU3NPOBAHHOM CUCTEMbI B KOMITJIEKCHOM
PEABUJINTALIUU IETEN C JETCKUM IIEPEBPAJIBHBIM I[TAPAJINYOM B
[IPAKTHUKE OTEJIEHUS MEJULIMHCKOM PEABUJINTALIAN OBJIACTHOM
JIETCKOU KJIMHUYECKOM BOJBHULIBI TOPOJA POCTOBA-HA-IJOHY

Edpemona T.E!, [TuckyHnoBa C.I'.}, Jlo6anosa A.M., bonpapena onl, [Terpenko
AB.Y AnekcanapoBa B.C., bonnapenko 1O.C. 1 Edpemon AAZ?

L I'BY PO «O6racmnasn demckas knunuueckas OobHUYAY», omoeieHue MeOUYUHCKOU
peabunumayuu 2. Pocmog-na-/{ony, Pocmoeéckas obnacmo
2 [BOY BIIO Pocmosckuii I' 0cyoapcmeeH bl MeOuyuHcKull ynugepcumem Munzopasa
P®, 2. Pocmog-na-/Jony, Pocmoeéckas obnacmo

Pegepar. Pabota nocBsiieHa KOMILJIEKCHOW peadMIUTaluu y JeTel ¢ YCTaHOBICHHBIM
JIMAarHO30M JICTCKUHM I1iepeOpaibHBIM Mapaiud ¢ JBUTAaTEIbHBIMU HAPYUICHUSMU Pa3IAYHOM
CTEMEHH BBIPAKEHHOCTH. ABTOpaMHU MpEUIOKEHa METOJMKa, coueTaromas B cebe
ucnoib3oBanue ¢usndeckoir peabunurammu (JIOK, OTJI, maccax), MeIUKaMEHTO3HOW U
JIOTOTIEINYECKON KOPPEKIIUHU, a TAK)KE UCIIOIB30BaHUE POOOTU3NPOBAHHON CUCTEMBI

Knrwouesvie cnoea: xomniexcnas peabunumayuu, OemcKull yepeOpaibHulll napaiuy,
pobomusuposannas cucmema, comprehensive rehabilitation, cerebral palsy, robotic system.

EXPERIENCE OF USING THE ROBOTIC SYSTEM IN COMPREHENSIVE
REHABILITATION OF CHILDREN WITH CEREBRAL PALSY IN THE PRACTICE OF
THE MEDICAL REHABILITATION DEPARTMENT OF THE REGIONAL CHILDREN'S
CLINICAL HOSPITAL OF ROSTOV-ON-DON

Efremova T.E.%, Piskunova S.G.!, Lobanova A.M.%, Bondareva O.1.}, Petrenko A.V.%,
Aleksandrova V.S.!, Bondarenko Yu.S. !, Efremov A.A.2

! State Budgetary Institution of the Rostov Region “Regional Children's Clinical
Hospital”, Department of Medical Rehabilitation, Rostov-on-Don, Rostov Region
? State Budgetary Educational Institution of Higher Professional Education Rostov State
Medical University of the Ministry of Health of the Russian Federation, Rostov-on-Don, Rostov
Region

Abstract. The work is devoted to comprehensive rehabilitation in children with an
established diagnosis of cerebral palsy with motor impairments of varying severity. The authors
propose a technique that combines the use of physical rehabilitation (exercise therapy, physical
therapy, massage), drug and speech therapy correction, as well as the use of the robotic system.

Keywords: comprehensive rehabilitation, cerebral palsy, robotic system, comprehensive
rehabilitation, cerebral palsy, robotic system.

AKTyajabHOcTh. BoccranoBnenne ¢(yHKuMuM XoabObl y JeTeil - BaxHeillas 3agada
MeIUIUHCKON peabunuTanuu. CBOEBpEeMEHHAs JMAarHOCTHKA W PaHHEe Hadajlo KOMIUIEKCHBIX
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peadMIINTAIIMOHHBIX MEPONPUSATHI CHOCOOCTBYIOT HMOJHOIEHHOMY BOCCTaHOBJICHUIO (DYHKIIMA
pasIMYHBIX CHCTEM OpraHu3Ma M OIOPHO-ABHUIaTEIbHOIO ammapara, a TakKe aJalnTaluu
NalMeHTa K MOBCEJHEBHOM KU3HH, TIO3BOJISISI BEPHYTh CIIOCOOHOCTH BBITIOIHSTDH OIPE/ICIICHHbIC
NBWDKEHUS, CHM3UTh HHBanuauzanuio. Haubonee wyacToil nNpuYMHOM  BO3HMKHOBEHMS
JIBUTaTEJIbHBIX HApPYIIEHUH y J1eTell ABIAETCS HaJIUu4ue JIETCKOro 1epedpanpHoro napainuya. [1].
Huskuii ypoBeHb yuyacTHs CBA3aH C COOTBETCTBYIOIIUM YPOBHEM (U3UYECKON aKTMBHOCTU U
yxyauieHueM puzndeckor GopMbl, YTO emle OOJbIIe CHUKACT MOABIKHOCTh U aKTUBHOCTH [2].
Jus BOCCTAaHOBJIEHHUS  JIBUTaTENbHbIX  (DYHKIOMM  IPUMEHSAIOTCS  KOMIUIEKCHBIE
peabmimTanonHble MeponpusaTuia. OcolOoe 3HaueHHe yAenseTcs JiedueOHOUW (GU3KyIbType U
mexaHoTepanuud. OIHMM M3  COBPEMEHHBIX  CIIOCOOOB  fABISETCA  HCIHOJIb30BaHUE
poOOTU3MPOBAHHONW CUCTEMBI. /11 BOCCTAHOBJIEHHUS HAaBBIKOB MOXOJKH MAIlMEHTHI HAJEBAIOT
pPOOOTH3UPOBAHHBIN OpPTE3 C PEryJupyeMbIMH MapamMeTpaMu U CIEAYIOT MaTTepHY XOAbOBI,
COXpPaHEHHOMY B CHCTEME YIPAaBJIEHHUS, KyJa BBOAATCA JIaHHBIE O MapaMeTpax Teja NalUeHTa.
3areM HaJeBalOT IIOJIBECHOW KOpPCET, IOCJIEe Yero OH Cllerka IOJHUMAETCs IOJbEMHBIM
YCTPOMCTBOM C MMPUMEHEHHEM IPOTHBOBECA U Ha HEr0 KPErmuTCst poOoT.

Heab. M3yuenne >¢pGEKTUBHOCTH NPUMEHEHHs pPOOOTU3MPOBAHHOM CHCTEMBI IIO
BOCCTaHOBJICHUIO (DYHKIIMU XOABOBI B paMKax KOMILICKCHOH MEIWIMHCKOW peadWInTaru y
JeTeil ¢ YCTaHOBJEHHBIM JHAarHo30M JAETCKUM IiepeOpalibHbl Hapaiuy C JBUTATEIbHBIMU
HapyIICHUSIMHU Pa3IMYHOMN CTENIEHU BBIPA)KEHHOCTH.

Matepuanbl u MeToAbl. B nccnenoBanuu npuHsuin yyactue 30 manueHToB B BO3pacTe
ot 4 o 12 ner (cpeanuii Bo3pact 7+1,6) co cmacTuueckuMu popMaMu JETCKOTO IepedpaabHOro
napanuya. Bee nccieayemple Npolin TpU Kypca KOMIIJIEKCHON MEIMIMHCKON peabuIuTauuu ¢
MPOMEKYTKOM MexaAy Kypcamu B 90 gHell B OTACICHUM MEIUIMHCKOW peaduiuTanuu
Ob6unacTHOl JeTcKON KIMHUYecKoW OonbpHMIBI T. PocToBa-Ha-/{oHy 3a mepuon ¢ aBrycra 2024
rojga no Mai 2025 roga. Bce manumeHTsl ObUIM pa3zieleHbl HA JIBE€ TPYIIIbI: KOHTpOJbHAA - 15
yenoBek (6 aeBouek, 9 Manb4yMKOB) M HCCIenoBaTelabckas - 15 yenoBek (5 neBouek, 10
ManbuukoB). Kaxkgass rpynma coryiacHo Bo3pacTy Oblla pasjesieHa Ha JBE HNOArpymnmnsl: 1-as
HOArpymnna - 1eTd ot 4 10 6 et u 2-asg noArpymnna — aetv ot 7 go 12 ner. [lnan peabuinranmu
BCEX MAalMEHTOB O0EMX TIpYMNI BKIIOYAJI: MEIWKAMEHTO3HYIO KOPPEKLHMIO MpernapaTamMu H3
IPYyMNIbl MHOPETAKCAHTOB - 0akIopeH U OOTYITMHUYECKUH TOKCHH Tuna A (pacueT JA03WPOBKU
JIEKapCTBEHHBIX IPENapaToB C yYETOM Macchl Tena), Je4eOHyI0 QU3KYIbTypy, MEXaHOTEPaIIUIO,
Maccax, (pU3NOTEPANeBTUUECKOE JICUEHUE, 3aHATHUSI C JIOTONeJoM M rcuxojorom. IlamueHTs
MCCJIEIOBATEIBCKOM IPYIIIbI IOMOIHUTEIBHO UCIIOJIB30BATIM POOOTH3NPOBAHHYIO CUCTEMY.

PesyabTaTel. B xone Hamiero mccienoBaHMs BBISBICHA IOJIOKUTENbHAs JAMHAMHKA B
BUJIE YIY4IlIEHUS MaTTepHa IIara, a Takke (OpMHpOBaHUE paHee OTCYTCTBYIOILEIO HaBbIKa
xo1p0b1 y nereit ¢ JILII, koTopble MpOLUIN TPEXKPATHBIM KypC KOMIUIEKCHOW peaOuIuTaIuH,
BKJIIOUYAIOLUI TNPUMEHEHHE pPOOOTU3MPOBAHHOW CHCTEMBI. OJTO YyiydlleHue Obulo Oosee
BBIPXECHO B CPAaBHEHHHM C KOHTPOJBHOW TIpyNIOM, TIA€ JETH MOJyYald KOMILJIEKCHYIO
peabunuTaiuio 6e3 UCIoNIb30BaHHs pOOOTU3NPOBAHHOMN CHCTEMBI.

BoiBoabl. IlpuMmeHeHHe KOMIUIEKCHOW peaOMIUTallud C HPUMEHEHHEM CHUCTEMBbI
0CcTaTOuyHO 3P (EKTUBHO, YTO TMOATBEPKACHO IUHAMHYECKUM YIYy4IIEHHEM IOoKa3aTened u
MO3BOJIIET AOCTUYb JIYUYIINX PE3YIbTATOB 32 MUHUMAJIBHBIN IPOMEKYTOK BPEMEHHU.
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V]IK 616-056.7-053.3
TJIYTAPOBAS ALIUJTYPHS 1l TUITA: KIMHUYECKUWM CITYUA
Wnbnaésa B.A.Y, Kpyunnkuna A K.}, Tio6a O.B. 2

'or4oy Bo Iepgviti MI'MY um. U.M. Cevenosa Munzopasa Poccuu (Ceuenosckuil
Ynusepcumem), . Mockea,
2Qray «Hayuonanvnulii meouyunckull uccie0o8amenbCKull YeHmp 300p08bs Oemeiy
Munzopasa Poccuu, e. Mockea

Pedepar. Onucan Bapuant TeueHus riuyTapoBoil auuaypuu Il tuna (I'AIl) y pebenka.
[TogquepkHyTa CIOXKHOCTh IMOCTAHOBKHM JMArHo3a MpPU OTCYTCTBHM XapaKTEPHBIX H3MEHEHUM
CIIEKTpa allUJIKAPHUTUHOB KPOBU U OPraHUYECKUX KHCIOT MOYHU.

Knwueswie cnosa: enymaposas ayudypus 2 muna, opeanuieckue ayuoemuu, f-okucienue
HCUPHBIX KUCTOM, HACTeOCEeHHble O0Ne3HU 00MeHA.

GLUTARIC ACIDURIA TYPE II: A CLINICAL CASE
llyicheva V.A.}, Kruchinkina A.K.}, Globa O.V.?

!Sechenov First Moscow State Medical University of the Russian Ministry of Health
(Sechenov University), Moscow,
’National Medical Research Center for Children's Health of the Russian Ministry of
Health, Moscow

Abstract. The article describes a variant of the course of glutaric aciduria type 11 (GAII) in
a child. The complexity of diagnosis in the absence of characteristic changes in the spectrum of
acylcarnitines in the blood and organic acids in the urine is emphasized.

Keywords: glutaric aciduria type 2, organic acidemia, p-oxidation of fatty acids,
hereditary metabolic diseases.

AKTyajqbHOCTh. PanHsisi nuarHoctuka rinytapoBoit auuaypuu Il tuma (IAIl) umeer
INPUHIUIINATIBHOE 3HA4YEHHWE JUIsI CBOEBPEMEHHOIO Hadaja JUETOTEPalluH, IO3TOMY
(dbopMUpOBaHHE HACTOPOKEHHOCTU OTHOCUTENIBLHO JAHHOTO 3a00seBaHMs U WH()OPMHpPOBAHHE O
pa3IMYHBIX BapHaHTax €ro TEUEHMsI SIBJIAETCS aKTyaJlbHOM 3amaueil [1,2].

Heab. IlpeacraButy  knmHuyeckudt ciydaid [AIl ¢ manomHpopMaTuBHBIMU
71a00paTOPHBIMH JJAHHBIMH.

Marepuansl 1 MeToAbI. [IpecTaBlieH KIIMHUYECKUH CiTydail.

PesyabTaTsl. JleBouka 9 ner 2 mecsia. PeGeHok ot 3 6epeMeHHOCTH, MPOTEKaBIIeH Ha
dboHe yrpospl mpepeiBaHUsS Ha 16 Hemene, MCTMUKO-IIEPBHKAIBLHON HEIOCTaTOYHOCTH ¢ 31
HEJIeNH; OT 2 CpOoUHbIX pojoB. OueHka no mkane Anrap - 8/9 6amioB. C poxIeHHs MbIIIEYHAs
THIIOTOHUS, TPUOOPETEeHHE OCHOBHBIX MOTOPHBIX HABBIKOB C 3aJIepKKOH cpokoB Ha 1,5-2
Mmecsia. C 2 MecsueB - 3306l pBOTHL. B 4 Mecsna B CBS3M € y4allleHHEM DIHU30/10B PBOTHI -
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rocnuTaIn3anus, CUMIITOMaTHKA pacCliEHEHa KaK MUJIOPOCTEHO3, B KOMpOrpaMMe - crearopes 2
Tuma. B cBA3W ¢ codyeTaHWEM MBIIICYHONW TUMOTOHHMH W TIEPUOJMYECKOW PBOTHI PEOCHOK
KOHCYJIbTUPOBAH TI'€HETHKOM, BBIIIOJIHEHO HCCIIEIOBAaHUE CHEKTpa AlWIKapHUTUHOB U
AMUHOKHUCJIOT B KpPOBH (HOpMa) M HCCIEIAOBAHHUE CIIEKTpa OPraHUYECKUX KHUCIOT B Moue (
MOBBIIIICHUE KOHIEHTPAIMK 2-THIPOKCHOyTHUpaTa, 3-THAPOKCHMOyTHpara, areroarmerara, 4-
ruapokcudenmnaneraTa). BbIsBICHHbIE HM3MEHEHHMS] WHTEPIPETHUPOBAHBI KaK IPOSIBICHUE
KETOoAaIly103a WU CJIEICTBUE 3arpsisHeHus mpoObl. B Bo3pacte 11 mecsues - noBeimenue ACT -
63 En/n. B 1 rog 5 MecsmeB 3amogo3peHa MHUTOXOHIpHAIbHAs MHOIATHS, Ha3Ha4YeHa
MeTaboIruecKas: Tepanus (JJCBOKApHUTHH, YOHIEKapEHOH) C MOJIOKUTENbHBIM 3¢ dextom. B 1
ron 6 wmecsaneB peOeHOK ObUT TOCHUTAIM3UPOBAH [UIsi OOCIENOBaHHA B  OTIEICHUE
IICUXOHEBpOJOorun HanumoHaapbHOr0 MEIMLMHCKOIO HCCIIEI0BAaTENIbCKOIO ILIEHTpa 3/10pOBbS
nerert (HII3/]). IloBTOpHO mNpoBeaeHO HCCIEIOBAaHUE CIEKTpPa AlMJIKAPHUTHHOB B KPOBH
HaTomak (HopMma) U ¢ OenkoBOW Harpyskoul (o6HapyxkeHo noBbimieHue C6DC). IIpomomkena
Metabonuueckas Tepamnui. B ganpHeiimiem  peGEHOK  HaOmojancs B OTJCJICHUU
ncuxonespoiorun HI3/1, mpoBoamimmck Kypehl peaduiuTanuy 1 Meradbonnyeckoi Tepanuu. B 2
roga 10 mMecsiieB BO BpeMs IJIaHOBOM TOCMHUTAIU3AllMU BBISBICHO MOBBINIEHUE JakTaTa (10 3,3
MMOJTB/T) ¥ aMMHuaka (10 56 MKMOJIb/JT) Hatomak. [IpoBeIeHO MOTHOIK30MHOE CEKBEHUPOBAHNE,
BBISIBJICHBI MYTAIlMM B Te€TEpO3UroTHOM coctosinuu B rene ETFB, pesynpTaTsl moaTBep:kaeHbI
cekBeHupoBanueM o Canrepy. YcranosieH auaruos ['myrapoBas auunypus Il Tuma, HaznayeHa
Hu3KoOenkoBast auera. C MOMEHTa YCTAaHOBJIGHHS JAMarHo3a peOCHOK NPOXOIAUT KypPChI
METaOOIMYECKON Tepanmuu W pPeadMIMTAIMOHHBIX MEPONPHUSTHN, PACTET W Pa3BUBACTCS IO
BO3pacTy, MeTabOJIMYECKUX KPH30B HE OTMEYalloch. B AMHaMHKE MPOBOAMUTCSA HCCIEIOBAHUE
JaKTaTa, aMMHaKa, alIKapHUTHHOB U AMHUHOKHUCIIOT B KPOBU, OPTAHMYECKUX KHCIIOT B MOYe,
OKI, OxoKI, DO0I. Ilpu mnocrnegHeM HaOJIIOJACHUU COXPAHSICS YMEPEHHO BBIPAKEHHBIN
MHUONATUYECKUM CHHAPOM, TOBBIIICHUE JIAKTaTa M aMMHaKa HaTOIAK; BBISBIEHA MUTpaIus
BOJIUTENIS pUTMA C OpaJuKapauei.

BoiBoabl. Jlnaruo3 I'All ycranoBieH cmycTst 2 rona 8 MecsieB Mmocje MaHU(eCTaIluH.
OTcyTcTBHE BBIPAKEHHBIX HEBPOJOTHYECKMX HAPYIIEHHH MOXHO OOBICHUTH COYETAHUEM
HEeTSHKENOro eHoTUna U HayajloM METa0OoJIMYEeCKON Tepanuy 10 MOCTAaHOBKU JUarHo3a.
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BOBAT-TEPAIINA IIPU 3ATEPKKE JIBUI'ATEJIBHOI'O PA3BUTI Y PEBEHKA
C IEPUHATAJIBHBIM I[TOPAKEHUEM LHHC: KIIMHUYECKHWU CIIYUAU

Kapasaesa U.C., [Tupsizera O.A., bopnyn E.B.
I'BY3 Hayuno-npakmuueckuii yenHmp oemckou ncuxounespoaozuu /[3 2. Mockewl

Pedepar. B pabote mpencraBiieH KIMHHYECKHH ciydail mpuMmeHeHusi boOaT-tepanuu y
pebenka 10 mecsleB ¢ 3a7epKKON JBUTaTeNbHOIO pa3BUTHS, 00YCIOBICHHON NMepHUHATAIbHBIM
NOpaXeHUEM IIEHTpaJIbHOM HEpBHOW cucTeMbl. J[o Hayanma TepanuM MHalMEeHTKa MOTIJA JIMIIb
KpPaTKOBPEMEHHO CHJIeTh W TMpellpHHUMala MOMBITKH cecTh 4depe3 Ook. Ilocne mepBoro
JBYXHEIENbHOTO Kypca bobar-Tepamnuu oTmMedeHo (opMHpOBaHHE YCTONYMBOIO CHUJIEHUS U
II0JI3aHUS Ha YeTBepeHbKax. Ilocie BTOporo u TpeThero KypcoB — Hadallo BCTaBaHUsS Y OIOPBHI,
a 3aTeM MepeABM)KEHHE BJOJb ONOpPHI. bBbIT NpoOBEAEH YeTBEPThI Kypc, MOCIE KOTOPOro
peOeHOK CMOI' CaMOCTOSITENILHO YAEP)KUBATh BEPTUKAILHOE MOJIOKEHHE O€3 OMOophl B TEUEHHUE 5
CeKyHJ W COBepmiaTh JO S5 CaMOCTOSTEIbHBIX IIAroB. JlaHHBIA KIMHUYECKUW CiIydau
neMoHcTpupyeT 3¢ dekTuBHOCT, bobaT-Tepanuu B BOCCTAHOBICHUH JIBUTATENbHBIX (QYHKIUHN Y
JeTer paHHero Bo3pacta ¢ nopaxenuem [{THC.

Knrouesvie cnosa: bobam-mepanus, nepunamanvioe nopadxcenue I[HC, 3adepowcka
MOMOPHO20 pa3sumus, Helupopas3sUsarowuli N0OX00, PAHHISA peaoUIUmMayusl.

BOBATH THERAPY IN A CHILD WITH MOTOR DEVELOPMENT DELAY DUE TO
PERINATAL CNS DAMAGE: CLINICAL CASE

Karavaeva 1.S., Piriazeva O.A., Bordun E.V.
Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. This paper presents a clinical case of using Bobath therapy in a 10 months old
child with motor developmental delay due to perinatal central nervous system injury. Prior to
therapy, the patient could only sit briefly and attempted to sit through lateral movement. After
the first two-week Bobath course, stable sitting and crawling on all fours were achieved.
Following the second course, the child began to stand with support; after the third course —
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move along support; and following another course — briefly stand independently and take up to
5 steps unassisted. This case demonstrates the effectiveness of the Bobath neurodevelopmental
approach in motor rehabilitation of young children with CNS damage.

Key words: Bobath therapy, perinatal CNS injury, motor development delay,
neurodevelopmental approach, early rehabilitation.

AKTYaJIBHOCTbD. 33/I€p)KKa  MOTOPHOTO  pa3BUTHsI  BCIEACTBHE  IE€PUHATAJIBHOTO
nopakenuss I[HC ocraercss ogHOW M3 aKTyaJlbHBIX MPOOJIEM JETCKOH HEBPOJIOTHH U
MeIMIUHCKONW peaOmnmuranuu. O¢QeKTHBHAsS Tepamnus, HampaBlIeHHas Ha (OPMHPOBAHUE
OCHOBHBIX JIBUTATEJIbHBIX HABBIKOB B paHHEM BO3pacTe, WIpaeT KIKYEBYKD poOJIb B
npopMIaKTUKE CTOMKOW HMHBAJIHIW3AUK W (POPMUPOBAHUH KOMIICHCATOPHBIX MEXaHH3MOB.
Meton bobar-Tepanuu, OCHOBaHHBIN Ha IPUHLIKIIAX HEMPOPA3BUBAIOIIETO MMOAX0/a, HAIICJICH Ha
HOPMAaJIM3aI[MI0 MBIIIEYHOTO0 TOHYCA, YIYUYIICHHWE MOCTYPaIbHOIO KOHTPOJIL U (OpPMHUPOBaHUE
LeJICHAPaBICHHBIX JBUKCHUH.

Heas. Ha npuMepe KIMHUYECKOTO Cily4as MPOAEMOHCTPUPOBATh 3((HEKTUBHOCTH
npuMmeHeHus boOar-tepanuu y pebeHKa ¢ 3aep)KKOW JBUTATEILHOTO Pa3BUTHUS BCIE/ICTBUE
nepuHaraibHoro nopaxenus LIHC.

Martepuanbl u Metoabl. [Tannentka 10 mecsieB Habmomanach W MPOXOAMIA KYPCHI
peabunutanuu B ycnoBusix I'bY3 «HayuHo-npakTuyeckuil LEHTp AETCKON MCUXOHEBPOJIOTUN.
[Iporpamma Bkimrouana boGar-tepamnuio, HEHPOMBIIICUHYIO aKTHBAIMIO, OOy4Ye€HUE POaUTeNeH
dJIeMeHTaM Tepanu. D(PPEKTUBHOCTh OLIEHUBAJIACH MO PA3BUTHIO MOTOPHBIX HABBIKOB JI0 H
MIOCJIE KaK/I0T0 ATara Teparnuu.

PesyabTaTthl. Ha ctapre peabunuranym: HECTOHKOE CUACHUE, IIONBITKU CECTh Yepe3 OOK,
orcyrcTBue non3aHusa. llocme mepBoro Kypca: yCTOMYMBOE CHIEHHE, TIOJ3aHHE Ha
yeTBepeHbkax. Ilocime Broporo: BcraBanue y omnopsl. Ilocine Tperbero: nepeaBukKeHUE BJIOJIb
onopsl. [lociie yeTBepToro: crosiHue 6€3 Omopel A0 5 CEKyHA M A0 5 IIaroB caMOCTOATEIHHO.
OTMeudeHa NOoJI0KUTENbHASL TUHAMHUKA 10 BCEM ATalaM JBUTaTeIbHOTO Pa3BUTHS.

BoiBoabl. IIpumenenue boOar-Tepanuu y JneTteil paHHero Bo3pacTa C  3aJlepyKKOM
MOTOPHOTO pa3BuTHUA Ha (oHe mnepuHatasbHOoro mnopaxenus [[HC mo3Bomser moOUTHCS
3HAYUTEIbHBIX pE3yJIbTaTOB B (DOPMUPOBAHMM JIBUTATENBHBIX HaBBIKOB. MHIMBUIyalbHBIN
MOJXOJl, MYJbTUIUCIUIUIMHAPHOE CONpPOBOXKJIEHWE M aKTHUBHOE Yy4acTHE pPOAUTENeH
CHOCOOCTBYIOT MOJOKUTEIBHON TUHAMUKE U YITYYIIEHUIO KauecTBa )KU3HU MalMeHTa.
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PEABWJIMTALINA ITAIIMEHTA C HECBOEBPEMEHHO
JMUATHOCTUPOBAHHOU I'AJIAKTO3EMUEN

Kusszesa M.C., Mamenosa A.P.

DI'AOY BO Ilepsviii MITMY um. U.M. Ceuenosa Munzopasa Poccuu (Ceuenosckuii
Yuusepcumem), o.Mockea

Pegepar. ['anakTo3emust — 3T0 ayTOCOMHO-PELIECCUBHOE HACIEACTBEHHOE HapyIICHHE
oOMeHa YIJIeBOJOB, MPU KOTOPOM B OPraHM3ME HAKAIJIMBAETCS M30BITOK TaJlakKTO3bl U €€
MeTaboauTOB (ramakro3o-l-¢ocara u ramakTuToNa), YTO OOYCIABIMBAET KIMHUYECKYIO
KapTUHY 3a00JieBaHUs M (POPMUPOBAHUE OTCPOUYCHHBIX OCIOKHEHHH. J[aHHBIN KIMHUYECKUN
cilyyail MJUTIOCTpUPYET pa3BUBLIeecs TsDKENOe HeoOpaTUMoe OCIOKHEHUE B BHUJE MOPAKEHUS
MOJIKOPKOBBIX CTPYKTYp TOJOBHOrO Mo3ra y peO€Hka B Bo3pacte 21 JHS, HMMEOIIEro
NOJTBEPXK/ICHHBI Ha HEOHATAIbHOM CKPHHMHIE JMAarHo3 peAKoro OOMEHHOro 3a00JeBaHUS —
rajmakto3emMun | tuma. [narHo3 takke ObUT MOATBEP)KIEH TE€HETUYECKH: B BO3pacTe 9,5 MecsIieB
IyTeM MOJHOT€HOMHOI'O CEKBEHHPOBAHHUS OBLIM BBISABICHBI ATOreHHbIe BapuaHThl reHa GALT:
mytanus ¢ .563A<G u Bapuant Jlyaprec. 940A<G B reTepo3UrOTHOM COCTOSIHHH, XapaKTePHBIC
JUIs TAaHHOTO 3a0ojeBaHus. B nanpHeiimeM KiIMHMYECKas CUMIITOMAaTHKa MpeACTaBisiia coOon
HapyIIEHWE MBIIIEYHOTO TOHYCA, U30BITOYHOE HANpSIKEHUE B MBIIIIAX C aCHMMETPHUEN MO3bl,
HaJIMYME TUIMEPKUHE30B, 3aJEPXKKYy TEMIIOB MOTOPHOTO M IICUXHUYECKOIO pa3BUTHA,
HEepaBHOMEPHBIA pocT 3yO0oB. Peabunuranus nannoro pedénka ¢ LI cmemrannoit hopmer u
3aJIePKKOM TCUXO-PEUEBOro pPa3BUTHs JOJDKHA OBITh KOMIUIEKCHOM W HENpEephIBHOH H
YUUTHIBaTh €r0 0COOEHHOCTH.
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Knwueevie cnoea: canakmosemus,  Ouemomepanus, — MemabOIUYecKull — Kpus,
peadbunumayusi.

REHABILITATION OF A PATIENT WITH UNTIMELY DIAGNOSED
GALACTOSEMIA

Knyazeva M.S., Mamedova A.R.

Sechenov First Moscow State Medical University of the Ministry of Health of the Russian
Federation (Sechenov University), Moscow

Abstract. Galactosemia is an autosomal recessive hereditary disorder of carbohydrate
metabolism, in which the body accumulates excess galactose and its metabolites (galactose-1-
phosphate and galactitol), which causes the clinical picture of the disease and the formation of
delayed complications. This clinical case illustrates the development of a severe irreversible
complication in the form of damage to the subcortical structures of the brain in a 21-day-old
child with a diagnosis of a rare metabolic disease, galactosemia type 1, confirmed by neonatal
screening. The diagnosis was also confirmed genetically: at the age of 9.5 months, pathogenic
variants of the GALT gene were identified by whole-genome sequencing: a mutation
with .563A<G and a Duartes variant. 940A<G in a heterozygous state, characteristic of this
disease. Subsequently, clinical symptoms were a violation of muscle tone, excessive tension in
the muscles with an asymmetry of posture, the presence of hyperkinesis, a delay in the rate of
motor and mental development, uneven growth of teeth. Rehabilitation of this child with mixed
cerebral palsy and a delay in psycho-speech development should be comprehensive and
continuous and take into account his characteristics.

Keywords: galactosemia, diet therapy, metabolic crisis, rehabilitation.

AKTyaJbHOCTDb. ['aakTo3eMus — 3TO BpOXKAEHHOE HAPYIIECHUE YTJIEBOJHOTO OOMEHa,
KOTOpOE MPOSBIISAETCS HECTIOCOOHOCTHIO YCBOEHHS TajakTO3bl M MpEBpalIeHUs e€ B TIIOKO3Y,
caxap, KOTOPBIM SIBISIETCS OCHOBHBIM HCTOYHHMKOM DJHEPIHM B OpraHu3Me, BCIEICTBUE
HapylieHus paboTel (hepMeHTOB MeTaboimudeckoro myTH ramsaktos3sl [1]. C OGuoxummuveckoi
TOYKHU 3peHUs 3a00JI€BaHNE XapaKTEPU3YETCsl TUIIEPralaKTO3EMUEH, COCTOSTHUEM, CBSI3AHHBIM C
MOBBIIICHHBIM YPOBHEM TajaKkTO3bl B KPOBU, YTO MOXKET MPOSBIATHCA MOPAKEHHEM MHOTHX
OpraHOB, TaKUX KaK TEYeHb, TOYKH, TIJia3a, OPTraHbl PENpPOAYKTUBHOM CHUCTEMBbI, U OBITh
MOTEHIMAIBHO CMEPTENIbHBIM, €CIIM BOBpeMsl He JuarHoctupoBarb. [lo s3Tol mnpuumue
rajakrto3eMuss Obula BKJIIOYEHA B HEOHATAIBHBIA CKPUHUHT B paMKax IIpHUKasa
MunszapascorpasButusi Poccun Nel85 ot 22.03.2006 roma «O MaccoBoM oOcCieI0OBaHUU
HOBOPOXAEHHBIX JCTEeH HAa HACIEACTBEHHBIE 3a00IeBaHU» [2].

Leab0 omnucaHus JaHHOTO  KIMHUYECKOTO  ciiydas SIBIE€TCS  JE€MOHCTpPALMS
HEOoOpaTUMOro MOpaKeHUs IEHTPAIbHONW HEPBHOM CHUCTEMBI MOCIE METa0OJIMYECKOro KpH3a,
ciyuuBIerocs Ha 21 JeHb XKU3HH Y peO&HKa, HAXOAMBIIETOCS HAa TPYAHOM BCKAPMIIMBAHHH, U
KOMILIEKCHOCTh MOJIX0/1a K ero peadmmmranuu [3].

PesyabTaTel. Peb6éHok orT 3 OepemenHoctd, 2 ponoB (l-1 OGepeMeHHOCTH - peOEHOK
310poB, 2-s1 OepeMeHHOCTh - 3amepmias). Hacrosmias OepeMeHHOCTh TpoTekana Ha (oHe
TOKCHKO3a, YIpO3bl NpepbiBaHusi, aneMuu, runokcuu mioga, OP3, BC/] no runoronnueckomy
TUIY, XPOHMYECKOro TaiiMopuTa, TaHKpeatuta. Ponmer Ha 38 Hexenme recranuw,
dusnonornueckue. Macca tena npu poxaenun- 4180r, poct - 50cm. Onenka no mkaie Anrap
9/9. B mnepBble 724 XM3HH B poagoMe Yy peOEHKa Oblga B3sITa KPOBb JJIsi MPOBEIEHUS
HEOHaTaJbHOrOo CcKpuHUHTa. Ilo pe3ynmpTaTam wHccleloBaHus: Tranmakroza 77,7 Mr/mn
(TIONOKUTENBbHBIN pe3ynbTar npu ypoBHe >10 Mmr/mrn). Ha marHanuateiii AeHs OBLIIO MPUHSATO
pelIeHue O NPOBEICHUHM IMOBTOPHOIO TECTUPOBAHUS B CBS3M C PACIEHUBAHMEM IEPBOTO
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pe3ysbTara Kak «IOKHO — IOJIOKUTENbHBIN». Bce 3TO BpeMs ¢ MOMEHTa pOXICHHS PeOEHOK
HaXOJWJICSd Ha TPyAHOM BckapmiuBaHuu. [lepno HOBOPOXKIEHHOCTH NpOTeKan Ha QoHe
MaHH(ECTHON HEOHATAILHOW JKENTYXH, MO IMOBOJY YETr0 HaXOAWJICA Ha CTAlMOHAPHOM JICYCHUU
(mudpsr ounupyouna nocturanm 798 mxmons/n, 'AO 77mr, ACT 193 en/n, AJIT 93 en/m). Ha
21-p1ii nenp pebEHok Ob1 goctaBneH B OPUT B cocTosHMHM METa0OIMUYECKOTO KpHU3a.
Pe3ynbrathl MOBTOPHOrO TECTHUPOBAHUS ObUIM 3alpOIICHbl BpayaMHM pEaHHMAllMU: TajakTo3a
71,4 mr/mn. BeicraBnen auarnos «lamakrozemusi». CBeneHust o 3a0ojeBaHUM ObLUTH TOJAHBI B
pErvoHaNIbHBIN cerMeHT (enepaibHOro perucrpa. C MOMEHTa MOCTAHOBKM JUArHO3a MalUeHTY
Ha3HaueHa MHMBHyaJbHAs CTPOTras MOXH3HEHHAs 0€3MOJIOUHAs JueTa, CIelHUaTn3upOBaHHAS
cmech. [locne pebéHok HaOIIOAANCAd FEHETHMKOM, racTpO3HTEpojoroM, HeBposorom. Ha ¢oue
JUETH U METa00JIMYECKOM Tepanuy COCTOSIHME peOEeHKa YIy4IIUIIOCh: CTajl aKTUBHEE, KPUK CTall
rpomMue, KEeJITYIIHOCTh 3HaYUTEIbHO YMEHbIIWIach. Boimucan ¢ auarHosoM: «JHuedanonarus
COYETaHHOTO TeHe3a (mepuHaTaibHast, aucMmeradbonnyeckas). CHHAPOM yrHETEHUS HEPBHO-
peduekTopHOl  BO3OynuMocTu. benkoBo-sHeprermyeckass HEIOCTATOYHOCTh — yMEPEHHOMU
crernieHu». [Ipu mpoBeneHHHM SH3UMOIMATHOCTHKH B Ja0OpAaTOpPHU CENEKTUBHOIO CKPUHUHTA
OI'BHY um.H.I1.boukoBa BBISBIICHO PE3KOE CHUIKEHHWE AKTUBHOCTH (EepMEHTa rajaakTo3o-1-
dochar-ypuaunrpancdepassi g0 0,82 (npu Hopme 4,4-15 E/rHb). AkruBHOCTh hepmenTa y oTIa
- 3,94 E/rHb (45% ot HOpw™mbI), y Matepu - 4,25 E/rHb (48 % ot Hopmsl). [Ipu nipoBeneHuu B
Bo3pacte 9,5 MecsleB MOJIHON€HOMHOIO CEKBEHMPOBAHMS OBLIM IMOATBEP)KJEHbI NMAaTOTCHHBIE
BapuanThl reHa GALT. [Tocne aToro 6110 npoBeneHo cekBeHupoBanue no Cenrepy npodania u
ponuTeneii: y peOEHKA BBISIBICHBI 2 MaTOreHHbIX BapuaHTa reHa GALT: myranus ¢ .563A<G u
Bapuant [lyaprec. 940A<G B reTepo3UroTHOM COCTOSHHUU. Y MaTepu peOEHKa BbISABICH 1
naToreHHsld BapuaHT: ¢ .563A<G B rerepo3urotHoM coctosiHuu. Cubc He oOcnenoBaH. Ha
MIEPBOM TOJIy JKU3HH JJIUTEIBHO COXPAHSJICS CHHAPOM Xxoiecta3a (2,5 Hopmsl). B Bozpacte 10
MecsiieB ObL1  BhICTaBIEH JAuarHo3: "Jlerckuil 1epeOpaibHBIi Mapaiud: CHacTUYECKUH
TeTpamnapes, TunoKcudecku-nucMeradbonnueckoe nopaxkenue [{THC. anaktozemus".

Jlanee exeroiHO MOCTyNaJl Ha IUIAHOBYIO TOCHHUTANIM3alMI0 (mocieaHss B 2 roga 4
mecsna). CocTossHUE Ha MOMEHT NOCIEeIHEH TrocnuTaln3aluu: peOEHOK OecTOKOMHBIM,
BbIpQXCHHBIE TUIIEPKUHE3bl, TpEMOpa HET, I[103a acCUMMETpUYHas, BHUIUMBIE KOCTHbBIE
negopMaluu OTCYTCTBYIOT, TOHYC BEPXHHX M HIDKHUX KOHEYHOCTEH AMCTOHWYHBIN. J[BHKeHUs
B TUICUEBBIX/JIOKTEBBIX/yU€3amsICTHBIX, Ta300€IpEHHBIX/KOJICHHBIX/TOJICHOCTOMHBIX CYyCTaBax
OTPaHUYEHBI U3-32 TOHYCHBIX HAPYIICHUH M TMNEpKUHE30B. [Ipy mampnanuu MbIIbl pa3BUTHI
yIIOBJIETBOPUTENbHO. B mMOJ0XEeHMM Ha KUBOTE TOJIOBY YIEP)KHUBAET, 4allle MOBOPAYMBAET
TOJIOBY BJIEBO; ONMpAETCS Ha MPEAIIeYbs NOJ I'PYAHON KIETKOW, CaMOCTOSITENBHO PYKH HE
BBIBOJIUT, KMUCTU 3aXaThl B KyJak. [Ipu mocTaHOBKE Ha HOTU OIOpa Ha MepeAHE-BHYTPEHHIOIO
4acTh CTONbl. HaBBIKM: MEpHOIUYECKH MOBOpPAYMBAETCSA CO CIHMHBI Ha OOk (Oosblie 3a CUET
TOHYCHBIX HapyIIEHUH U TUIEPKUHE30B), TOCAKEHHBI C MOAJNEPKKOW MOXKET CHUAETD,
yaepxkuBas rojoBy. IIpu 1eneHanpaBleHHBIX JBWKEHHUSAX NPOSBICHHUS T'MIIEPKUHE30B
YCUJINBAIOTCSL.

IlToMMMO OCHOBHOM MEIMKaMEHTO3HOM TEpalMH NalMeHT NPOXOAUT HAa IOCTOSHHOU
OCHOBE KOHCYJIBTAIIMH PA3UYHBIX CICIHAIMCTOB U peadMIUTaIlMOHHBIE Meporpusatus [1], B
OCHOBE KOTOpBIX JIeKaT OOIIMEe NPUHIUNBL: KOMIUIEKCHBIH moaxox (coueranue JIDK,
buznoTepanuu M JIOTONEANM), WHIMBUIYalIbHBIH TMOAXOM - Y4€T ocoOeHHocTel peOEHKa
(TOHyCHBIE HapyLIEHHs, TUIEPKUHE3bl, SMOIMOHAIBHOE COCTOSIHUE), PpEeryJlsIpHOCTh U
CHUCTEMAaTUYHOCTh NMPOBEAEHHBIX 3aHATHH, aKTUBHOE ydacTue pojuTesed (POAUTeNu TOJKHBI
OBITH BOBJICYEHBI B ITPOIIECC peabUIUTALMU U 00yueHbl He0OX0uMbIM HaBbikaM). L{enbio JIOK
ABIIIETCS CTUMYJISILIMSI MOTOPHBIX HABBIKOB, TAKUX KaK IOBOPOTHI, OMOpa Ha MPEAIiedbsl U
kuct  [4]. Metogamu €€ JOCTHIKEHHUS  SABISIIOTCS: NPHUKIAgHOE  (PU3HOIOrHYecKoe
MO3UIIMOHHUPOBaHUE (0OecriedeHre MPaBUILHOTO MOJIOKEHUS Teja), CTUMYJIALNS ayTOXTOHHON
MYCKYJaTyphl (MBI, TOJACPKUBAIOIINX OCAaHKY), PACKPBITHE KUCTH (BaXKHO ISl Pa3BUTHUS
MEJKOM MOTOPUKHM M XBaTaTEIbHBIX HAaBBIKOB), CTUMYJSIUS YCTOMYMBOTO TOJOXKEHUS Ha
JKUBOTE C ONOPOM Ha MpEAIIeyYbss U KUCTH (B TOM YHCIIE HA BAIMUKE), TPEXOMOPHAs CTOMKA, 110
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BOMOXXHOCTH 3MEiKa. ymnpakHeHHe Mo Meroauke Boiita, ympaxksenust mo meroauke bobar.
BaxxHO yuuTHIBaTH TOHYCHBIC HApYIICHHWS M THUICPKUHE3bI, H30€rarb pPe3KUX IBWIKECHUH,
KOTOpBIE MOTYT WX MPOBOIUPOBaThH M 00ydarh poaurteneii 60a3oBbiM MeTonaM JIDK, droObr
MMpOJO0JIKATh 3aHATHUA AOMaA. ]_[eJ'IbI-O (1)I/I3I/IOTepal'II/II/I SABJIAIETCA KOPPCKIHA MBINICYHOI'O TOHYCA,
yIAy4IIeHHe MUKPOLUMPKYJISIMA U TPO(UKH MBIIII, OKa3aHHE ycrokauBaromero s¢gdekra [5].
MeTOI[BI eé AOCTHIXKCHHUA: KYpC HU3KOMHTECHCHUBHOM MAarHuToTCpaliiyu Ha 00J1aCTb NOSACHUYHOIO
U TpyaHOro oOTacjia IO3BOHOYHHUKA, KYPC CYXHUX HMMCPCHUOHHBIX BdaHH. HCJIBIO JIoromneanu
ABJICTCA HOpMaIU3alrsa TOHYCa apTUKYJIAIUOHHBIX MBI, YBEJIMYCHUC 00BéMa ,I[BI/I)KeHI/Iﬁ I‘y6,
S3bIKa U HIDKHEH 4eltocTH, ((OpMUPOBAHHE YKIIAZOB 3BYKOB, CTUMYJISIIHS 3ByKOBOM aKTUBHOCTH
N Pa3sBUTHUEC PCUYCBBIX HABBLIKOB. MeTOI[BII JIOroIeAn4eCcKoe BOS,Z[CfICTBI/IC B MAAAMEM PEXKUME,
YUUTBIBas 0COOEHHOCTH peOEHKa (HEMpPOM3BOJIBHBIC IBI)KEHHUS S3bIKa W TyO, caluBaius),
COrjlaCoOBaHUC OMOIMOHAJIbHO-MUMHNYCCKHX peaKquI C BOS,[[CI;'ICTBI/IGM B3pOCJIOTro
(BMOI_H/IOHaJIbeIM, PCUYCBLIM, TaKTI/IJIbHBIM), CTUMYJIALIUA U IOAACPKAHNC 3ByKOBOI71 AKTUBHOCTHU
B PCKHUMHBIX MOMCHTAX, YBCIHYCHHUE 3BYKOBOI'O HAIIOJIHCHHUA, Pa3BUTUC CIIYXOBOI'o H
SPUTCIIBHOIO0 BOCIIPUATHSA.

BeiBoabl. IlpencraBieHHbIM  KIMHUYECKUH  ClIydyal  JEMOHCTPUPYET  BaKHOCTH
KOMILJIEKCHOII M CHCTEMAaTHYECKOU p€a6I/IJII/ITaIlI/II/I ImaruecHTa ¢ METa00JIMUYECKAM Kpu3somMm B
AdHaMHE3C. HGCMOTp}I Ha BBIPA’)KCHHBIC THMIICPKUHE3bl U TOHYCHBIC HAPYUICHUA, H36J'IIOL[8.€TC}I
IMMOJIOKUTECIIbHAA AUHAMHKA B NOAACPKAHUN U CTUMYJIIIUU ABUTAaTCIIbHBIX WU PCYCBBIX HABBIKOB
Onmaromaps Takomy moaxony. KiroueBoit QakTtop — HMHIMBHUIyamU3allUs MPOTPaMMBbI
peabmmmranuu ¢ y4€ToM OCOOCHHOCTEH peO&HKa, PpEeryJsipHOCTh 3aHSATHH H aKTHBHOE
BOBJICYUCHHUEC pOHHTeHeﬁ B IIponecc. ITocTrosnnOE MMpOOOJIKCHUC pea6I/IJ'II/ITaI_II/IOHHBIX
MepOHpHHTHﬁ, HaIpaBJICHHBIX HAa KOPPCKUOHWIO MBINICYHOI'0 TOHYCA, CTUMYJIALIUIO IIBI/IFaTeJII)HOI‘/JI
AKTHUBHOCTH M PA3BUTUC PCYUH, ABJIACTCA HCO6XOI[I/IMBIM AJId YIIYUHICHUS KadeCTBa KH3HHU U
colManbHON amanTanuu naureHta. Ocoboe BHUMAaHUE CIENYET YAENIATh 00YUEHHIO pOAUTENEH
6a3oBbM MeTosaM JIDOK u nmoronenuun aiis moaaepikaHusl HEMPEPHIBHOCTH PEAOMIIMTAIIMIOHHOTO
nponecca B JoMallHuX yCIIOBUAX.
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HEPIEOCETEBOE MOJIEJIMPOBAHUE B KOMITJIEKCHOM PEABUJIMTALIMNA
JETEN C 3ABOJIEBAHUAMM OITOPHO-ABUI'ATEJIBHOI'O AIIITAPATA

Kymukosa O.M., Ileranckuii /[.A.
000 "Aeenmcmeo "ACT", 2. Omck

Pedepar. lccnenoBanue HampaBieHO Ha pa3pabOTKy alrOpUTMOB JJIi MOHMTOpPUHTA
OroMexaHUKHU X0p0bl neTeit 7—12 net ¢ 3aboeBaHUAMHU ONOPHO-/IBUTraTeNnbHoro annapara (OA)
C MHCIIOJIb30BAaHUEM TEXHOJIOTHUI KOMITBIOTEPHOTO 3peHHs M IapaMeTpuueckoil reomerpuu. B
OTIMYUE OT NPEOBIAYIIHX padoT, KIIOUYEBBIMH OCOOCHHOCTSMH SIBISIOTCSA: TPUMEHEHHE
mupokoaocTynHbeix RGB-kamep (cmaptdonsl Honor 200 Pro 5G NFC), obpaGoTka JaHHBIX
KOMOMHAIMEeW MeToja CKoyb3dAmero okHa u (uiubrpa CaBuikoro-l'osmes ¢ onTuMuU3ammei
napaMeTpoB 4Yepe3 TeHETHUYECKUI alropuT™M, a TakkKe aHaIN3 OMOMEXaHMUYECKUX IMoKa3aTeiaen A
KaKI0H (a3bl X0AbObI B CPaBHEHUU C STAJIOHHBIMU 3HAYEHUSAMHU OIUHOYpPrCKOM BU3YyaJlbHOMN
mKajel oreHku noxoaku (EVGS).

Knrouesvie cnosa: buomexanuka xoO0v0wvl, KOMNblOmMepHoe 3peHue, 3a601e8anusi ONOpHO-
ogueamenvHo20 annapama, oemu, DOuHOypeckas eusyanvHas wkana oyeHku noxooku (EVGS),
2eHemuyecKull aneopumm, napamempuiecKkas 2eomempus, MOHUMOPUHS PeaduIumayuu.

NEURAL NETWORK MODELING IN COMPLEX REHABILITATION OF CHILDREN
WITH MUSCULOSKELETAL DISORDERS

Kulikova O.M., Peganskiy D.A.

LLC «Agency «AST»
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Abstract. The research is aimed at developing algorithms for monitoring the biomechanics
of walking in children aged 7-12 with diseases of the musculoskeletal system (ODE) using
computer vision technologies and parametric geometry. Unlike previous work, the key features are:
the use of widely available RGB cameras (Honor 200 Pro 5G NFC smartphones), data processing
using a combination of the sliding window method and the Savitsky-Golay filter with parameter
optimization through a genetic algorithm, as well as the analysis of biomechanical parameters for
each phase of walking in comparison with the reference values of the Edinburgh Visual Assessment
Scale. gaits (EVGS).

Keywords: Biomechanics of walking, computer vision, diseases of the musculoskeletal
system, children, Edinburgh Visual Gait Assessment Scale (EVGS), genetic algorithm, parametric
geometry, rehabilitation monitoring.

AKTyaJIbHOCTb. B Hacrosiiee BpeMsi CTaHOBSITCS aKTyalbHBIMH BONPOCHI MOHUTOpPHUHIA
pe3yJbTaTOB peabuIuTaIiy J1eTel ¢ 3a00IeBaHUSIMUA OTIOPHO-IBUTATEILHOTO allapara.

Heab. PazpaboTaTh KOMIUIEKC aITOPUTMOB MOJICTUPOBAHUSI OMOMEXaHUKU XOJIbOBI AeTeH ¢
BBIIIICYKA3aHHBIMH 3a00JI€BaHUSIMU C TPUMEHEHUEM TEXHOJIOTUHA KOMIIBIOTEPHOTO 3pEHHUs U
napaMeTpuueckor reomerpuu. JlaHHoe uccienoBaHUE OTIMYAETCS OT MPEAbLAYLUIUX 110
ClenyroImuM HampasieHusM: 1) npumenenueM RGB-kamep, koTopbie B HacTosiiiee BpeMs HUMEIOT
IIMPOKOE PACTIPOCTPAHEHHE W HCIIONB3YIOTCS, B TOM 4YHCIE, B cMapTdoHax; 2) MpUMEHEHHEM
COUeTaHMsI METO/a CKOyb3sllero okHa u ¢uibtpa Casuikoro-lI'ones (Savitzky-Golay filter) s
npeao0paboOTKU MONYYEHHBIX JAHHBIX M yJaleHus apTe()akToB B MOJYYCHHOM MACCHBE JaHHBIX
KOOpJMHAT, HACTpOiiKa mapaMeTpoB (GUIbTPa OCYILECTBISETCS C NMPUMEHEHHEM TIe€HETHYECKOIO
aIropuTMa; 3) pacyeToM IoKa3aTelel OMOMEXaHUKU I KaKI0u (a3bl X01b0bI U CPaBHEHUEM HX
C 2TaJIOHHBIMH 3HAYCHUSMHU.

Marepuanbl 4 MeTObI. B ricciaenoBanny aHaTM3UPOBAINCH ABMKEHHS 5 AMeHToB 7-12
JeT ¢ 3a00JeBaHUsIMHI OMOPHO-JBUTATEIBLHOTO anmnapara BO BpeMs X0JIb0bl Ha OEroBoil JOPOKKE B
YCIIOBUSX TPEHaXKepHOTo 3ajia. Bupeochemka ocyimecTisuiack Ha aBa cMaptdona Honor 200 Pro
5G NFC, ycTaHOBIEHHBIX MEPIEHAUKYISIPHO APYT APYTy Ha mratuBax. DopmupoBaHue KOOpIUHAT
TOYEK MO BUAEO(parMeHTaM BBINOJHAJIOCH C NpuMeHeHueM Helpocetu OpenPose. B pacuerax
ucrnonb3oBaHa Mojens Body 25 u DaunOyprckas BusyaibHas ouneHka noxoaku (EVGS) [1].
PacueTsl BbINIOJIHEHBI C MPUMEHEHHMEM s3blKa NporpamMupoBanus Python 3.13. Bamupuzauus
pe3yNbTaTOB PACUETOB OCYILECTBISAETCS ¢ MPUMEHEHHEM MPOrpaMMbl BuaeoaHanusa Kinovea.

PesyabraTel. OnpeneneHo, 4To y HCCIeAyeMOM KaTeropuu NalMeHTOB HaOI0JAI0TCs
OTKJIOHEHHS B KJIIOUEBbIX MokazaTensx EVGS, cBsa3anHble ¢ OMOMEXaHUKOW CYCTaBOB, MBIIIEYHBIM
TOHYCOM U KOOpPJWHALINEH.

BuiBoabl. [IpriMeHeHne pe3yabTaToOB UCCIIEOBAHMS TTOBBICUT OOBEKTUBHOCTD TUArHOCTUKU
NAlMEHTOB C 3a00JIeBaHUSIMU OINOPHO-ABUTaTENIbHOIO ammapara, M paclIupUT BO3MOXKHOCTU
MPUMEHEHUS TEXHOJIOTHI TeJIeMEIUIINHBI B COBPEMEHHBIX YCIOBHSIX.
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_KOPPEKIIVA PEBEPCUBHOI'O THIIA I'NIOTAHUA Y JIETEM C .
PACCTPOUCTBOM AYTUCTHUYECKOTI'O CITEKTPA: MUO®YHKIINOHAJIbHBIN
1noaxoa B PABOTE MEJIUITMHCKOTI'O JIOI'OIIEJA

Muponosa C.JI.
I'BY3 Hayuno-npaxmuyeckuii yenmp oemckot ncuxoregponoauu /I3 2. Mockevl

Pedepar. ®opmupoBaHue coMaTHYECKOTrO THUIMA TJIOTAaHUSA Yy JeTed mocie 3 JeT — 3TO
Ba)KHBIN 3TAIl B Pa3BUTHUU pe6eHKa. OH TecHO CBSI3aH C 0p0(1)aIII/IaJII)HI)IM " IICUXOJIOI'MYCCKUM
3nopoBbeM. [IpaBuibHO CHOPMUPOBAHHBIM THI TJOTAHUS CIOCOOCTBYET HOPMaIbHOMY
Pa3BHUTHIO YEITFOCTHO-JIMIIEBON CUCTEMBI, BIIUSCT Ha MpaBUIbHOE (hOpMHUpOBaHKE 3yOHOTO psifa U
npukyca. Y Jnered c¢ pacctpoiictBom aytuctuueckoro cmnektpa (PAC) wacto ormeuarorcs
HapylmCcHUA IMUIIEBOTO IIOBCACHUA, pPOaUTEIN OTMECUYAKOT IMOBBIIICHHYIO CCHCOPHYIO
YyBCTBUTEIBHOCTh U TOBOPST O TPYAHOCTSIX, CBSI3AHHBIX C TMTMEHOM IMOJOCTU PTa U HAJIUYUE
BPCAHBIX OPTOAOHTHUYCCKUX ITPHBBIYCK. B cBs3u ¢ OTUM, Y [[aHHOﬁ KaTeropun nauCHTOB MbI
YacTO OTMEYaeM COXpaHEeHHWE HMH()AHTUIBHOTO THUIA TIJIOTaHHs, a TakKXKe COIMYTCTBYIOLIUE
MUO(YHKIIMOHAJILHBIE M OPTOJOHTHYECKHE TMpoOsieMbl. Koppekiusi peBEepCHBHOIO THIIA
rnotanus y neteit ¢ PAC mpeacrasnser co0oil ClOXHYIO 3a/1a4y, TPEOYIOUIYI0 KOMILIEKCHOTO
JIOTOMEANYECKOTO TOoaAX0Aa. B craTke paccMaTpuBalOTCS METOABI PabOThI MEAUITUHCKOTO
JoToTeNa, HampaBlICHHbIE HAa  HOpManu3anuioo (yHKIUN T0TaHus:  (HopMUpOBaHME
COMATHYECKOr0 THUIIA TJOTAaHUS M NMPO(PUIAKTUKY BTOPHUYHBIX HapymieHui. Ocoboe BHHMaHUE
yaensieTcsl COYETaHHI MHO(MYHKIIMOHATBHOTO TOJXOAAa B JIOTOMEIWH U TOBEIESHYECKHX
cTparteruii ¢ yaeroM ocodennocreit aeteit ¢ PAC. [IpuBoasTcs nmpakTuueckue peKOMEHIAINH 110
MIPOBEJICHUIO APTUKYJIALMOHHON TMMHACTHKH, JIOTOIIEAMYECKOIO0 MacCa)ka U HCIOJb30BAHUIO
CHeIHaIbHBIX MUO(QYHKIIMOAHIbHBIX anmapaTtoB. Pe3ynbrarsl 1eMOHCTPUPYIOT 3()(PEKTUBHOCTD
MPEJI0KEHHOTO MOAX0/1a U IO3BOJISET €r0 UCIIOIb30BaTh B YCIOBUAX CTAl[MOHApA.

Knrouesvie cnoea: opogayuanvroe 300posbe, MUODYHKYUOHANLHASL  KOPPEKYUs,
comamudeckuti mun 210manus, paccmpoticmeo aymucmuyeckoeo cnekmpa (PAC), noconedus,
opogayuanvHble paccmpoicmea, peeepCcusHblil Mun 210MAaHUsL.

CORRECTION OF REVERSE SWALLOWING PATTERN IN CHILDREN WITH
AUTISM SPECTRUM DISORDER: MYOFUNCTIONAL APPROACH IN MEDICAL
SPEECH THERAPY PRACTICE

Mironova S.L.
Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. The development of a somatic swallowing pattern in children after the age of 3
is a critical stage in child development, closely linked to orofacial and psychological health. A
properly formed swallowing pattern contributes to the normal development of the maxillofacial
system, influences the correct formation of the dental arch, and ensures proper occlusion. In
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children with autism spectrum disorder (ASD), eating disorders are frequently observed, with
parents reporting heightened sensory sensitivities, difficulties with oral hygiene, and the presence
of harmful orthodontic habits. As a result, this group of patients often retains an infantile
swallowing pattern, along with associated myofunctional and orthodontic issues. Correcting a
reverse swallowing pattern in children with ASD presents a complex challenge, requiring a
comprehensive speech therapy approach. This article examines the methods employed by
medical speech therapists to normalize swallowing functions, including the establishment of a
somatic swallowing pattern and the prevention of secondary complications. Special emphasis is
placed on combining myofunctional therapy in speech pathology with behavioral strategies
tailored to the specific needs of children with ASD. Practical recommendations are provided for
conducting articulation exercises, speech therapy massage, and the use of specialized
myofunctional appliances. The results demonstrate the effectiveness of the proposed approach
and support its application in clinical settings.

Keywords: orofacial health, myofunctional correction, somatic swallowing pattern, autism
spectrum disorder (ASD), medical speech therapy, orofacial disorders, reverse swallowing.

AKTyanbHocTh. [lpo0ieMa KOpPpeKUIMH pEBEPCHBHOTO THIA TJOTAaHHS y JeTed C
pacctpoiictBamu  aytucruyeckoro  cmnektpa (PAC) mpencraBinser  co0oil  BaKHYIO
MEXIUCLUUIUIMHAPHYIO 3aaauyy. KiumHudeckass 3HAUMMOCTbh JJTaHHOW MpoOsieMbl 00ycCiIOBIEHA
BBICOKOW pPAacCHpOCTPaHEHHOCTbIO, TAaK KaK HMH(MAHTUIbHBIA TUI TJIOTAHUS COXpaHSETCs Y
OOJBIIMHCTBA JIeTEH ¢ ayTU3MOM Iocie 3 JjieT. DTO YacTO CBSA3aHO C HAPYIIEHUEM IHUIIEBOTO
HOBEJICHUS, B YACTHOCTH C MPEANOYTEHUEM MSTKOH IMUIIM, YTO B CBOIO OYEPe]b MPHUBOAMUT K
HapYIICHUIO KEBaHMS, TaK KaK HapyllaeTcs paclpeiesieHUue KeBaTeIbHON Harpy3Ku Ha 3yOHOM
psaa. OTo Bce MNPUBOAMT IO MTOTY K MHO(YHKIMOHAJIBHBIM HapylieHusM. OTmedaercs
CMEIIaHHbIM TN JIbIXaHus, qucbanaHc B padoTe opodannagbHbIX MBI, KOTOPbIHA NPUBOAUT K
3yOOUENIOCTHBIM aHOMAJIUSAM (IUCTAIbHON OKKIIIO3UHU, MEPEKPECTHOMY NPUKYCY U APYTUM
OpTOJOpPHTUYECKUM  HapyweHusM). Ilpoucxogut Hapymenue GyHKUUA — apTUKYISLHH,
BIMSIONME Ha pa30opuuBOCTh peud. HekoppekTupyemblil peBEepCHBHBIM THUIT IJIOTaHUS
IPUBOJIUT K MPOTPECCUPYIOIIMM aHOMAIUSAM MPUKYCA, YTO TAKKE CHU)KAET KAaueCTBO KU3HU
nanuenTa u ero cembu [1,2]. [locemenune cromartoniora u oprogonta g aeret ¢ PAC uacro
CBA3aHO C OOJNBIIMMHU CIOXKHOCTSAMH, a JIedeHHE ObIBa€T MOPOH JOCTYIHO TOJBKO IpHU
WCIIOJIb30BaHUN MEIMKAMEHTO3HOIO CHA. OJTO CBA3aHO C IOBEIECHYECKUMH, CEHCOPHBIMH U
KOMMYHHUKaTUBHBIMH OCOOEHHOCTSMM Yy JIaHHOM Kareropuu mnanueHtoB. Paspabotka
CHeUaIN3UpOBaHHBIX MHUO(]YHKIIMOHAIBHBIX IIPOTOKOJIOB, YUUTBIBAIOIINX KaK
¢usnonoruueckue, TaK M TOBEJCHYECKHE acCHeKThl, MPEACTaBIseT COOOH HaCYUIHYIO
noTpeOHOCTh B 00JacTH peaOWiaMTalM JeTeld ¢ pacCTpPOMCTBOM ayTHCTHYECKOTO CHEKTpa
pabote norornena.

Heab. OcHoBHast Lenb Hamed paboThl, paccka3aTb O KOPPEKLUMU PEBEPCUBHOIO THUIA
[JIOTaHUs B YCIIOBUSX CTallMOHApa Yy JIETeH C pacCTpOMCTBOM ayTHCTUYECKOIO CIIEKTpa B paboTte
MEAMIMHCKOro Jjoromnena. ONpenenuTs pacHpOCTPAaHEHHOCTb M KIMHUYECKHE IPOSBICHUS
HapyIICHU! TJIOTaHUSI Y TaHHOM Trpynmbl ManueHToB. Mbl paccMaTpuBaid B3aUMOCBS3b MEXKAY
PEBEPCUBHBIM  TJIOTAHHEM, OpAJIbHO-MOTOPHBIMU  TUCQYHKIUSMH M CONYTCTBYIOUIMMHU
CEHCOpHBIMU HapymeHussMu. OZHON M3 BaXKHBIX 3aja4 B Hallel pabore sBisiach pazpaboTka
aIropuT™Ma JMArHOCTUKM HapyuleHui rinotanus y aered ¢ PAC B craumoHape, ¢ y4eTOM HX
OCOOCHHOCTEH MOBENEHMS, aJanTallMM W KOMMYHHUKalMM. MBbl paccMaTpyBald BIUSHUE
T GepeHIIMPOBAHHOTO JIOTOMEANYECKOT0 Maccaxa, MacTypajbHOrO MOJOXKEHUS KOPMIICHHS U
KOHTPOJIb MOCTYMAIOIIEH KHUAKOCTU MPHU MUThE U KOPMIIEHUH, apTUKYJISLUOHHBIE YIPaKHEHUS,
HaIpaBJICHHBIE HA Pa3BUTHE OPAJIBHOTO MPAKCUCA, YIPAKHEHUS AJIs AbIXaHMsI, dKEBAHUS.

Marepunansl u mMetoabl. B Bompocax JMarHOCTUKM W KOPPEKIMH Mbl ONUPAIUCh Ha
tpyasl Copu Dpeii [3], Apxunosoit E.®. [4], Ha NpUHIMIIBI TPUKIATHOTO aHAJIN3A TIOBEACHUS
[5], s aHaNM3a M AMArHOCTUKH MHO(DYHKIHMOHAJIBHBIX HApPYIIEHUN HCIOJIb30BAJIM BUJIEO U
(GoTO-TIPOTOKO, aHKEeTUpOBaHHE poauTenell. B pabore Mbl uccienoBanu pe3yabTatel 20
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4eJIOBEK, KOTOphle ObUTM pa3feneHsl Ha 2 rpynmel. B obeux rpynmax HpUMEHSIICS
nudGepeHIMPOBAHHBIA JIOTONEANYECKU MacCak C HM30JSAIMEN IMEeK W aKTUBHBIA Maccax
TBepaoro Heba. [IpuMmeHsnuch ynpaxHeHuss Ha AUQQepeHIHauo0 HOCOBOIO U POTOBOTO
neixanus. Mcnosb3oBaics B pabote rpadOep s TPEHUPOBKH JKEBaHUsS (CPEIHEH KECTKOCTH),
BeCTHOYJsIpHAs TUIACTUHA(IUIACTUKOBASA) JUIi TPEHUPOBKM HOCOBOTO JbIXaHHs. bBbUIO JaHO
yhnpaxHeHre Ha (OpMUpPOBaHKE MPABUIIBLHOTO MOJOKEHUs 3bIka B mojioctu pra. Eme 10 gereit
JIOTIOJTHUTEIIBHO HCIIONB30BAIM MOHO()YHKIIMOHANBHBINA ammapar, TaK Kak PpOTUTENSIM 3TO
M0Ka3aJI0Ch yIO0OHBIM.

Pe3yabTaTnl. 3a montopa roma Mbl paccMmorpenu 20 ciydaeB pEBEPCHUBHOTO THIIA
IJI0TaHus y JIeTe ¢ ayTu3MoM, Bo3pacT oT 4 no 17 ner. I['pynna HeolHOpoJHAsA, HO TEM HE
MeHee 00BEANHSETCS OCHOBHBIM JIMarHO30M (2yTH3M) M HapYLIEHHBIM THUIIOM IJI0TaHUA. Y BCEX
JeTeil oTMeuanach HEBPOJOTruYecKasi CUMIITOMATHKA B apTUKYJISALMOHHONW MYCKYJIaType Jerkon
CTEINEHU BhIpAXXEHHOCTH. Bce ponuTenu oTMeyanu MUIeByro U30upaTesibHOCTh. Takxke y aerei
OTMEYaJiCi HapyIICHHBII TUI JbIXaHUS U HEHOPMATHUBHBIN 3yOHOU psan. Bo Bpems HabmoneHus
3a aKTOM TJIOTaHHs, Mbl OTMEUYAIM HaM4ue MHO(PYHKIMOHAJIBHBIX HApPYUICHUH, PEBEPCUBHOE
JBUKEHHE SI3bIKa U €0 Mexk3yOHoe monoxeHue. C ydeToM Toro, 4To JAETH B CTAI[MOHAPE JIexkKaln
or 14 no 21 nHs, Hama paboTa BKIIIOYada JBa JTama: MOATOTOBUTENbHBIH M OCHOBHOM.
[ToaroToBUTENBHBI  3Tam  BKIOYAN  HOpMalM3allMd  TOHYCa MBI,  CHIJKEHHE
TUIEPYYBCTBUTEIBHOCTH, YCTAHOBKY PYKOBOJSILIET0 KOHTPOJS M aJalTaluio, pa3paboTKy
noBeieHYecKoro mporokona. OCHOBHOI 3Tanm BkItoYan (OpPMUPOBAHKUE MPABUIBLHOTO MATTEpHA
TJIOTaHUSl 4Yepe3 MUO(PYHKIMOHAIBbHBIC YIPAXXKHEHHUS C JIOTOJIHHUTEIBHBIM HCIIOJIB30BAaHHEM
AQHOSTUYECKOT0 MHO(DYHKIIMOHAIBHOTO ammnapara B 3aBHUCMOCTH OT BbIOOpa poauteneid. [lo
UTOTY pPabOTBI MBI OTMEYAJIM TPOrpecc B TMepBoi rpymme (¢ MHO(YHKIIMOHAIEHBIMU
anmaparamu) y 7 u3 10 4esnoBek U BO BTOPOH rpymnime (TOJbKO YINPaKHEHUS U JIOTONEeIUYECKU
Maccax) y 6 u3 10 uemoBek. Y Bcex 20 mnamueHTOB OTMEUYAJIOCh YBEIMYCHHE OObeMa
apTUKYJISIMOHHBIX ABW)KEHUN TYO U si3bika. Bcem manueHTam ObUTM JaHBI PEKOMEHJIAIUU T10
MIPOJIOIHKCHHUIO (POPMHUPOBAHUS COMATUIECKOTO TUTIA TIIOTAHUS B JOMANIHUX yciaoBusx[1].

BeiBoabl. HapymieHuss riotaHusi 1o peBepCUBHOMY THUILy y JETEH C paccTpoicTBamMu
ayTUCTUYECKOrO0  CIEKTpa TMpEeACTaBIsA0T Cco00M  Cephe3Hyl0  MYJIbTUIUCHMILIMHAPHYIO
npo0JeMy, OKa3bIBAIOLIYI0 KOMIUIEKCHOE HETaTHMBHOE BO3/JEHCTBHE HA pa3jIMyYHbIE ACHEKTHI
pa3Butus peOeHka. JlaHHas maroyiorus HE TOJBKO CIIOCOOCTBYET (OPMUPOBAHUIO CTOMKHX
OPTOJIOHTHUYECKUX Ae(PEKTOB (OTKPBITHIM MPUKYC, CyKEHHE 3yOHBIX psAl0B, Aedopmanuu HEOA),
HO ¥ BBICTYNAeT 3HAYMMbIM (DaKTOPOM, YCYT'yOIISIFOIIMM peUeBble HAPYLICHUS U 3aTPYTHSIOUIUM
IpoLecc conuanusanuu [6]. B 9Toil CBA3M KOppEKLHUs TJIOTATENbHBIX HApYIIEHUN CTaHOBUTCS
HEOTHEMJIEMBIM KOMIIOHEHTOM pa0OThl MEIUIIMHCKOTO JIOTOMeaa C JaHHOW KaTeropuem
NAlUEHTOB, Hapsay € TPaJWLHUOHHBIMU HAMpaBICHUAMH JIOTONEAUYECKOTO BO3IEHCTBUA.
[TpakTHyeckuii OMBIT AEMOHCTPUPYET, YTO JaX€ B YCIOBUSX OrPAaHUYEHHOTO BPEMEHHOTO
pecypca CTallMOHAPHOI'O JIEYEHUsI BO3MOKHO JIOCTUYb 3HAUYUMBIX PE3yJIbTaTOB B (HOPMUPOBAHUU
COMATHUYECKOro Tuma riotanus. KimoueBbiMu pakTopamu ycrexa mpu 3TOM SBIISIOTCS:

e Pa3paboTka WHAMBHUAYATW3UPOBAHHBIX KPATKOCPOUHBIX MPOTPaMM KOPPEKIUU H
MIOBE/IEHYECKOT0 MPOTOKOJIA;

e [IpuMeHeHHEe MHTEHCHUBHBIX TPEHHPOBOYHBIX METOJUK C AJIEMEHTAaMH OMOJIOTHYECKOM
00paTHO¥ CBsI3H;

e BosneudeHue B Mpolece poauTenel u padboTa ¢ UX MOTUBalMen [3, 5].

OcoOoe BHHMMaHHME B paboTe yAensercs MOTHBAIMOHHOMY KOMIIOHEHTY, KOTOPBIH
peanu3yeTcs uyepes:

e Pa3zpaboTky nepcoHUPUITUPOBAHHBIX CUCTEM TOOIIPEHUS I pedeHka [5];

e [IpoBenenue perynsipHbIX KOHCYJIbTATUBHBIX BCTPEY C POIUTEISAMU;

e (CozmaHue HarjIsAHBIX MaTepualioB (MaMATKH, BUACOMHCTPYKIMH) JUIsl JIOMAIIHEro
HCIOJIb30BaHUS.

Takum 00pa3oM, KOppEKIUs peBEepCHUBHOIO Tuma riiotanus y aereid ¢ PAC B ycrnoBusx
CTalMoHapa TMpEeACTaBiIseT COOOW CIIOXKHBIM, HO KpalWHE BaXHBIM AacleKT KOMIUIEKCHOU
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peabunuTanuu, TpeOYIOIMUNA OT CIEIUAINCTa HE TOJBKO MPO(ecCHOHANBHBIX KOMIETCHIIMA B
obsacti MO YHKIIMOHAILHOW TEpanuy, HO U HABBIKOB ICHXOJIOTO-TIEAarornaecko padoThl ¢
ceMbel manueHTa [6].
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benoepul, Pecnyonuxa Monoosa

Pedepar. DOnunentuyeckue sHIedanonaTU MJIaJEHYECKOTO BO3pacTa, Takue Kak
CHHJIPOM HMH(AHTHIIBHBIX SMHJICITHUYECKUX CHa3MOB (paHee M3BECTHBINM Kak cHHApoM Becra),
IPEICTABISIOT CEPbE3HYIO TPOOJIEMY COBPEMEHHON JETCKOM HEBPOJIOTHH U3-3a BBICOKOI'O PUCKA
(dopMHpOBaHUS CTOMKHMX HEBPOJIOTMYECKMX W KOTHMTHUBHBIX HapymeHwidl. B pabore
IPEJCTaBICHO KIMHUYECKOEe HaOJI0JeHHe PeOEHKAa ¢ CMHIPOMOM MH(AHTUIBHBIX CIAa3MOB, Y
KOTOPOT'0 TOPMOHAJIbHAS Tepanus OblIa HaYaTa CIyCTs TPU MecsIa mocie 1e0rTa 3a00IeBaHuUs.
JlvnarHocTtuka BKJIIOYAJIa 3TAMHBIA MOAXOJ: BUACO-DII'-MOHUTOPUHI C PETUCTpALIMENd CHA M
6oapctBoBanusi, KT romoBHoro mosra, HeBposiorndeckoe obOciemoBanue. MccrnemoBaHue
BBISIBWIO HalW4yhe MOJAU(MUIMPOBAHHOM, PETMOHAIBHO AaKLIEHTYUPOBAaHHOM THUICAPUTMHUU U
BBIPQXCHHBIE CTPYKTYpHbIE M3MEHEHMs B TOJIOBHOM Mosre. IIpoBenéHHas ropMoHaibHas
Tepanus (METUINPEAHU30JIOH) B COYETAaHMHM C IPOTHBOCYJOPOXKHOM Tepamueil obecneuumna
KYIUPOBaHUE JMWJIECNTUYECKUX CIA3MOB U IOJIOKUTEIbHYIO TUHAMHUKY B IICUXOMOTOPHOM
pa3sBUTHUH, HECMOTpS Ha IO3]1Hee Hadano JedeHus. [loydyeHHble NaHHBIE NOATBEPKIAIOT
JMAarHOCTUYECKYI0 3HAUYMMOCTh BUAE0-OOI MoHHTOpMHTAa M A(PPEKTHBHOCTH TOPMOHAIBHOM
Tepanuy Opy CUHAPOME UH(AHTHIIBHBIX SMUIICNTHYECKUX CIa3MOB JIaXKe B CiIydae 3aro3ajoro
Hayana JiedeHus. Pabora momuépkuBaeT HEOOXOAMMOCTb  Hcmosib30oBaHHd BOM B panHen
JIMAarHOCTHKE MUICTITUYECKUX dHIe]aonaTHii ¢ BeisBiIeHHeM cnenuduueckux 331 -narTepHoB
U oOpamaer BHHMaHHE€ Ha HEOOXOAMMOCTh TOPMOHAJIBHOW Tepamuu HE TOJIBKO JUIA
KYIIMPOBaHUS CNa3MOB, HO M JJs IPENOTBPAILECHUs IIPOrPecCUpOBaHUsl HEOOPATUMOIO
NICUXOMOTOPHO-KOTHUTUBHOTO AeduiuTa.

Knwuesvie cnoea. wmnadenueckas snunrenmuueckas dHyepanonamus, 6uoeo-231"
MOHUMOPUH2, 20PMOHANbHASL MEPanus, CUHOPOM INULENMUYECKUX UHPAHMUTLHBIX CRA3MOB.

THE ROLE AND PLACE OF VIDEO-EEG MONITORING AND HORMONE THERAPY IN
INFANTILE EPILEPTIC ENCEPHALOPATHIES (BASED ON A CLINICAL CASE OF
WEST SYNDROME)

Moiseeva (Butenko) O.G.!, Bunduki A.G.2, Shevchenko A.S.*, Dubonosova T.K.3, Sorokan I.A 2

'MC "Medin", the Pridnestrovian Moldovan Republic (PMR), Tiraspol, Republic of
Moldova,
2MC "Cardioprima", Chisinau, Republic of Moldova,
3State Institution "Bendery Center for Mother and Child", Pridnestrovian Moldavian Republic,
Bendery, Republic of Moldova

Abstract. Infantile epileptic encephalopathies, such as the syndrome of infantile
epileptic spasms (previously referred to as West syndrome), constitute a significant challenge in
contemporary pediatric neurology due to the high risk of persistent neurological and cognitive
impairments. This paper presents a clinical case of a child with infantile spasms syndrome, in
whom hormonal therapy was initiated three months after disease onset. The diagnostic process
followed a staged approach, including video-EEG monitoring during both sleep and
wakefulness, brain computed tomography (CT), and comprehensive neurological evaluation. The
investigation revealed modified, regionally accentuated hypsarrhythmia alongside pronounced
structural brain abnormalities. Combined hormonal therapy with methylprednisolone and
anticonvulsant treatment resulted in the cessation of epileptic spasms and demonstrated positive
trends in psychomotor development, despite the delayed initiation of therapy. These findings
underscore the diagnostic value of video-EEG monitoring and support the efficacy of hormonal
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therapy in managing infantile spasms syndrome, even when treatment commencement is
delayed. The study emphasizes the critical role of video-EEG monitoring in the early detection
of epileptic encephalopathies through the identification of specific EEG patterns and highlights
the necessity of hormonal therapy not only for the suppression of spasms but also for the
prevention of irreversible psychomotor-cognitive deficits.

Keywords: infantile epileptic encephalopathy, video-EEG monitoring, hormonal
therapy, infantile spasms syndrome.

AKTYalbHOCTBh. OJNWISNTHYECKUE SHIE(aNonaTHi MJIaJeHYeCKOr0 BO3pacra, B
YACTHOCTU CHHJPOM MH(MAHTHIBHBIX SHWICNTHYECKHX cHasMoB (paHee cunapoMm Becra),
NPECTaBISIIOT CEPhE3HYIO MPOOJIEMY B COBPEMEHHOMN JIETCKON HEBPOJOTHU B CBS3H C BHICOKUM
pUCcKOM (OPMHUPOBAHUS CTOMKHUX HEOOPATUMBIX HEBPOJOTMYECKUX U KOTHUTUBHBIX HapylICHUN
[1]. Buaeo-O3I" MOHUTOPHUHT OCTaeTcsl "30J0THIM CTaHAAPTOM' JMATHOCTUKH, MO3BOJISIOIIUM
BBISBJIATD  XapaKTEpHbIE 3JIEKTpodHIedanorpadpuyeckue MaTTepHbl W HMX KIMHUYECKHE
KoppemsaTel [2]. Oco0yr akTyallbHOCTh MPHOOPETaeT BOMPOC CBOCBPEMEHHOTO HAa3HAUCHUS
ropmoHotepanuu (AKTI, KopTukocTepouoB), KOTOpas, 10 COBPEMEHHBIM JaHHBIM, HE TOJIBKO
KYIUpPYET OSIUJIENTUYECKUE IPUCTYNbl, HO M OKa3blBa€T HEHPONPOTEKTUBHOE JIEHCTBUE,
MOJYJIHpYsl MaTOreHeTHYeCKHue MeXaHU3Mbl 3a0osieBaHus. OIHAKO B KJIMHUYECKOM IPAKTHKE
coxpaHsieTcs  mpobjemMa  TO3IHEH  OUarHOCTUKM W HECBOEBPEMEHHOrO  Havalia
IIATOT€HETUYECKOTO JICUYEHUS, YTO CYIIECTBEHHO YXYIUIA€T NPOTHO3. AKTYaJIbHOCTb TaKOI'O
JedyeHuss 0O0ycClIOBJI€HAa HEOOXOAMMOCTHIO MAKCHMMAJbHO PaHHEro BMEIIATENbCTBA C LEJIbIO
IPEJOTBPALICHUS HEOOPAaTUMbIX HEBPOJIOTMYECKUX HapylieHuil. COBpeMeHHbIE HCCIEeI0BAHUS
MOJTBEPKJIAI0T, YTO CBOEBPEMEHHAsI TOPMOHOTEpAIHsl YJIy4IlaeT KOTHUTUBHBIN TPOTHO3 [3].

HecmoTpst Ha noka3aHHyl 3((EeKTHBHOCTb, OTBET HA TEpalMi0 3aBUCUT OT CPOKOB
Hayaja JedeHuss U stuosiornu 3abdoneBanus. B 2023 rony EAN (EBpomneiickas Akanemus
HeBposiorun) noarBepausia NPUOPUTET paHHEW TOPMOHAIBHOM TepanmuM Ha OCHOBE HOBBIX
JaHHbIX. MeTaaHanu3 1OKa3aja, 4TO 3aJepKKa JIeYeHHUs >4 HeJeNnb CHH)KAET IIAaHChl Ha
pemuccuto Ha 40%.

Heab. OneHuTh AMATHOCTUYECKYIO 3HAYUMOCTh BHUAC0-OOI MOHHUTOpPHHra IpH
SMUIENTUYECKUX OHHIE(pANONaTusiAX Ha MpPUMEpPE aHaINW3a KIMHUYECKOro ciydas CHHApOMa
MH(QAaHTWIBHBIX SNWIENTUYECKUX crna3MoB (cuHapoma Becra) ¢ mno3gHuMM  Hayaliom
rOpMOHaNIbHOW Tepanmuu (uyepe3 4 Mecdua mocie jedroTa 3aboneBanus). OnpenenuTsb
3¢ (HEeKTUBHOCTH TOPMOHAIBHOM TEpanuy NpyU NO3IHEN AUArHOCTHKE.

Marepuansl u MeroAbl. B wucciaenoBaHuM IMPENCTaBIEH KIMHWUYECKUN Cilydai
NanueHTa ¢ BEPUPHUIMPOBAHHBIM CHHAPOMOM HWH(AHTWIBHBIX OSHWICNTHYECKHX CHa3MOB
(cunapomom Becra). JlnarHoCTHUYeCKHIl anropuT™M ObLT TOCTPOEH MO3TAlHO M BKIJIIOYAI
npoBefeHne BUae0-OOI-MOHMTOpUHra ¢ perucrpanuel ¢a3 cHa u OOJpPCTBOBAHMS IS
BBISIBJICHHSI XapAKTEPHBIX NMaTTEPHOB TMIICAPUTMHUH, IPUMEHEHNE METOZ0B HEHPOBU3yaIN3allny,
TaKUX KaK KOMIbIOTEpPHOW TOMOrpauu rojIOBHOIO MO3Ta, C II€JIbI0 BBISIBICHUS CTPYKTYPHBIX
W3MEHEHNH, a TakKe CTaHAAPTU3UPOBAHHYIO OLEHKY HEBPOJIOIMYECKOrO cTraTyca Ul
OOBEKTHUBM3AIMM KJIMHUYECKOM KapTHUHBI. TepameBTUYecKas TaKTHKa IpeaycMaTpuBala
Ha3HAY€HWE TOPMOHAJIbHONM Tepamuu i1 KyNHPOBAHMS AIWIENTUYECKHX IIPUCTYIIOB,
snmIenTU(GOpMHON  akTUBHOCTH Ha OO W CHUXKEHHE TMPOSIBICHUN HHHJIENTHYECKON
sHuedanonatuu. IlpoBoamiioch nMHAMMYECKOE HAOMIOJCHHE 3a MAlMeHTOM C PeryJsipHON
OLICHKOW 3(P(GEeKTUBHOCTH JIEUEHUS M KOpPpeKIHeW TepameBTUUYECKOW TAaKTHUKU TpU
HE00XO0IUMOCTH.

PesyabTarsl. B paHHONM cTarbe NPEACTABICH KIMHUYECKUN Clydal CHHApPOMA
UHOGaAHTWIBHBIX SNMJICNTUYECKUX CHa3MoB (cuHapoma Becra) y peGénka 11 wmecsues,
poauBLIErocss Ha cpoke 36 Henenb MyTEM SKCTPEHHOTO KecapeBa ceueHus (B CBA3M C OCTPO
BO3HUKIIIEH Opaaukapauell y miojaa), ¢ oleHkoil no mkane Anrap 3/5/6 6annos.

[Tocne poxnenust pe6GHKy Obuto BbIMONHEHO KT TOIOBHOTO MO3ra, Ha KOTOPOM
BBISIBJICHBI: TPOMOO3 XOPHOUAAIBHOIO CIUIETEHUs, TPOMOO3 BHYTPEHHUX BEH MO3ra, Tpom003
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BeHbI ['aniena, TpoMO03 HMKHETO CaruTTaJIbHOIO CHHYCA, CHTMOBHUIHBIX CHHYCOB, a TaK)Ke BEH
Pozenrtans. PasButue peG€Hka B MEpBBIM TojA JKU3HH MPOTEKAIO C 3aJEPKKOM MOTOPHBIX W
HMOIMOHAIBHO MPEIPEUYEBBIX HABBIKOB, B CBA3M C YeM pPEOEHOK IMOJIydasl aKTHUBHBIE KYPChI
peaOuIuTalMK, BKIIOYABIINE MAcCaX, KUHE3MOTEpanui W HEHPONPOTEKTOpHYIO Tepamnuio. B
BO3pacTe & MecCsALEB Yy INAalMeHTa BIEPBbIE MOSBWINCH IPUCTYIIBI CYAOPOr B BHJIE
"packuabIBaHus PYK', KOTOpbIE MOHAYaly ObUIM pacleHEeHbl Kak mposiBieHus peduexca Mopo.
Tonpko cnycts Tpu Mecaua Obul NPoBeAEH BUAEO-OOI'-MOHUTOPUHI C pErucTpalueil CHa U
O0onpctBoBanus. MccnenoBaHue — BBISIBWIIO  AOWICNTU(OPMHYIO  aKTUBHOCTH B BHJE
MOIU(UIIMPOBAHHON TUIICAPUTMUU (PErHOHAIBHO aKIIEHTYMPOBAHHOMN ) M THUIIWYHbIE UKTAJbHBIC
MaTTEePHBI IS AIWICNTHYECKUX Crma3MoB B Buzae auddysHoro snerponaekpementa + LAFA
(muddy3Hoe MomaBICHHE DICKTPUYECKOH aKTUBHOCTM M HACIOCHHE  PUTMUYECKOMN
HU3KOAMIUTUTYAHONH OBICTPOBOJIHOBOM aKTUBHOCTH). I[lapamienbHo Habmonmancs perpecc B
NICUXOMOTOPHOM Ppa3BUTUU: PEOEHOK yTpaTWi paHee NPHOOPETEHHBIE HABBIKM - IE€pPecTall
NEPEeBOPAUMBATLCS Ha KUBOT, YACPKHUBATh T'OJOBY, pearupoBaTh Ha poauteneil. [lamuent Obut
TOCHUTATIM3UPOBAaH B HeBposiorndyeckoe otaeneHue «bLIMuP», rae emy Obuta Ha3HaueHa
FOpPMOHaJbHAsA TEpamusi B BUAE IYJIbC-TEPANUN METWINPEAHU30IOHOM C MOCIEAYIOIINUM
MepexoJIoM Ha TabieTupoBaHHY0 Gopmy. Takke ObUT Ha3HAUEH 0A30BBINA MPOTHBOCYIOPOKHBIN
mpernapar -BajbIpoeBasi KuciaoTa B opMe cupomna.

[IpoBenénHass ropMoHajbHas IyJbC-TEpanusl IpHUBENAa K IOJHOMY KYIHUPOBAHUIO
SMUJIENITUYECKUX CIIa3MOB, UICUE3HOBEHUIO UKTABHBIX/ TPUCTYIHBIX SJICKTPUUECKUX MATTEPHOB,
MOJABJIICHUIO MATOJIOTMYECKOro TMarTepHa rumncaputMuu, ©Ha D3I, u  ¢dopmupoBanue
(bU3MONOrMYeCKUX PUTMOB OOJPCTBOBAHMS U MATTEpHOB cHA. OTMEYeHA MOJIOKUTEIbHAS
JMHAMUKAa B HEBPOJOTMYECKOM CTaTyce: peOCHOK Hayall yYBEPEHHO YIEP)KUBATh TOJOBY B
BEPTUKAJIBHOM IOJOKEHUU U JIEKA Ha )KMBOTE, CAMOCTOSITEIBHO MEPEBOPAYMBATHCA HA JKUBOT,
cunets 0e3 moanepxku. [losBuics nener, peOEHOK CTan y3HaBaTh OMU3KHX U DMOIMOHAIBHO
pearnpoBarh Ha HUX. TeM He MEHee, COXPaHAITCS YMEpPEHHbIE HapyILIEHUS TICUXOMOTOPHOIO
pa3BUTHS, HO OHH CBSI3aHBl B OCHOBHOM C OTHOJIOTUYECKHM (PAKTOPOM- CTPYKTYPHBIM
MOBPEXACHUEM MO3Ta.

BriBoabl.

1. Buneo-O2OI' MOHMTOPUHI COXpaHseT KIIOYEBOE 3HAu€HHEe B JIMArHOCTUKE
AMWIENITUYECKUX SHIePaTonaTHil Jaxke MPH MO3IHEM Hauase 3a00JIeBaHHUS.

2. I'opMOHanbHas Tepanus JeMOHCTPUPYET BBICOKYIO 3(()EeKTUBHOCTh B KYIMUPOBaHUU
AMWIENTUYECKUX CIA3MOB W YMEHBIIEHUU CTENEHU TSKECTH »SHIedalonaTtuil naxe Mpu
OTHOCHUTEJIBHO MO3JHEM HavyaJle TEPAINH.

3. IlpencraBieHHBI KIMHUYECKUH CITydail TOATBEPKIAET HEOOXOIMMOCTh pa3paboTKu
QITOPUTMOB PAHHETO CKPUHMHTA AMMUIIENTUYECKUX SHIe(aIONaTUil B rpymax pucka.

4. TlonydeHHbIE JaHHbIE MOJYEPKHUBAIOT BAaXKHOCTh 00pa30BaTENbHBIX NMPOTrpaMM s
HeUaTpOB M HEBPOJOTOB IO pPAHHEMY pACIO3HABAHUIO SIWICNTHUYECKUX HH(PAHTUIBHBIX
CIIa3MOB.

5. PesynbTathl Hcciae10BaHUs MOTYEPKUBAIOT BaXKHOCTh PAHHETO MPUMEHEHUS BUEO-
O0I' MOHMTOpPHHra M CBOEBPEMEHHOI'O Hadajla TOPMOHANBHOM TEpallMHh, YTO MOXKET
CYIIECTBEHHO YIYYLIMTh MPOTHO3 Yy TMAalMEHTOB C SIWICNTHYECKUMH HHIedaronaTusiMu
MJIaICHYECKOr0 BO3pacTa.
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VJIK 616.8-056.76

PEABWJINTALIMA JETEN C JIEMKODHLIE®AJIOIIATHUEN C
[IPEMMYIECTBEHHBIM ITOPAXKEHUEM CTBOJIA T'OJIOBHOI'O MO3T'A 1
CIIMHHOI'O MO3I'A U ITOBBIIIEHHBIM JIAKTATOM ITIPU MP-CIIEKTPOCKOITUH
(LBSL): CTPATEI'MHU ITOBBILIEHU I KAUECTBA XU3HU 1 ®YHKIMOHAJIBHOMN
AJIATITALIMN.

Mocuna M.O., Kynpsiuesa O.U., Kpsat JL.b., Penn @.C., Mackyposa N.JI.,
batemmesa T.T.

I'BY3 Hayuno-npaxmuueckutl yeHmp 0emckotl ncuxoresponozuu /{3 2. Mockewi

Pedepar. JleiikosHuedanonarus ¢ NpeMMyIIECTBEHHBIM MOPAKEHUEM CTBOJIA T'OJIOBHOTO
MO3ra W CIHMHHOTO MO3ra W IMOBBIIICHHBIM JjaktaroM npu MP-crnexkrpockornuu (LBSL) —
yIbTpapeKoe  TIeHeTHYecKoe  3a0ojieBaHUE,  XapaKTepU3ylolleecs  MPOrpecCUPYIONIUM
opakeHreM OeJIoro BEIecTBa TOJOBHOIO MO3ra, CTBOJA M CHMHHOTO MO3Ta, YTO MPHUBOIUT K
TSDKEJIBIM HEBPOJIOTMYECKUM HapyileHusM. bone3ns nebroTupyer NpeuMyIeCTBEHHO B IETCKOM
BO3pacTe, BIUsS Ha JABUTATEIbHBIC, KOTHUTUBHEBIC i CCHCOPHBIC pyHKIMH. [larinenTam ¢ TaHHOM
MaTOJIOTHEH MOKa3aHbl KypChl peaOuIINTaIlluH, HAlIPaBJICHHbIE HA 3aMelJIeHHe (PYHKIIMOHAIbHOTO
VXYAIICHUS, aJanTalui0 K TIOBCCTHEBHOW JKM3HU W TMOJJICPKKY TICHXOJOTHYECKOTO U
COLIMATILHOTO OJaromoIy4Hsl.

Kniouesvie cnosa: neiikosnyeparonamus, oemcxuti eozpacm, LBSL, oeueamenvuvie
HapyuweHus, peaourumayus.

REHABILITATION OF CHILDREN WITH LEUKOENCEPHALOPATHY WITH
PREFERENTIAL LESIONS OF THE BRAIN STEM AND SPINAL CORD AND
INCREASED LACTATE IN MR SPECTROSCOPY (LBSL): STRATEGIES FOR

IMPROVING QUALITY OF LIFE AND FUNCTIONAL ADAPTATION.

Mosina M.O., Kudryavtseva O.l., Kryat L.B., Repp F.S., Maskurova I.L.,
Batysheva T.T.

Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. Leukoencephalopathy with predominant involvement of the brainstem and
spinal cord and elevated lactate on MR spectroscopy (LBSL) is an ultra-rare genetic disorder
characterized by progressive damage to the white matter of the brain, brainstem and spinal cord,
which leads to severe neurological impairment. The disease debuts mainly in childhood,
affecting motor, cognitive and sensory functions. Patients with this pathology are shown
rehabilitation courses aimed at slowing down functional deterioration, adaptation to everyday
life and maintaining psychological and social well-being.

Key words: leukoencephalopathy, childhood, LBSL, movement disorders, rehabilitation.

AKTyaJIbHOCTb. JlelikooHIeanonatus ¢ TPEUMYIIECTBEHHBIM TOPaXEHUEM CTBOJIA
TOJIOBHOTO MO3Tra M CIMHHOIO MO3ra M MOBBILIEHHBIM JakTaToM Iipu MP-cnekrpockonuu
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(LBSL) — penkoe HacieIACTBEHHOE 3a00JeBaHME W3 TPYIIbl  MUTOXOHIPUAIBHBIX
nerikosHIeamonaTuii, CKphIBArOIIEeCs MO MackaMu APyrux Ho3onorui. OCHOBHas MPUYMHA
— myranu - B reHe  DARS2 (pacnonioxxen Ha  Xxpomocome 1g25.1), koaupyroiiem
muToxoHapuanbHyto  acnaptTui-TPHK-cunterasy.  Tunm  HacnmegoBaHus:  ayTOCOMHO-
peueccuBHbIN. [l pa3BuTHua 601€3HM PeOCHOK JODKEH YHACHENI0BaTh JIBE KOMUU Je()EKTHOTO
reHa (1Mo OJHO# OT Kaxkaoro poautens-mocutens) [1,2]. Ha ceromusiHuii 1eHb KIMHHYCCKUEC
PEKOMEHJIallMK 110 JAaHHOW HO30JIOTMM HE pa3padoTaHbl, a B MUPOBOW JINTEpAType HMEIOTCA
ONMMCAHUSA €JUHUYHBIX MAIMEHTOB, B CBS3M C 4Y€M OCOOCHHYIO aKTyallbHOCTb IMPEACTaBISET
WH()OPMUPOBAHHOCTh Bpaueil o0 JaHHOM 3aboneBaHwu. [[isi ymydimeHUs KadecTBa KH3HU U
GyHKIMOHAIBHOM aganTanuy nanueHToB ¢ LBSL HeoOXxoaum MynbTHANCIMIUIMHAPHBIN TTOIX0T
JUTSL OTIPEJICIICHUS TPOTPaMMBbI PEaOMITUTAITMOHHOTO JICYCHHUS.

Heab. Pa3paborats u oneHuth 3¢G(HEKTUBHOCTh PEaOUIUTALIMOHHOM MPOrpaMMBbl JUIs
neteit ¢ LBSL, o0benunsroniel Gu3n4ecKyro Tepanuio, SproTepanuio, HEHpOICHXOJIOTHIECKYIO
KOPPEKILHIO U CEMEHHO-OpPUEHTUPOBAHHYIO MOICPKKY.

Marepuanbl 1 MeToabl. Ha ocHOBaHUU OIbITA JIEYEHUS MTALIUEHTOB JIETCKOT'O BO3pacTa Ha
0a3e 8 mcuxoneBponornyeckoro otraeneHuss ['bY3 HayuHo-mpakTuueckoro neHTpa IETCKOU
ncuxoHeBposoruu J3M u u3ydeHus! TaHHBIX MUPOBOH JIMTEpATypbl pa3padOTaH BO3MOXKHBIN
IJIaH BOCCTAHOBUTENIBHOT'O JICYCHUS y TAIIUEHTOB C JaHHOW MaToJOorveil HepBHOW cucTeMbl. Ha
CeTONHSIIHUN JIeHb He cymecTByer crnenupuyeckoro nedeHuss LBSL, mostomy Tepamus
HaIpaBlieHa HA CUMIITOMATHYECKYIO0 KOPPEKLIHUIO.

Cumnrombl LBSL pa3Ho0oOpa3HbI U 3aBHCAT OT Bo3pacTa jedrora [3,4]:

e Pannue npusHaku (2—6 jer): 3a7epKKa MOTOPHOTO pa3BUTHsI (TPYAHOCTH MPH X0Jb0OE,
YacThle MaJeHus1), MbIIIeYHas CJIa00CTh U MOBBIIICHHE MBIIIEYHOTO TOHYCA MO CIIACTUYECKOMY
THUITY, HAPYIICHUE KOOPIUHAILIMHU (aTaKCHsl), TPEMOP.

e [lopaxeHnue cTBOJIA MO3Ta: qU3aApPTpUs, AUcParus, HUICTarM, CHIYKEHUE CITyXa.

e CrnuHalIbHBIE CHMIOTOMBI: CJIA00OCTh B KOHEUHOCTSX, MOTEPS UYBCTBUTEIBHOCTH,
HapYIICHUE KOHTPOJISI MOYCHCITYCKaHUS U Te(heKarium.

e KOrHUTHBHBIE M TIOBEACHUECKHE HAPYIICHUS: CHIDKEHHE TMaMsITH, TPYAHOCTH C
KOHIIEHTpalluell BHUMaHMUs, SMOIMOHATbHAs TaOUIbHOCTD, TPEBOKHOCTb.

[To pe3ynapTaTaM NPOBENECHHBIX KIMHHYECKUX OCMOTPOB, OIIEHKE HEBPOJIOTHYECKUX
HapylmieHu chOopMyIUpoBaH IUIaH peaOWIMTAlMOHHOW MPOrpaMMBbl, HamNpaBlIEeHHBIA Ha
nojiepanue QyHKIUN 1 yIydIlieHHe KauecTBa Ku3Hu [5]:

e (CuMrnromaThueckas Tepamnus: MpemapaThl AJsi CHIXKEHUS cnacTHuHocTd (Oakiodew,
O0OoTynuHOTEpanus), MPOTUBOCYAOPOXKHBIE CpeAcTBa (NMPHU DMHIENICUHU), KOPPEKLHUs JIaKTat-
anu103a (JIeBOKAPHUTHH, BATAMUHBI TPYyIIIEI B).

e Peabunmuramus: Qusudeckas Tepanus (YOpaKHEHUS IS YKPEIUIEHUS  MBIIIII,
yinydineHus: OanaHca U MOOWIBHOCTH C HCIOJIB30BAaHMEM aJaNTHUBHBIX TEXHOJIOTHMA
(poOOTH3UpPOBAaHHBIE TpPEHAXephbl, BEPTUKAIN3ATOPbI), 3prorepanus (0OydueHHE HaBBIKaM
CaMOOOCITy)KUBaHUSA), JIOTONeANs (KOPPEKIHs peyr U TJIOTaHHs), KOTHUTUBHO-TIOBEACHYECKAs
MOJJICp)KKAa (TPCHUHTH TaMSATH, BHUMAHUS W KOMMYHUKAIlMA C TMPUMEHCHHEM ITH(PPOBBIX
wiathopm).

Taxke B HacTosee BpeMsi U3YJarOTCs DKCIEPUMEHTAIBHBIE METOJIBI TEHHON Tepamnuu u
npernapaTsl, CTAOMIH3UPYIONIHE MUTOXOHAPUATBHYIO () YHKIIHIO.

Pe3yabTaThl. YiydiieHue MmokasaTenaci mo mkaisam MotopHo# ¢yukuuun (GMFM-88),
MexnyHapoaHoi knaccudukanuu (GyHKIMOHHUPOBAHUS, OTPAHUYEHUN >KU3HENEATEITbHOCTH U
3nopoBbsi (MK®) u kadectBa xu3nu (PedsQL). CHmkeHre 9acTOThl BTOPUYHBIX OCJIOKHEHUN
(KOHTpaKTypHI, MpoJiekHu). [ToBbIIIEHNE YPOBHS COIUMANTBHON WHTETpAIMH U aKaJeMUYECKOU
yCIIEBa€MOCTH.

BeiBoabl. LBSL — Tspxenoe 3aboneBanue, KOTOPOE CYIIECTBEHHO OTPAaHUYMBAET KU3HBb
pebenka. HecmoTps Ha OTCYTCTBHE OSTHOTPOITHOTO JICUEHHWS, PpaHHSS JUArHOCTUKA U
KOMIUIEKCHAs peadMInuTaIis CIOCOOHBI 3aMeITTUTh MPOTPECCHPOBAHUE CUMIITOMOB U YIYUIIUTh
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Ka4eCTBO JKU3HHU. Pa3BUTHE I'€HETHUYECKUX TEXHOJOTHUA M I/ICCJIG,Z[OBaHI/Iﬁ MHUTOXOHAPUATIBHBIX
TUCHYHKIMI TaeT HaJexK Ay Ha TOSBICHNUE HOBBIX TEPANICBTUUCCKUX CTPATETUN B OyIyIIIEM.
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TEXHOJIOI'UA CEHCORHOﬁ NHTEI'PALIIMN TP @OPMHNPOBAHN
KN3HEHHBIX KOMITETEHIIMN ¥V OBYYAIOIIMXCA C IBUT'ATEJIBHBIMU 1
NHTEJUIEKTY AJIbHBIMU HAPYIIEHWAM

Haiimymmna M.A., Cemenosa E.B.

I'BOY Ceeponosckoii obracmu «Llenmp ncuxono2o-nedazo2uyecko2o, MeOUYUHCKo20 u
coyuanbHo2o conpogodicoenust « Pecypey, e. Ekamepunbype, Ceeponosckas obnacme,
@I'bOY BO «Ypanvckuii 2cocyoapcmeentulil nedazo2uyeckuti YHUGEpCUmenty, 2.
Examepunbype, Ceeponosckas obnacmo

Pedepar. B crathe paccMaTpuBaroTCsi 0COOEHHOCTH CEHCOPHBIX AUCPYHKIMHU y neTel ¢
JIBUTATETFHBIMU W WHTEIUIEKTyanbHbiMH HapymieHusmMu ([AH). Akunent Ha choeruduke
ocoOeHHOCTeN (HOPMUPOBAHUS KUZHEHHBIX KOMITIETCHIIMI C y4€TOM OCOOBIX 00pa30oBaTeIbHBIX
norpebHocTeil. KpaiiHe axkTyasJlbHBIM CTQHOBHUTCS MOMCK 3(P(PEKTUBHBIX TEXHOJOTHH s
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dopmMHpoBaHUs >KU3HEHHBIX KommereHiwi y gereir JIMH. Merox ceHCOopHOW HHTerpanuu
3¢ dexTrBHO BIUsAET Ha HOPMUPOBAHUH KU3HEHHBIX KoMIieTeHIni y aeteit JIMH.

Kniouesvle cnoea:  cencopmvie  ouc@yuxkyuu, Oemu € O08ULAMENbHbIMU U
UHMENIEeKMYANbHbIMU HAPYUEHUAMY, JCUSHEHHble KOMnemeHyuu, ocobvle obpazosamenbHbvle
HOMPEOHOCMU, CEHCOPHASL UHMeSPaYUsl.

TECHNOLOGY OF SENSORY INTEGRATION IN THE FORMATION OF LIFE
COMPETENCIES IN STUDENTS WITH MOTOR AND INTELLECTUAL DISABILITIES

Naimushina I. A. Semenova E. B

State budget institution Sverdlovskregion « Center Resourcey» Yekaterinburgcity,
Sverdlovsk region,
FGBOU VO «Ural State Pedagogical University», Yekaterinburg, Sverdlovsk region

Abstract. The article deals with the peculiarities of sensory dysfunctions in children with
motor and intellectual disabilities (IDD). The attention is emphasized on the specifics of the
peculiarities of the formation of life competences taking into account special educational needs.
Nowadays, the search for effective methods for the formation of life competencies in children
with IDD becomes extremely relevant. The method of sensory integration has effectively
influenced the formation of life competencies in children with IDD.

Key words: sensory dysfunctions, children with motor and intellectual disabilities, life
competencies, special educational needs, sensory integration.

AktyaabHocTh.  bosibmiyro  uyacte  oOywaromuxcsi ¢ JBUTAaT€IbHBIMM U
UHTEJUIeKTyadbHbIMU  HapywmeHussMu (JJMIH) coctaBistor netw ¢ JIeTCKUM  LepeOpabHbIM
napamuaom (JLIT). Muorue TpymaHOoCTH B OOy4YeHMH W mOBelaeHHH oOydarommuxcs JWUH,
CBSi3aHBl C MpoOJeMaMHM B BOCHPHUATHS CEHCOpPHOM uHpopMmanuu. IOTH oOydarouiuecs
UCIBITHIBAIOT CIOXHOCTU C MHTErPalliell CEHCOPHBIX CUTHAJIOB OT Pa3HbIX OPraHOB YYBCTB, UTO
Memaer UM (GOpMHUPOBATH aJIeKBaTHOE IpEACTaBIEeHUE O cebe U 00 OKpYKaILIEM MHpE.
Hampumep, HekoTopele oOywarouiyecss HE MOTYT OJHOBPEMEHHO BOCIHPUHHMMATh peyb U
TaKTHJIbHBIE OUIYIIEHHUS: OHU OO MOHUMAIOT CJIOBA, HO HE YyBCTBYIOT IPUKOCHOBEHUH, 1100
YYBCTBYIOT IPUKOCHOBEHHUS, HO HE IIOHMMAIOT CKa3aHHOro. B pesynbraTte wuHpOpM™Marus,
MOCTYNAKOIIAsl W3BHE, MOXET HCKaXaTbCs, 4YTO IPUBOAUT K HENPABWIBHBIM aJalTHBHBIM
peakuusM opraHiu3Ma Ha Onpe/IelEHHbIE YCIOBUS CEHCOPHOTO BO3/IEHCTBUS.

B Hacrosiee BpeMs akTyaabHOCTh TEMBI/TIPOOJIEMBI B TOM, YTO B COBPEMEHHOM OOIIECTBE
chopMHUpOBaJICsl YCTOMYMBBIN 3aMpoc, HE Ha «OOYYEHHYIO», a Ha COIL[MAJIbHO a/1allTUPOBAHHYIO
JUYHOCTh. B HOPMAaTHBHO-3aKOHOIATENBHBIX AKTaX CETOJHSIIHEr0o ClENUaTIbHOr0 00pa3oBaHMs
B Poccun nonuepkuBaetcst HeoOXxonauMocTh (hopmupoBanus y odydatromuxcs JAMH xu3HeHHBIX
KOMIIETEHIINM, B CBA3M C UX NMOATOTOBKON K COLIMATIN3ALMU U COLUAIBHON MHTErPALIUN.

B coBpemMeHHOI chnenuanbHOW MENaroruke CIOXKUJIOCh MPOTUBOPEYHE: 3HAYCHUE
c(OPMHPOBAHHOCTU JKU3HEHHBIX KoMIleTeHUMH y oOyuarommxcs JIMH c onHoOW CTOpOHBI, C
JIpyroi - HEJOCTaTOYHbIE pa3pabOTaHHOCTb W BHEIPEHHE TEXHOJIOTHi (HOpPMHUPOBAHUS
KU3HEHHBIX KOMIIETEHIMN Y TaHHBIX 00YYaOLINXCS C CIIOJIb30BAaHHEM MOTEHIHAIa CEHCOPHOU
UHTETpallM B PEIIEHUH NPUOPUTETHBIX 3aJlad Pa3BUTHs CHEHHMATBHOTO M WHKIIO3UBHOTO
oOpa3oBanus B Poccun.

Heab. Ananu3 3()peKTUBHOCTH TEXHOJIOTHMH CEHCOPHOM MHTErpanuu 1no GopMUPOBAHUIO
KU3HEHHBIX KoMIleTeHIUH y o0y4aromuxcs JA1H.

Matepuanbl U MeToabl. B nccienoBanun nokaszareneit cQOpMUPOBAHHOCTH KUZHEHHBIX
KomrnereHMi y oOyuaromuxcst JIMH npunsiiu yuactue 8 nereit ¢ JILIT B Bo3pacte 10-12 ner,
obygaronuxcss no DOAOOII HOO HOHA Bapmant 6.4 B ycioBusix [BOY CO
«ExarepunOyprckas ImKona-uHTepHaT «2OBepecT». JlaHHass KaTeropus OOydaroLMXcs Mpu
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BBIPQ)KEHHOW HEOJHOPOJHOCTH MMEET 0coOble 0OpazoBaTelbHbIE MOTPEOHOCTH. JleTH MMeroT
TSOKEBIE ONOPHO-JBUTATENIbHBIE HAPYIIEHUS HEBPOJIOIMUYECKOrO IeHe3a M - KaK CIEJCTBHE -
NOJHYI0 WM IIOYTH IIOJHYK) 3aBUCUMOCTh OT IIOCTOPOHHEM IMOMOILM B IEPEABHKECHUH,
caMOOOCIIy’)KUBaHUM U JESTEIbHOCTH. DbBOJBIIMHCTBO JeTeil He MOryT CaMOCTOSITEIbHO
yIEpKUBaTh CBOE TEJIO B CUIAYEM MONOKEHUH. CaCTUYHOCTh KOHEYHOCTEM 4acTO OCIIOKHEHA
runepkuHe3amu. [Iponece OOIeHHs 3aTPYAHEH H3-32 ¢ HEC(HOPMHUPOBAHHOCTU SI3BIKOBBIX
CpPE/ICTB M pe4eMOTOPHBIX (YyHKIMHA. CTEeNeHh MHTEIJIEKTYIbHBIX HAPYIIECHUH - OT BBIPAKEHHOM
710 11yOoKoM. JleTH JaHHOU IpyMIIbl ¢ MEHEE BBIPAKEHHBIM MHTEIIEKTYalbHbIM HEJOPa3BUTHEM
UMEIOT TMPEINOChUTKN s (JOPMHUPOBAHUS TPEACTABICHUH, YMEHUN M HABBIKOB, 3HAYMMBIX B
COLMAIBbHOW ajnanTauuu. Y OONBLUIMHCTBA JieTel MposBIETCS MHTepec K OOIIEHUI0 U
B3aUMOJICHCTBHIO, YTO TIO3BOJIIET O0y4aTh HMX IMOJB30BAaHUIO HEBEPOAIBHBIMU CpPEICTBAMU
(>kecTbl, MUMHUKa, rpaduueckue H300pa’keHHsl M IpodY.); HaJIM4YUe [BUIATENbHBIX IeHCTBUI
(3axBar, ynAep)KaHME IIPEAMETa, KOHTPOJIMPYEMbIE JBMKEHUS WIEM M MpoY.), CO34AET
OPEANOChUIKM  JUIsl  OoOydeHHs JieTed camMOOOCIy)KMBAaHUIO M  IPeIMETHO-IPaKTUYECKOM
nearensHoCTH. OOy4yeHHe CTPOMTCSA C YYETOM CHEIM(HUKH pPa3BUTHS KaXIOro peOEHKa U B
COOTBETCTBUM C THUIIOJIOTMYECKMMU OCOOCHHOCTSMHU DPa3BUTHsI JaHHBIX jAereil. [ u3ydeHus
nokasatesnel chOpMHUPOBAHHOCTH KU3HEHHBIX KOMIIETCHIIMI BBIOpaH METOJ] SKCIIEPTHOM OLICHKH,
OIpe/IeTIeHbI TapaMeTpbl: KOMMYHHKATUBHbIE HABBIKM, IMOLIMOHAJILHOE pa3BUTHE, JBUTATEILHOE
pa3BUTHE, HaBBIKM CaMOOOCIYKMBAaHHUSA, CIIyXOBOE€ BOCIpPUATHE, 3PUTEIBHOE BOCIIPUSTHE,
ocsA3aTeNbHOE BOCIPHUATHE, IPOCTPAHCTBEHHAs OPUEHTUPOBKA; JIESATEIbLHOCTh, pedb. B ocHOBe
HKCIEPTHOM OLIEHKM - METOJ KOHCTATHUPYIOLIEro HaOJIOEHUs KOMaH/bl CIELUAINCTOB
KOPPEKLMOHHO-PAa3BUBAIOLIETO CONPOBOXAECHUS M poAUTeNiel (3aKOHHBIX IMpeAcTaBUTENEH ).
PesynbraTtel HaOmromeHuss - B (GopMe MHIMBHUIYaIHHOTO MENArOrMYecKoro Mmpo(uist OIEHKH
YPOBHSI UX CaMOCTOSITEIbHOCTH IIPU BBINOJIHEHHMH OCBaMBAaEeMbIX MMHU jAedcTBUil oT 0 10 5
0aJuIoB.

Amnanus pe3ynbraroB: y o0yvaromuxcs A1H nokazatenu copMUpOBaHHOCTH KU3HEHHBIX
KOMIIETEHIIMM Ha HU3KOM YpOBHE. BhIsABIIEHHBIN (akT yka3plBaeT HA HEOOXOIUMOCTb CO3/IaHUs
Ne1arorMyeckoil TEXHOJIOTUU C MCIOJIb30BAaHMEM MeETOJa CEHCOPHOW HHTerpanuu (aBTOp -
sprotepaneBT Jx. Ailpec), KOTOpbII MO3BOJIIET CTUMYJIMPOBATh Pa3BUTHE (YHKIMOHAIBHBIX
KU3HEHHO HEOOXOJMMBIX HaBBIKOB Yy OOyYaroIIMXcsi € OCOOBIMH 00pa30BaTelbHBIMU
NOTPEOHOCTSIMH, B YaCTHOCTH, UMEIOIINX UHTEJUIEKTYaJIbHbBIE U IBUTaTEJIbHbIE HAPYIICHHUS.

dopMHpoBaHUE KU3HEHHBIX KomrneTeHIMi obyqaromuxcsa JJVMH oxBartbiBaer crieayrommue
HaIpaBJIEHUS:

—Pa3BUTHUC HABBIKOB KOMMYHHUKAIIUKU W PCUHU, PA3BUTUC AJIIBbTCPHATUBHBIX CII0CO00B
KOMMYHUKAIIUH,

—II03HABATENIbHOE pa3BUTHE (pa3BUTHE CIIOCOOOB MMO3HAHMS 4Yepe3 HaloJIeHHe, Urpy,
pacuipeHue 3HaHui peObeHKa 0 caMoM cebe, APYTUX JTIOIAX U OKPYXKaloIleM MHpe);

—COLIMaJIbHOE B3auMojielicTBUE (oOecriedeHne MNpUOOPETeHHsI HaBBIKOB OOIIEHUS C
JPYTUMH JIFOAbMU, TOHUMAHUE U BBIPAXKEHUE SMOLINI);

—pa3BuTHE JIBIKEHUH (oOecriedeHne BO3MOXKHOCTH MEHSATh M YIEpKHUBAaTh O3y,
JOTATNBaThCA, 6paTI), YACPKHUBATD W MAHHUIIYJIUPOBATh MNPEAMCTaMH, IICPCABUTaThbCA B
OPOCTPAHCTBE, B CIyyae HEBO3MOXKHOCTH CaMOCTOSTEIBHOTO BBIMOJIHEHUS Pa3IMYHbIX
JBUKEHUM M0100p BCIOMOIaTeIbHOTO0 000PYAOBAHHUS);

—HaBBIKM CaMOOOCITY)KUBaHUS U 3a00Thl 0 cebe (popMHUpOBaHUE MPENNOCHUIOK K MPHEMY
MUK, OIEBaHUIO, pa3aeBanuio u ap.)[1-3].

B cooTrBeTcTBUM ¢ KOHLENIMEN CEHCOPHOM UHTErPAallMM B XOJ€ PeaIM3alUU TEXHOJIOTUU
(bopMUPOBAaHUS JKU3HEHHBIX KOMIIETEHIIMI HEOOXOAMMO MPHUMEHSTHh pa3Hble BUIbI CTpaTeruu
CEHCOPHOI0 BMEIIATEeNbCTBA Ha 000pPYIOBAaHUU CEHCOPHO-AMHamMHueckoro 3ana «Jlom CoBbI»:
BECTUOYIISIPHOM, TAKTUIILHOM, TPONPUOLENTUBHON, 3pUTENIbHOM, CTyXOBOM.

PesyabTaTbl. O0 3()(peKTHBHOCTH HCTIOIB30BAaHUS JAHHON TEXHOJIIOTUU CBUJETEIbCTBYET
MOJIOKUTEbHAST JUHAMHKAa M3MEHEHHs IoKa3zareiael c(OpMHpPOBAaHHOCTH >KU3HEHHBIX
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KOMIETCHIIMA IO CIEAYIOIUM TapaMeTpaM y BCEX OOYYAIOIIUXCS: «XapakTep OOIICHHS,
«BapUATUBHOCTH CPEACTB KOMMYHHUKAIIUW», <«OMOIMOHAIBHOE pPAa3BUTHE U TIOBEACHHE»; Y 6
YENIOBEK - HABBIKM CaMOOOCIY>KWBaHUs, CIIYXOBOTO BOCHPHSITHS, OCS3aTEIBHOTO BOCHPHUSTHUS,
MIPOCTPAHCTBEHHOW OPHEHTHUPOBKHU. 3a BpeMsl MHAMBUIYAJTbHBIX 3aHATHUHA Yy KaKIO0TO peOCHKa
HaOMIOJaJICsT SMOLMOHAIBHBIM OTKJIMK HAa B3aUMOJCIHCTBHME C TMEAaroroM, VyIJIy4IIUIUCh
CaMOPETYJISAIMS, TOYHOCTh W KOOpJAWHAIMSA JBWXKEHUU. JleTn C >kemaHMEeM | CTapaHueM
BBITIOJIHSIFOT HEMPOCThIE JJII HUX HWIPOBBIC 3a/laHUsl CEHCOPHO-AMHAMHUYECKOTo 3ajia «Jlom
CoBbI».

BbiBoabl. TexHOJOTMS CEHCOPHOM MHTErpaluu B  (OPMHUPOBAHUM  KU3HEHHBIX
KoMrieTeHIi y oOydaromuxcss JIMH wmMeer moreHmman s ucronb3oBaHus. CI0KHOCTH
3alaHuii B CEHCOPHO-JIMHAMUYECKOM 3alleé TOJOMPAeTCs CIENHUATUCTOM TI0 CEHCOPHOU
UHTerpanuy  (TeIaroroM-rcUXoJIorOM) € Y4ETOM HWHIAMBUIYAJIbHBIX ICUXO(PU3UUECKUX
0COOCHHOCTEH 00paboTKH ceHcopHOoi nHpopMarmu ody4daromerocs ¢ JJMH.
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BAJKHBIE OCOBEHHOCTH ITPOBEJEHNM TUATHOCTUKH JIETEH C
PACCTPOUCTBOM AYTUCTHUYECKOI'O CIIEKTPA B YCJIOBUAX JTHEBHOI'O
CTAIIMOHAPA

Haymosa T.JI., Capxuna M.H.
I'BY3 Hayuno-npakmuueckuii yenmp oemckou ncuxounespoaoauu /[3 2. Mockewvl

Pedepart. B Tesucax paccMaTpuBaroTCsi 0COOCHHOCTH MPOBEICHUS JUArHOCTUKH JETEH ¢
paccrpoiictBoMm aytuctudeckoro crekrpa (PAC) u crnennduku CHCTEMHOM MOMOIIH, a TaKkKe
MPOrHO3a M TPAEGKTOPUM TICUXMYECKOTO pa3BUTHUA pedeHKa B paMKax aOWIMTalMOHHOTO
nepuoa.

Kntouesvie cnosa: paccmpoiicmeo aymucmuueckoeo cnekmpa (PAC), cencopHvle
uckascenusl, OUa2HOCmuKa, Habarooenue

IMPORTANT FEATURES OF CONDUCTING DIAGNOSIS OF CHILDREN WITH
AUTISM SPECTRUM DISORDER IN A DAY CLINIC

Naumova T.L., Sarzhina M.N.
Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. The abstract examines the features of diagnostics of children with autism
spectrum disorder (ASD) and the specifics of systemic assistance, as well as the prognosis and
trajectory of mental development of the child within the habilitation period.

Keywords: Autism spectrum disorder (ASD), sensory distortions, diagnostics, observation

AkTyaabHocTh. PaccrpoiictBom aytuctuueckoro crnektpa (PAC) mpuHsTO cuuTath
KOMIIJICKCHBIC HApPYHMICHHA TMCUXHUYCCKOI'O0 Pa3BHUTHA, XapaKTCPU3YIOIIHUCCS COHH&HBHOﬁ
HCBaHaHTaHHCﬁ, HECITIOCOOHOCTBIO K O6IJ.I€HI/IIO H COLMAJIbBHOMY BSaHMOHeﬁCTBHIO, a TaKXE
CTEpPEOTUITHBIM TOBEJCHUEM (MHOTOKPAaTHBIM IOBTOPEHHEM OJHOO0Opa3HbIX jaercTBuit) [1].
E)KCI‘OI[HO B MHPC BBIIIOJHACTCA HC MCHECC 10 000 aHTIOA3BIYHBIX HaY4HBIX I/ICCJ'ICI[OBaHI/Iﬁ TakK
wi nHave cBsizaHHbIX ¢ PAC. Ho npakTuuecku Bo BceX 3TUX METOAAX MCCIIEAOBaHMM rpymnmna
I[eTefI ¢ PAC paccMaTpruBaCTCA KaK €aAruHasd U OTHOCUTCIbHO I'OMOI'CHHAsI. HpI/I OTOM IIPAaKTHKaM
XOpomo MU3BECTHO, YTO ACTU C PAC 3HAYUTCIBbHO, MHOIrJa KapAWHAJIBbHO OTJIWYAIOTCA APYT OT
JApyra 110 TakKuM 1mapamMeTpamM, Kak UCTOpUsA pa3BUTHUA, IIOBCACHHUC, 0COOEHHOCTH KOMMYHHKAaIIUU,
CEHCOpHKa, MOTOPUKA, KOTHUTHBHBIE BO3MOXKHOCTHU (B TOM YHCJIE pe€4b) U MHOTUM JIPYTUM.

He.]'lb. Briasnenue yCTOfI‘-IPIBBIX «(KJIFIOYCBBIX» IMPHU3HAKOB Ppa3JIMYHbBIX BapUAHTOB
ayTHCTUYECKOT0 PaccTpoicTBa B paMKax JieueOHO-peabuINTAIMOHHOTO Mpoliecca.

Marepuanbl u MeToasl. B nepuon ¢ mapra 2024 r o mapt 2025r. obcnenoBano 60
(100%) nmereit ¢ paccrpoiictBom aytuctuueckoro crnektpa (PAC). K ocHoBHBIM MeTomam
OTHOCATCA: 6606[[8. C POOUTCIIAMU - NCTAJIbHAA OLICHKA WCTOPUU pPAa3BUTUA, >1<ano6, npo6neM;
HaOJII0/IeHUE 3a MOBEACHUEM, JIEHCTBUSAMU U ad(HEKTUBHBIMU peaKklUIMU peOeHKa; OCTPOEHUE
HHaFHOCTHqCCKOﬁ TUIIOTE3bI (0] BAapHUaHTC paCCTpoﬁCTBa; HUIrpoBOC JUArHOCTHUYCCKOC
B3aUMOJICHCTBHUE C UCIIOIH30BAHUEM CIICIIHATIBHBIX METOJIOB M ITPUEMOB [2].
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PesyabTaTel. Y 42 (70%) nauveHTOB JUAarHOCTUKA BBISIBUJIA UCKAXKEHUSI TICUXUYECKOTO
pa3BUTHSL PETPECCUBHOIO XapakTepa (perpeccuBHbIE ayTUCTHYECKHE paccTpoiicTBa), emie 18
(30%) manueHTOB IMOKa3aly MCKAXEHMs IICHUXMYECKOIO PAa3BUTHUS IO THUILy PAHHErO JETCKOIO
ayTu3Ma (9BOJIOTHBHBIN ayTH3M) 3a TOT ke mepuo [3].

BeiBoabl. TonbKO  BBIAENMB  yCTOWYMBBIE IIPU3HAKU  PA3jIMYHBIX  BapUaHTOB
ayTUCTUYECKOI0 PACCTPONCTBA, MBI MOXKEM OKa3aTh Oosiee aipecHyro U 3()PEeKTUBHYIO MTOMOUIh
JETSIM KKIOW M3 BBIIETsIEMBbIX Kareropui. JIrobas MuarHOCTHKA BCETJa JOJKHA «BBIXOIUTHY
Ha JIOTHCTUKY JaibHeWIell momMouy pedeHKy, ee 00beM M MOCIeI0BATEIbHOCTh PA3IMYHBIX
MEPOIIPUATHH.
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Pedepar. Bropuunbie opToneanyecKkue OCIOKHEHUS 3HAUUTENBHO YXY/IIIAIOT Ka4e€CTBO
ku3Hu gerent ¢ JUII, cHukas uX MOBCEIHEBHYIO aKTUBHOCTb. BBISIBIICHHAsI KOPPEISALIUAS MEXKAY
KOHTPAaKTypaMH CyCTaBOB HIDKHMX KOHEYHOCTEH M  (QYHKIMOHAIBHBIMH  JOMEHaMU
NOJYEPKUBACT HEOOXOAMMOCTh KOMIUIEKCHOTO TOAXO0Ja K peabWiuTanud W ONTHMH3ALUU
HEHPOOPTONENUYECKOTO JICUEHUSI.

Kniwueevie cnosa: /{111, kauecmso sHcusHu, 0guecamenvbHvle HaAPYULeHUs, KOHMPAKMYpbl,

PedsQL.

INFLUENCE OF MOVEMENT DISORDERS ON THE QUALITY OF LIFE OF
PATIENTS WITH CEREBRAL PALSY

Novikov V.A., Umnov V.V., Umnov D.V., Mustafayeva A.R.

Federal State Budgetary Institution "National Medical Research Center of Children's
Traumatology and Orthopedics named after G.I. Turner" of the Ministry of Health of the Russian
Federation, St. Petersburg

Abstract. Secondary orthopedic complications significantly worsen the quality of life of
children with cerebral palsy, reducing their daily activity. The revealed correlation between
contractures of the lower limb joints and functional domains emphasizes the need for an
integrated approach to rehabilitation and optimization of neuroorthopedic treatment.

Keywords: cerebral palsy, quality of life, movement disorders, contractures, PedsQL.

AKTyanabHocTh. JleTckuii niepedpanpubiid mapanuy (L) sBisieTcst oHON M3 BETyIIHX
NPUYMH  HMHBAJIUJIHOCTH B  JETCKOM  BO3pacTe, CONPOBOXKIAETCS  pPa3BUTUEM U
MPOTrPECCUPOBAHNEM JBUTATENbHBIX HapymieHuil [l1]. Ko BTOpUYHBIM OpTONEAMYECKUM
OCIIO)KHEHHUSIM OTHOCSITCS: KOHTPAaKTyphl CYCTaBOB, JedopMalid BEPXHUX U HIKHHUX
KOHEYHOCTeH, a Takke nedopManuy MO3BOHOYHUKA. OTH IATOJIOTMUYECKHE W3MEHEHMs, Kak
MpaBUJIO, MPOTPECCUPYIOT C BO3PACTOM M 3HAYUTENIBHO YXYAIIAIOT KAuyeCTBO XU3HMU JIETEH,
OrpaHMuMBas HX €XKEIHEBHYIO AaKTUBHOCTb, YCWINBas OO0JIEBOW CHHIPOM U 3aTpyIHSS
counanpHylo ananrtanuio. OreHka kadecTBa xu3HM mnanueHToB ¢ JILIT mpuoOperaer Bcé
Oosbllee 3HAUEHHWE B KIMHUYECKOW INMpaKTUKE HEMpOOpTOIe[a, MOCKOIbKY OHA OTpa)kaeT He
TOJIKO OOBEKTUBHOE (PYHKIIMOHAJIBHOE COCTOSIHME, HO U CYOBEKTUBHOE BOCHPUATHE PEOEHKOM
COOCTBEHHOTO  3/I0pOBbs, YPOBEHb COLMAIBHOM ajanTallud M  IICUXOSMOIMOHAIbHOE
Onarornosydre ceMbU. AHAJIN3 BIUSHUS BTOPUYHBIX OPTOMEIUYECKIX OCIOKHEHUN Ha KaueCTBO
)KU3HU  TIO3BOJIIET  OOOCHOBAaHHO  BBIOpaTh  TAaKTUKY  JIedeHUST U pa3paboTaTh
MEPCOHATU3UPOBAHHBIC TMOAXOJbl K OPTONMEIUYECKOW KOPPEeKIMH W peaduiIuTalud JaHHON
TPYIIIIBI TAIUEHTOB.

Heab. OCHOBHOW LENBIO HACTOSILIETO MCCIEIOBAHUS SIBJISUIACH OLIGHKA BIIMSHUS
OpPTOTEINYECKUX JIBUTATEIbHBIX HApYIIEHUH Ha KayeCTBO JKU3HU IMallMEHTOB CO CHACTHYECKOM
dbopmoit LT

Martepuanbl U MeToabl. B nccnegoBanue ObuTH BKITIOYEHBI 62 pebenka ot 6 10 13 jet ¢
CUMMETPUYHON JABYCTOpOHHEW crnactuueckoil ¢opmoit JILII, ¢ aBuraTenbHBIM YpPOBHEM IO
mkane GMFCS ot I mo IV. Becem manuenTam ObLT mMpoBeeH KIWHUYECKUM OPTOMEIUICCKUN
OCMOTp, BKJIIOYAIOIIMIA OILIEHKY CIACTUYHOCTH MO MonaudumnmpoBaHHoW mkane Ashworth u
onpezieNieHUs] BBIPAKEHHOCTH KOHTPAKTYyp CYCTaBOB HIDKHHUX KOHEYHOCTeH. [l oleHku
KauecTBa JKU3HU JCTSIM U MX 3aKOHHBIM IMPEICTABUTENSM OB MPEAOCTABICH BaJTUAUPOBAHHBIN
onpocHuk Pediatric Quality of Life Inventory (PedsQL 3.0, moxyns «llepebpanbHblii mapaimy)
oXBaThIBatOUIUi cienyromue nomeHbl: «l[loBcenneBHas AesTenbHOCTbY, «IIIKOIbHbBIE 3aHATHSY,
«Ilepememienne u paBHOBecue», «bomby, «Ycramoctsy, «[Ipuém mumum» u «Pedysr u obmeHue»

2]
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Pesyabrarel. DyHkuuoHanbHOE coctossHue naered ¢ LIl Haxomurcs B TecHOM
B3aUMOCBSI3M C BBIP&KEHHOCTBIO BTOPUYHBIX OPTONEAUYECKHUX OCIOXKHEHUH. OmHuM U3
BeAyIIUX (HaKTOpOB, OTrPaHWUYMBAIOUINX JBHUraTEIbHYI0 AKTHBHOCTb NAIlMEHTOB, SBISIOTCS
KOHTPAaKTYpbl CYCTaBOB HW)XHMX KOHEYHOCTEH, MPEHMYIIECTBEHHO Ta300€IpeHHbIX U
KOJIEHHbIX. Hanuune KOHTpakTyp CYLIECTBEHHO BIMUSET HAa KIIIOUEBBIE ACIEKTHI TOBCEAHEBHOM
JKU3HU, TaKhe Kak IepeMelleHHe, MOJIepKaHhe pPaBHOBECHS M CaMoOOCHy>KMBaHUE. DTO
CONPOBOXKAAETCA PA3BUTUEM IIOBBIIIEHHONM YTOMJISIEMOCTH U, B HEKOTOPBIX CIydasx,
dbopMupoBaHUE CTOMKOro 00JIEBOrO CHHAPOMA, YTO MPUBOJUT K OIPAHUYCHHUIO CIIOCOOHOCTH K
NEPEABIKECHUIO, CHI)KAET YYacTHE TMalWMeHTa B COLMAIBHOM JKU3HH M CIIOCOOCTBYET
MOCTETIEHHOM, a 3aTEM U MOJIHOM yTpaTe ABUTaTeIbHBIX BO3MOXKHOCTEH peOeHKa.

VYcTaHOBlIEHA CTaTHUCTUYECKM 3HAUMMash KOPPEISLMOHHAs CBSI3b MEXKIY YPOBHEM I10
mkane GMFCS u nHanmnuumeM KOHTpakTypbl B Tazo0eapeHHbIX (1=0,36) u koneHHbIX (1=0,4)
cycraBax. YpoBeHb GMFCS Takxke HpoaeMOHCTPUPOBAN IOJOKUTEIbHYIO KOPpENIALHI0 C
JoMeHaMu KadecTBa ku3HH: «[loBcemneBHas nestenbHOCThY (1=0,498, p<0,05), «Ilepememenue
u paBHoBecue» (r=0,381, p<0,002) u «IIpuem muumm» (r=0,386, p<0,002). B poautenbckoit
BEPCHHM ONPOCHUKA 3HAYMMbIE KOPPENALMU Takke ObIM BblaeiaeHbl B aomeHax «lllkomay
(r=0,443, p=0,001) u «Peur u obmenue» (r=0,29, p=0,02). Ilpu KIMHHUYECKOM OCMOTpE
KOHTPaKTypbl Ta300€ApPEHHbIX CYCTaBOB ObUIM BBIABIEHBI y 58,7%, KOJEHHBIX CYCTaBOB - Y
50,8%, a oskBuHycHas nedpopmanus - y 63,5%. Hamuume KOHTpakTyp CyCTaBOB HHKHHX
KOHEYHOCTEH KOPpPEJIMpPOBAIO CO CHMXKEHMEM KauecTBa >KU3HU B CIEAYIOIIMX JIOMEHaX:
«Ilepememienue u pasHoBecue» (1=0,381 no ouenkam nereit, r=0,451 o oneHkam pogureneil).
JIOTIOTHUTENBHO YCTAaHOBIEHO, YTO KOHTPAKTYpbl B Ta300€JPEHHBIX M KOJICHHBIX CyCTaBax
OKa3bIBAJIM HanboJee BbIPAKEHHOE BIUSHUE Ha TIOMEHbI «boiby» n «YcranocTby.

Cnenyetr orMeTuTh, 4To B 11,2% crnydaeB HaOII07aach SMUICTICUS, HATUYUE KOTOPOM
YMEPEHHO KOppEeIHpoBalio ¢ nomMeHaMu «Yctanocte» (r=0,322) u «PedeBble HapylieHUs
(r=0,376). ¥ maumentoB ¢ JUIl Ha ¢doHe yBenuueHUs OBUTATENBLHOTO YPOBHS IO IIKaje
GMFCS, Hannuue CTOWKMX KOHTPAaKTYp Ta300€ApEHHBIX M KOJIEHHBIX CYCTaBaxX, a TaKkKe
COITYTCTBYIOILAsl SNMWJIEITUYECKAs! aKTUBHOCTD IIPUBOANT K CHUYKEHUIO MUHEPAIbHON MIJIOTHOCTU
KOCTHOW TKaHH, 4TO, B CBOIO OYEpE€/b, YBEIMUYMBAECT PHUCK DPA3BUTUS HU3KOIHEPTETHUECKUX
NEepelioMOB HMXHHMX KOHeyHocTed [3]. AHaromuueckue OCOOCHHOCTH KOCTHOM TKaHH Y
naneHToB ¢ JIII yclnoxHSIOT BBIOOP TAKTUKH XUPYPrHUYECKOTO JICYCHHUS TepesioMoB. B
HACTOALIEE  BPEMs  OTCYTCTBYIOT  CHELUAJIM3UPOBAHHBIE  METAJUIOKOHCTPYKIMM  JJIS
OCTEOCHHTE3a, aJallTUPOBAHHBIE K CHI)KCHHOW MEXaHWYECKOM IMPOYHOCTH y JAHHOM KaTeropuu
HaIMEeHTOB. DTO 3HAUYUTEIHbHO OrPAHNYMBAET BO3MOXKHOCTD JIOCTUKEHUS CTAOMIIbHOM (uKcanuu
U yBEJIMYMBAET PHUCK HECOCTOSTEIBHOCTH OCTEOCHHTE3a, B TOM YMCJIE 3aMEJJICHHON
KOHCOJIUJAllUM Ha YPOBHE KOCTHBIX ()parMeHTOB MU, B psAJ€ CIy4yaeB, Pa3BUTHUS JIOKHBIX
CyCTaBOB.

CpaBHUTENBHBIN aHAIM3 CaMOOLIEHKHM KadecTBa HU3HM mauueHToB ¢ JILII u ouenku
COCTOSIHUS JIeTel pOAUTENSIMHU BBISBUJI 3HAUMMBbIE PA3IN4Msl, CTENIEHb KOTOPBIX KOppenrpoBaia
C YpOBHEM [IBUTATEIbHOM aKTUBHOCTH peOeHka. PonuTenbckue OLEHKH, Kak IpaBHIIO,
XapaKTEepPU30BAIUCh OOJIbIIEH TMECCUMUCTHYHOCTHIO TI0O CPAaBHEHHIO C CaMOOIICHKOHW JeTei,
ocobeHHo B nomeHe «IloBceHeBHAsT JESATEIBHOCTBY TJ€ ObUIO BBIABICHO OONbIIE pa3IHUUil.
OTH pe3yapTaThl MOAYEPKUBAIOT HEOOXOIUMOCTh KOMITJIEKCHOM MHTEpIpPETAIlH TaHHBIX, KaK OT
caMMX MAIMEeHTOB, TaK M OT UX 3aKOHHBIX MpencTaBuTeneld. Vcmonbp3zoBaHue obenx Bepcuit
OTIPOCHHKA CTIOCOOCTBYET MOBBIIIEHUIO TOCTOBEPHOCTH OIICHKM KadecTBa >ku3Hu Aeteit ¢ JILIT
3a C4€T MMHUMU3AIUH BIUSHUS CyObEKTUBHBIX UCKaKEHHH, KaK JieTel, TaKk U UX pOIUTeNei.

BoiBoabl. KOHTpakTypsl CyCTaBOB HM)KHMX KOHEYHOCTEH SIBIISIFOTCA OJHUM W3
KJIIOYEBBIX (DAaKTOPOB MPEMATCTBYIOIIUX MoNHOLEeHHOW xu3Hu nerei ¢ JILII, uro, B cBoiO
ouepellb, OTPa)KaeTCsl Ha BCEX acCeKTaxX MOBCEAHEBHOM M COLMAIIbHON aKTUBHOCTU MAI[EHTOB.
[TpoBeneHHBIN aHATN3 MOMOT BBISIBUTH JOMEHBI KayecTBa KM3HH HanOojee 4yBCTBUTEIbHbBIE K
BO3/JICHCTBUIO BTOPUYHBIX OPTOMEIUYECKUX OCIONKHEHHM, YTO HMEeT BaKHOE 3HAaYCHHE B
IUIAHUPOBAaHUM PEAOMJIMTALIMOHHBIX MPOTrpaMM M MOAXOAOB K JedeHuto. CleqoBaTelbHoO,
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nedenue nanueHToB ¢ JIIII 1OKHO OCHOBBIBAaTHCS HAa KOMIUIEKCHOM MEKIUCLUILUIMHAPHOM
MOAXO/E, BKIIOYAOIIEM OPTONEINYECKYI0 KOPPEKLUIO, HEHMPOICHXOJIOTHYECKYIO MOANEPKKY,
ycTpaHeHue OOJIEBOTO CHHApPOMA M ONTHUMH3AIMIO COIHMAJIBHOM ajnanTauuu. bymymme
MCCJIEIOBaHMSI JOJDKHBI OBITh HAIpaBJICHBI HA OLIEHKY KauecTBa >KU3HM J0 U MOCJE MPOBEICHUS
XUPYPIUUECKOI0 JICYECHUS, a TAK)KE U3TOTOBJICHUS CIELUAIU3UPOBAHHBIX METAJNIOKOHCTPYKIUHI
YUUTHIBasi 0COOEHHOCTh KOCTHOM TKaHU JAHHOW TPYIIbI MalUeHTOB. Takoli MHTErpUpOBaHHBIN
MOJXO/ MO3BOJHUT AOOWMTHCS CYIIECTBEHHOTO YIydllleHWs KadecTBa >ku3Hu aereit ¢ JUII B
JIOJITOCPOYHOU MEPCIEKTHUBE.

Hctounuku ¢uHancupoBanus. OHUHAHCUPOBAHME HAYYHBIX M HAYYHO-TEXHHUYECKUX
MIPOEKTOB 00pa30BaTENbHBIX U HAYYHBIX OpraHU3aIUil, pacloIOKEHHBIX Ha TeppuTopuu CaHKT-
[TerepOypra, BHINMOIHAEMBIX COBMECTHO ¢ opranuzanusimMu Pecnyonuku benapyck Ha ocHOBaHUU
3aKroueHHOTo JoroBopa oT 20.12.2023 Ne 23-Pb-05-31 mo npoekty «Pa3paboTka ycTpoiicTBa
JUIE  METaJUNIOOCTEOCHHTEe3a O€IPEHHON KOCTH TIOCiIEe KOPPUTHPYIOUIEH HaIMBIIIEIKOBOM
OCTEOTOMHUU OeIPEHHON KOCTH B YCIIOBUSX CHUXKEHUS KOCTHOM INTIOTHOCTH.
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CHACTUYECKAS TTAPATUIET M 17 TUIIA C AMUOTPO®UEN

KOHEYHOCTEN, AYTOCOMHO-ﬂOMI/IHAEITHHﬁ THUIT (CUHAPOM CUJIbBEPA).
KIIMHNUYECKHWU CIIYUAU
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OgcsnnukoBa E.A., Hankuna 1.A., Jlapuonosa A.H., Kosanesa V.B., barbimesa T.T.
I'FY3 Hayuno-npakxmuueckuu yenmp 0emckou ncuxonesponoauu /|3 e. Mockewi

Pedepar. B Marepuane npeAcTaBlIeHO ONMCAaHUE CEMEMHOIO KIMHUYECKOTO CIlydast
pebEHka co crmactuueckoi maparviernei 17 tuma. [TokazaHo pa3zHOOOpa3ue HEBPOJOTHUUECKHX
IIPOSIBJIEHUI cpelu WIEHOB ceMbU. ClienaHbl BHIBO/IBI O BAXKHOCTH aHAMHECTHUECKUX JaHHBIX, B
TOM 4YHCJIE€ CEMEHHOT0 aHaMHe3a M HeOOXOIUMOCTH T€HETHYECKOW JUAarHOCTUKU MAIlMeHTOB C
KJINHAYECKOW KapTUHOM CIIaCTUYECKOM Naparuieruu.

Kntouesvie cnosa: nacneocmeennas cnacmuyeckas napannecus, cunopom Cunveepa,
BEPXHULL MOMOHEUPOH, HUNCHULL MOMOHEUPOH.

TYPE 17 SPASTIC PARAPLEGIA WITH LIMB AMYOTROPHY, AUTOSOMAL
DOMINANT TYPE (SILVER SYNDROME). CLINICAL CASE

Ovsyannikova E.A., Nankina I.A, Larionova A.N., Kovaleva U.V., Batysheva T.T.
Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. The paper presents a clinical case of the patient with spastic paraplegia type
17. The variety of neurological manifestations among family members is shown. Conclusions are
drawn about the importance of anamnestic data, including family history and the need of genetic
diagnosis of patients with spastic paraplegia.

Key words: hereditary spastic paraplegia, Silver syndrome, upper motor neuron, lower
motor neuron.

AKTYyaJIbHOCTb. ['pyIa HACIEICTBEHHBIX CHACTUYECKUX Naparjeruid HacYUTHIBAECT
okosio 80 KIMHUKO-TeHeTHYecKuX (hopm, obo3nadaembix kak SPG (Spastic Paraplegia Gene) ¢
HyMepalueil mo XpoHOJIOTHH KapTupoBaHus reHoB [1]. Cmactuueckass maparuierusi 17 Tuma
(cunmpoM cmactuueckod mapamnerun CunbBepa; cuHapoMm CunbBepa; CHacTHUecKas
naparuierus ¢ aMuoTpo(dueit Kucten u CTom) — pekoe 3a00JeBaHUe ¢ ayTOCOMHO-IOMUHAHTHBIM
TUIIOM HACIEOBaHUsl, OTHOCHUTCS K OCJIOKHEHHOMY BAapUAHTy CHACTUYECKUX Iaparieryui.
XapakTepusyercsl MOsBICHUEM CUMITOMOB B BO3pacTe OT MEPBOTO JO0 CEIbMOI0 JIECATHIIECTUS
JKU3HU, MEJUICHHBIM IIPOTPECCUPOBAHUEM, BOBJICUEHHEM BEPXHUX MOTOHEHPOHOB (HapyLICHHE
MOXOJKH C MNUPAMHUJHBIMU 3HAaKaM{, BapbUPYIOLIUMHUCS OT JETKOH 10 TSDKEIOW CTEleHU
CIACTUYHOCTHU € runeppedIeKcueii HIKHUX KOHEYHOCTeH U BapuaOeNbHBIMU Pa3ru0aTeIbHBIMU
MOJIOIIBEHHBIMU  PEAKIMSIMH), BOBJIEUEHHWEM  HW)KHMX  MOTOHEHPOHOB  (aMuOTpodus
MaJOOEpIOBBIX MBIl M MEIKHX MBI KUCTH), a Takxke aedopmanuei crom. TspkecTh
3abosieBaHus BapuaTuBHa [2-4].

Henab. IlpencraBieHne ceMEHHOro KIMHUYECKOIO CIy4yash PENKOrO0 TIE€HETHYECKOIo
3a00JIeBaHuUs C KJIMHUKOW CIIAaCTUYECKON Maparjieruu.

Matepuanabl u Meroabl. Knunuueckuil ciyuaii Obut paccmMoTpeH Ha 6ase HayuHo-
MPAKTUYECKOTO IIEHTpa JETCKOW INCHUXOHEBposioruu JlemaprameHTa 37paBOOXpaHEHHs] ropoja
Mockssl (HITLL JIIT).

PesyabraTsel. [lanimentr M., 11 ner, naGmomaercs B HIIL JIT ¢ 6 ner 8 mecsues.
Brnepsrie rocnutanusupoBad B jekabpe 2020 rojma B CTallMOHApP B CONPOBOXACHHUU OTIA C
Kasio0aMy Ha MPOrpecCUpyrollee HApyIIEHUE MOXOKH, MOBBIIIEHUE YTOMIISEMOCTH, OIBILIIKY
nocie (pU3NYECKO Harpy3ku, 00JM B HOTax MOCie JUIMTENbHOM X0ab0bl. Bo3pacT mosiBneHus
nepBbIX Kanob 4-5 net. IlepuHaTanbHbIl aHAMHE3 OTATOIIEH: OEPEMEHHOCTh Ha (DOHE Yrpo3bl
IIPEpPBIBaHMsI, OTCIOMKH TUIALIEHTHI B TPETHEM TPUMECTPE, POJOPA3PEIIECHUE ITYTEM IKCTPEHHOTO
KecapeBa cedyeHMs. PaHHUII HeoHaTaJdbHBIM Mepuoja MpoTekan 0e3 0coOeHHOCTEeH, ICUXO-
MOTOpPHOE pa3BUTHE IO BO3pacTy. Marh peOeHKa SBISIETCS MHBAJIMIOM IETCTBA IO JUArHO3y
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«Jlerckuii nepeOpasbHBIA Tapainy, CHacTU4ecKas AWIUICTHs». B HeBpolorunyeckoM crartyce
nalnyeHTa otMevanach Au(Qy3Has MbllIedHas T'MIIOTOHUS, OIPaHMYCHHUE ThUIBHOIO CTUOAHUs
cton 110 85° ¢ 00enX CTOPOH, CHMMETPHYHOE TIOBBIIIEHHE CYXOXKHIBHBIX PE(IIEKCOB, MBILIICUHAS
ciabocTh, mpeoOnajaromias B MBIIIAX-pa3ruOaTensaX, a TaKKe BbIPAXKEHHAs MbIILICYHas
YTOMIIIEMOCTh. X0 PeOEHOK ¢ MUPOKOM 0a30if ONMoOpHI, TYIOBUIIHON aTtakcuel, xonpba Ha
IATKaxX ObUIa HEBO3MOJXKHA, ITPBIKKH Ha IBYX HOTaX ¢ HU3KOM aMILJIMTYI0M, Ha OJHOM HOre pe3ko
3aTpyJHEHBI, CHUKEHA MEJIKasi MOTOpUKa KUCTel pyK. Takyke oTMeuanach BbIpaKEHHas IJI0OCKO-
BaJIbIycHasl 1edopmanus CToI.

[IpoBenena wmarHuTHO-pe3oHaHcHass Tomorpagus (MPT) romoBHOro wmosra, 1o
pe3yibTaTaM KOTOpPOW BBISBICHA KapTHMHAa CYOKOPTHKAJIbHBIX O4YaroB B O€lIOM BelIeCTBE
O0JBIINX TOMYIIAPHiA, BEPOSITHO, COCYIUCTOTO T€HEe3a, MOAKOPKOBas cy0aTpodus 3aThIIIOYHBIX
JI0JIed TOJOBHOIO MO3ra, a Takke IIepUBEHTPUKYJISpHas Jielikonatus. Mrompdaras
3NIeKTpOMHUOrpadusi 3aperucTpUpOBaIa HU3KOAMIUTUTYAHbIE KPUBBIE C BBICOKOAMIUIUTYIHBIMHU
HEPUTMHYHBIMU MOTEHLIUATIAMHU (aCIUKYJISALIUI ¢ MBI BEPXHUX U HUKHUX KoHeuHoctell. 1o
naHHeiM MPT wmbimin 6€aep u TOJCHEH NMaTOJOTHYECKUX M3MEHEHHA B CTPYKTYPE MBIIICYHON
TKaHd Ha MCCIEIyeMOM YpOBHE He ObLIO BbISABIEHO. PeOEHOK ObLI OCMOTpEH BpavyoM-
reHeTukoM. [IpoBenéH moucK KpymHbIX nenenuit/mymukanmii B renax SPAST u ATLI,
PETUCTPUPYEMBIX INpU cracTudeckod napamiueruu lltpromiens, NpOTSHDKEHHBIX MyTallMd He
BbISIBJIEHO. PEKOMEH10BaHO MPOBEIEHNE KIMHUUECKOTO CEKBEHUPOBAHUS SK30Ma.

ITpu noBTOpHOI rocnutanuzanuu (amnpenas 2021 roxa) oTMEUEHO yXyALIEHHE MOXOJKH,
nporpeccupoBanrie  Aedopmarid  CTOn  (SKBHHO-BAIBIYC), HapacTaHUE  MBIIICUHOU
yromiisieMocTd. PeGeHOK rocnuTaau3supoBaH ¢ MaTepbio, y KOTOpoW Habirojanach CHacTUKO-
napeTHyecKas MOXOJKa, HapylleHHe MOTOpukH kuctedl pyk. [Ipm OGonee mompoOGHOM cOope
aHaMHE3a MaTepu BBIACHEHO, 4YTO HapyllleHHe XOAbObl OTMEYaeTcsi y HECKOJbKUX
POJICTBEHHUKOB 110 MAaTEPUHCKON JIMHUU. PaHHEe NCUX0-MOTOPHOE pa3BUTHE MaTepH MalMeHTa
IIPOTEKAJIO 10 BO3pAcTy, HapyLIEHUE MOXOAKH CTaJI0 3aMETHO Iocie Tpéx JjieT. B Bo3pacte 16
netr Oblla IpOBEJEHA YJIMHAIOIIAs aXxWLIOIJIAaCTUKAa C JIBYX CTOpPOH, IJIAHTOTOMMSI CIIpaBa B
CBSI3U C Iporpeccupyromeit negopmanueit crom. Takke co crapiiero HIKOJIBHOIO BO3pacTa
JKEHIIMHA CTajla OTMEYaTh OrpaHUYeHHe 00bEM JBM)KEHUI B CyCTaBax MaJbLEB.

B wmae 2021 roma manueHTy OBUI MPOBENEH TeHETHYECKWi aHanu3 (MaHenb
«CniacTvueckue mnapamjierui» - MOMCK MyTauuid B 63 reHax, oTBeTcTBEeHHBIX 3a SPQG), mo
JTAHHBIM KOTOPOTO BBISIBIIEH ONUCAaHHBIA paHee Kak mnaroreHHbli (CMO040382) BapuaHt
HYKJIEOTHJIHON mocienoBaTenbHOCTH B 3 sk30oHe reHa BSCL2 (chrl11:62469965G>A),
npuBoainmii kK Muccenc-3amene (p.(Ser90Leu), NM_032667.6) B reTepo3UroTHOM COCTOSHUH.
Myrtauuu B rene BSCL2 B rerepo3uroTHoM COCTOSIHUU ONMUCAaHbl Y MAIMEHTOB C CHHAPOMOM
Cunsaepa (Silver spastic paraplegia syndrome, OMIM: 270685). [Io coBOKYTHOCTH CBEIECHMIA,
BBISIBJICHHBIN BapHaHT HYKJIEOTUIAHON IMOCIEI0BATEILHOCTH OBLI paclieHEH KaK NMaTOTeHHbIN, B
CBA3M C 4YEM METOJOM IPSAMOrO aBTOMATUYECKOTO CEKBEHUPOBAHUS IIPOBEIEH IOUCK
natoreHHoro Bapuanta c.269C>T B sk3oHe 3 rena BSCL2 (NM 032667.6) y poauteneit
peOG&HKa, M TaKoi ke BapuaHT BBIABJIECH y Marepu. Ha ocHOBaHMU NPOBEIEHHOIO T€HETHYECKOTO
UCCIIeIOBaHMs TOcTaBieH auarHo3: Crnactuueckas mnapamierus 17 Tuma ¢ amuorpodueit
KOHEYHOCTEH, ayTOCOMHO-IOMMHAHTHBIN TuN (cuHapoM Cunbsepa, OMIM 270685).

BobiBoabl. CeMeiiHbII aHaMHE3 WMEET KpallHe BAa)KHOE 3HAYEHUs JI1 IOCTAaHOBKH
JMarHo3a TIpH T[OJO3PEHUM Ha HaclleCTBEHHOe 3abojeBaHue y peO&Hka. Bo3moxkHa
BapUAaTUBHOCTh HEBPOJIOIMUYECKUX TMPOSIBICHUNH Yy UYIEHOB CEMbH, HMEIOIIMX OJUHAKOBYIO
MyTanuto. ['eHeTnueckoe Hcciae0BaHnue MO3BOJISIET TOCTABUTh TOYHBIN AMATHO3 U ONPEAEIUTh
MIPOTHO3 pa3BUTHS 3a00JI€BaHUSI.
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YK 616.8
BPOXXJIEHHBIE MBIIIEYHBIE JYCTPO®UU: KIIMHUYECKWM CITYUAM
IInuesa A.M., ITmemsickas U.A., boromanosa E.B.
I'BY3 Hayuno-npaxmuueckutl yeHmp 0emckotl ncuxoresponozuu /{3 2. Mockewi

Pedepar. B pabore mnpencraBieH KIMHUYECKUI cllydyall TeueHUsI BPOXKICHHON
MplieyHor  guctpopun (BMJI) - a3T10 penkas Trpynmna TIeHETHYECKUX 3a00JIeBaHUU,
XapaKTEePU3YIOLIUXCSl MOBPEKICHUEM MBIIICYHOW TKaHU, YTO MPUBOAMUT K IPOrpPECCUPYHOLIEH
MBIIIEYHON CJIa00CTH, TMPOSBISAIONIMXCS B PAaHHEM BO3pAacT€ W BCKOpE IOCiE poXiaeHus. B
MPEJICTAaBICHHOM  KJIMHMYECKOM  ciydae 3abojeBaHHE  HA4aloch C  POXACHUS, B
HEBPOJIOTUYECKOM CTaTyce€ OTMEYalach MBbIIIEYHAsl TUIIOTOHHUSA, OOJbIIE BBIpAXKEHHAs B
JTUCTAIIbHBIX OTJIENaX BEPXHUX KOHEUHOCTEH, 3a7epxKa (OpMUPOBaHUSI MOTOPHBIX HaBBIKOB. Ha
npuMepe OCOOEHHOCTEH TeueHusi 3a0o0iieBaHHA B NPEICTABICHHOM KIMHUYECKOM Cly4yae
MOKa3ajdl HEOOXOAMMOCTh MPOBEACHHUS CBOEBPEMEHHOIO pPEeaOWIMTAIIMOHHOTO JieueHus Oe3
UCTIOJIB30BAaHUSI  «arpeCCUBHBIX» METOIUK C LEeNb0 MPOQWIAKTUKYA TPEAOTBPALICHUS
0o0pa3oBaHUsl KOHTPAKTyp, AedopMaiuii ckenera, AbIXAaTEJbHBIX HapyILIEHUH, a TaKxke A
CTUMYJISIIUU (POPMUPOBAHUS ABUTATEIbHBIX HABBIKOB.

Knrwoueswvie cnosa: mviueunas oucmpogus, muonamus bemaema

CONGENITAL MUSCULAR DYSTROPHIES: CLINICAL CASE
Plieva A.M., Pshemyskaya I.A., Bogomanova E.V.
Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. The paper presents a clinical case of congenital muscular dystrophy (CMD) - a
rare group of genetic diseases characterized by muscle tissue damage, which leads to progressive
muscle weakness, manifested at an early age and soon after birth. In the presented clinical case,
the disease began at birth, in the neurological status, muscle hypotonia was noted, more
pronounced in the distal parts of the upper limbs, a delay in the formation of motor skills. Using
the example of the features of the course of the disease in the presented clinical case, the need for
timely rehabilitation treatment without the use of "aggressive" methods was shown in order to
prevent the formation of contractures, skeletal deformities, respiratory disorders, as well as to
stimulate the formation of motor skills.

Key words: muscular dystrophy, Bethlem myopathy

AKTyajbHOCTh. Bpoxaennsie Mpieunsie guctpoguu (BM/I) cocTaBisioT KIMHUYECKH
U TEHETHYECKH TeTEpOTreHHYIO TpYIIY MBIIIEYHbIX 3a0osieBaHMi. BpokaeHHBIE MBbIIIEUHbIE
TUCTpOpUN NPOSBISAIOTCA C POXAGHHS WM B 1epBble 12 wMecsueB xu3HH. OHuU
COIIPOBOKIAIOTCA TUIMOTOHMEH M Tmporpeccupyomeil cnabocTbio MBI, — 33JepKKON
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JIBUTATENILHOTO  pa3BUTHs, (OPMHUPOBAHMEM KOHTPAKTYp, HM3MEHEHUSMH CO CTOPOHBI
BHYTPEHHUX OPTaHOB (IbIXaTEIbHBIMH HAPYIICHUSMHU, TOPAKEHUEM CepACYHON MbIbl) [1,2].
B cBs31 ¢ 3THM HaUOOJNIBIIYIO aKTyaIbHOCTh MPHOOPETAET BOMPOC CBOEBPEMEHHOTO MPOBEICHHS
BOCCTAHOBUTEIBHOTO JieueHUs y aered ¢ BMJI [3] ¢ menpto nmpoduiIakTUKH KOHTPAKTYP,
negopmanuii ckenera, a Takke Uil CTUMYISIIUKA (POPMUPOBAHUS JIBUTATEIbHBIX HABBIKOB, YTO
3HAYUTENIbHO YIIYYIlaeT MPOTrHO3 TeUeHUs 3a00JIeBaHus, TIOBBIIIAET KAYECTBO KU3HU.

Heab. Ha mpumepe ocoOCHHOCTEH TeueHUss 3a00JieBaHUsT B  MPEICTABICHHOM
KIMHUYECKOM  CcilIy4ae  pa3oOpaTh  HEOOXOJUMOCTh  IPOBEIEHUS  CBOEBPEMEHHOTO
pPeadMIIMTAIIMOHHOTO JIEYeHHUs1 0€3 MCIIONB30BaHMS «arpeCCHUBHBIX» METONUK y nereit ¢ BM/I ¢
HeNbl0 MpO(UIAKTUKKU MPEeOoTBpalleHus OO0pa30BaHUS KOHTPAKTyp, nedopMmanuil cKenera,
JIBIXaTeNbHBIX HAPYIICHUH, a TaKXKe I CTUMYJISIIUN (POPMUPOBAHUS IBUTATEIILHBIX HABBIKOB.

Marepuanbl U Meroabl. KnmHndeckuii ciaydaid Obul paccMoTpeH Ha 06aze Hayuno-
IIPAKTUYECKOI0 LEHTpa AETCKOW IcuxoHeBpojoruu J[3M, nomoaHUTENnsHO ObUT IPOM3BENEH
JUTEpaTypHBIi 0030p B 0ase manubix PubMed.

Pesyabrarsl. [lanment A, 9 MecsaueB, noctynuin B HayuHo-mpakTudeckuil LEHTp
neTckoil mcuxoneBposiorun JI3M BrepBbie B Bo3pacTe 4 MecsleB C KalobaMu Ha 3aJepiKKY
MOTOPHOI'O pa3BUTHS (HE AEPAKUT T'OJIOBY), YpE3MEPHOE OTBEACHHUE B Ta300€IPEHHBIX CyCTaBaX,
¢ quarHo3om: «G96.8 IlocnencTBusa nepuHATANIBHOIO MOPAXKEHUSI HEPBHOM CUCTEMBI, CUHAPOM
MBIILIEYHbIX HapymieHuil. CuHIpoManbHass ¢opma 3aJepKKH MOTOPHOTO Ppa3BUTHS» IS
MPOXOXKACHUS Kypca peabUIUTAIlMOHHOTO JieueHus W oOcienoBaHus. M3 aHaMHe3a W3BECTHO,
yro pedeHok ot 1 6epemennoctu, IKO, mporekasmielr 6e3 ocobeHHOCTEH, poabl 1, MmIaHoBoe
KecapeBo ceueHue Ha 39 Henene., MpU POXKJICHUH OlleHKa 1o mKkane Anrap 8/9 6amios, Bec 3280
r., JuiInHa 52 cM, BeIMKcaHa aomoi Ha 3 c.k. Ha Helipoconorpamme mpoBeneHHou B 1,5 mec.
JKU3HM TATOJIOTUYECKMX H3MEHEHUH He BhIABIEHO. B Bo3pacte 3 MecsleB *KU3HU PeOEHOK
OCMOTpeH TeHeTUKOM: «HacnencTBeHHOe HEpBHO-MBIIIEUHOE 3a00JCBaHHUE», PEKOMEH/IOBaHA
naHenb "HEPBHO-MBIIIEUHBIE 3a0onieBaHus". B  HeBpoIOrMyecKuM cTaryce: MbIIIeYHAas
TUIIOTOHMS, OO0JIbIIIE BBIPAXKEHHAs B AUCTAJIbHBIX OTJEJIaX BEPXHUX KOHEUHOCTEH, CyXO0KUIIbHBIE
peduekcsl ¢ pyK M HOT JKUBBIE, 3aJepkKa (OPMUPOBaAHMS MOTOPHBIX HABBIKOB (HE OBLIO
JIOCTaTOYHOM CTaOMIM3aIMK TOJIOBBI, ONOpHas PyHKIUSA pyK U QYHKIUS 3aXBaTa CHUKEHbI, IPU
TPakKIMKM 3a PpPYyKH Trpynnuposaiack cnabo). Ha Heilipoconorpamme VY3- mnpu3HaKku
MOCTTUIIOKCUYECKUX M3MEHEHUH B BUJE AWJIATAlMM 110J1000J0YEUHBIX TPOCTPAHCTB U OOKOBBIX
JKEIIY0YKOB, JIETKOW CTENEHM; KUCTa COCyAucTOoro cruiereHus ciesa. Ha OHMI' nmo naHHbeIM
IPOBEJCHHOIO  MCCIEAOBAaHUS HE  BBIABIEHO JIOCTOBEPHBIX IPU3HAKOB  IMOPa)KEHUS
nepugpepuyeckoro HeHpOMOTOPHOIO arnmnapara HUWKHUX KOHEYHOCTEH, Tak Kak MpU UrojIbuyaToM
UCCIIEIOBAaHUM 3HAYEHMsI CpeJHEH JUINTENbHOCTH IOTEHIMAJIOB JBUTATENbHBIX €IMHHUIL
HaXOJATCS B paMKaxX HOPMbI, CIIOHTAHHOM aKTUBHOCTU HE ObLIO, MATTEPH PEKPYTHPOBAHUS
nosiHbIi. [Ipy 3TOM CKOpOCTH pactpocTpaHeHus BO30yKIeHUs 1o nepudepuuecKuM HepBaM HOT
CHIDKEHA, apaMeTpbl M-0TBETOB He U3MEHEHbI. PeGeHOK momyuni Kypce eueOHol pusnueckon
kynbTypbl (JIOK), ¢usnorepaneruyeckoe neuenue (DTJI), BbimucaH ¢ MOJOKUTEIBHON
JUHAMUKOM: yIy4IIWICS MBIIIEYHBIH TOHYC, JIydllle CTaOMIM3UPYET TOJIOBY, TPYIIUpPYETCs
6iokomM. B Bo3pacte 6 MecsleB JKM3HHM IOBTOpHAs TOCHHUTANU3allls, B HEBPOJIOIMYECKOM
CTaTyce COXpPaHSAETCs MbIIIEYHAasi TUIIOTOHMS, OOJbIIEe BBIPAXKEHHAs B IMCTAIBHBIX OTAENax
BEPXHUX KOHEUYHOCTEH, CyX0KUIIbHBIE pe(IeKChl C YK U HOT JKUBBIE, 3aepikKa GopMHUpOBaHUS
MOTOPHBIX HAaBBIKOB (I'OJIOBY yJIEpXKHBAeT, IMepeBopaynBaeTcs Ha OOK, B MOJOXEHUHU JieKa Ha
’KMBOTE OMOpa Ha IMpeAIJieubs. MOJI3aeT MO-TNIACTYHCKHU HEMPOJOKUTENIBHO), peub — I'yJeHHeE,
OCMOTpPEH T€HETHUKOM: MolleKysipHO-TeHeTHYecKass naHenb «HepBHO-MbllIeuHas»: BBIABICH
BEPOATHO NATOr€HHbIH T'€TEPO3UTOTHBIM HYKJIEOTHAHBbIM BapuaHT c.6230G>T, p.Gly2077Val
(chr2: 237360140C>A) B rene Col6A3, cBs3aHHOM ¢ Muomarueil beriema u BpOXICHHOMN
MBIILIEYHON JucTpodueil Yiabpuxa ¢ ayTOCOMHO-AOMHUHAHTHBIM M ayTOCOMHO-PEIECCUBHBIM
TUTIAMU HACJICIOBAaHUS M TEPEKPHIBAIONIMMUCS KIMHUYeCKUMHU (eHoTunamu. Banmnmanus
MerogoM CoaHrepa u oOciegoBaHHE pOAUTENEH pedeHKa Ha HOCHUTEIHCTBO BBISIBICHHOTO
BapuaHTa- B pabore. 3akmouenue: COL6-acconmupoBanHas auctpodus (Muonarus betnema)
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(?). Ocmotpen opromenom: Ds: [lpyrue BpOXICHHbIE BaJbI'yCHblE Je(dOpMalUU CTOIIBL
Banberycnas ycranoBka cron (Q66.6). Ilomyunn xypc BoccraHoButenbHOro jeueHus (DTJI,
JI®K), B pesynpraTe NpPOBEACHHOIO JIEUYEHUS OTMEYaJach IIOJOKUTENIbHAS IUHAMMKA!
YIYUIIWICS MBIIIEYHBIA TOHYC, BO3pOCI]a JBHUraTelbHAas aKTHUBHOCTB, JIOJIbIIE BBIIEP>KUBACT
buznyecKue Harpy3Ku.

B Bospacte 8 wMmecsieB METOJOM MPSMOrO aBTOMAaTHYECKOI'O CEKBEHHPOBAHHS ObLI
uccnenoBan reH COLO6A3. Hykneormanas 3ameHa chr2:237360140>A oOnapyxeHna B
reTepO3UTOTHOM COCTOSIHUU.

B Bo3spactre 9 wmecsuneB xu3HM TmOBTOpHas rocnutanuzamus B HIIL I, B
HEBPOJIOTUYECKOM CTaTyce: MbIIIEYHAs] TMIIOTOHMS, HOPMaJM3al[Ml MBIIIEYHOTO TOHYCa B
JUCTAIbHBIX OTJENIaX BEPXHUX KOHEYHOCTEH, CYXOXKHIbHBbIE Pe(IeKCHl C PyK M HOT JKUBBIC,
OTMEYaeTCsl MOJIOKUTEIbHAs JUHAMHKAa MOTOPHBIX HAaBBIKOB (TOJIOBY  yJEp>KUBaeT,
nepeBopaunBaeTCs Ha OOK, B MOJIOKEHHUH JIeKa Ha JKMBOTE OMOpa Ha MPEIUIeUbs. MOI3aeT Mo-
IUTACTYHCKU  HEMPOAOJDKUTENBHO, CHAUT CaMOCTOSITENIbHO), TyiauT. PeGeHok ocMoTpeH
TeHETUKOM, TOATBEPKACH IMAarHo3: MOJIEKYISIpHO-TeHeTHYecKas manenb «HepBHO-MbIIeuHas »:
BBISIBJICH BEPOSATHO MATOI€HHBIM TIE€TEPO3UTOTHBIA HYKICOTHIHbIM Bapuant c.6230G>T,
p.Gly2077Val (chr2: 237360140C>A) B rene Col6A3, cBs3aHHOM ¢ Muomaruel beriema u
BPOXKICHHOW MBIIIEYHOU aucTpodueil Yibpuxa ¢ ayTOCOMHO-JOMHUHAHTHBIM M ayTOCOMHO-
PELECCUBHBIM TUIIAMH HACJIEJOBAHMS M IEPEKPBHIBAIOIIMMHCSA KIMHUYECKUMHU (DEHOTHUIIAMHU.
Bapuant BanmumupoBan Meronom CsHrepa. Y poauteneil peOeHKa BapHaHT HE OOHApYKEH.
[TonrBepknen auarHo3: COL6-acconmupoBanHas quctpodus (Muonarus bernema).

BoiBoabl. Takum 00pa3oMm, MAaHHBIM KIMHUYECKUW clay4yail JEMOHCTPUPYET, YTO
HECMOTpSlI Ha MpPOTrpeccHpyrolee TedeHue 3a00JIeBaHUs, NETH HYXKAAIOTCA B TOJYYCHUU
peaOUINTAIIMOHHOTO JIeYeHUs] 0e3 HCIOIb30BAaHUS «arpeCCUBHBIX» METOAMK JICUCHHS MJis
npeoTBpalieHns 00pa3oBaHUs KOHTPAKTYp, AedopMaluii CKeleTa, IbIXaTeIbHbIX HapyIICHHH,
o1 KOHTposieM (QYHKIUH JIeTKUX, cepana, KoHTpoib KDOK, neyeHoyHbIx pepMeHTOB.
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HEPIPO@H3HOHOFH‘IECISHE XAPAKTEPMCTHKH IPOLECCA YCBOEHHMA
HOBBIX CJIOB ¥V IETEU C HAPYIIEHUAMUN SKCITPECCUBHOUM PEU

PebGpeiikuna AB.M, lanomnnkosa A.®.

! Hncmumym evicuieti Heperotl desimenvrocmu u Hetipoguzuonoeuu Poccutickou
axademuu Hayk (PI'BYH UBH/[ u H® PAH) , 2. Mocksa,
2I'BY3 Hayuno-npaxmuueckuii yenmp oemckoii ncuxonegponozuu /I3 2. Mockevl

Pe3srome. CraTrcTHdeckoe HaydyeHHe, TO €CTh CIIOCOOHOCTh M3BJIEKATh 3aKOHOMEPHOCTHU
U3 OKPYKAIOLIEH Cpelbl, UIPAeT BaXHYIO POJb B YCBOCHHHM sI3bIKA. Y JETEH C HAPYIICHUAMU
pEYEeBOro pa3BUTUSl CTATUCTMUYECKOE HAYYEHHE MOXKET OBITh CHM)KEHO M OOBIYHOW YacTOTHI
BOCIIPHATHS CJIOB MOKET ObITh HEJJOCTATOYHO JJIsl MX YCBOCHMsI, UCXOAs U3 3TOro, M. AnbT ¢
KoJleramMu  ObUIa  IpeJIOK€HAa  METOJAMKA Ul  CTHUMYJHMPOBAaHUS  OCBOEHHUS  CIIOB,
3aKJIIOYAIOIIAsACs] B MHOIOKPAaTHOM IIOBTOPEHUHU CJIOB B Pa3JIMYHBIX KOHTEKCTaX BO BpeMsd
3aHATHA. B HacTosiieM HCClieJOBaHUM MBI U3y4aldu HEWPO(PHU3UOIOTUUYECKHE XapaKTEPUCTHKU
YCBOEHHUSI HOBBIX CJIOB IIOCJIE€ OIHOIO 3aHATHSA, OCHOBAHHOIO HAa TEOPUM CTATUCTUYECKOIO
Hay4eHHMs], y JI€Tel C PACCTPOMCTBOM IKCIPECCUBHOM peur. bbUIO BBISBIEHO, YTO OAHOKPATHOE
3aHATHE oOJjeryaer oOpabOTKy HOBBIX CJIOB, 4YTO BBIPAXaJOCh B CHU)KEHUH AaMIUIUTY/IbI
BBI3BaHHBIX INOTEHIMAJIOB HAa ATH CJIOBA, YEM HAa HOBBIE CJIOBA, KOTOPHIE HE MOBTOPSIM Ha
3aHaTud. Kpome Toro, Ha MOBTOpPEHHbIE HOBBIE CJI0BAa HaO0qasCs Oosee BhIpaXKeHHbIH 3 dexr
HECOOTBETCTBUS CJI0BA KAPTUHKE, YEM Ha HEMIOBTOPEHHBIE.

Knwueevie cnosa: ycBOCHHE HOBBIX CIIOB, HapylIEHHE OJKCIIPECCHUBHOH peuw,
MOTEHLIMAbI CB3aHHBIE C COOBITHSIMH.

NEUROPHYSIOLOGICAL CHARACTERISTICS OF THE NEW WORDS
ACQUISITION IN CHILDREN WITH EXPRESSIVE SPEECH DISORDERS
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Rebreikina A.B. 2, Shaposhnikova A.F. 2

! Institute of Higher Nervous Activity and Neurophysiology of the Russian Academy of
Sciences, Moscow,
2 Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. Statistical learning, i.e. the ability to extract patterns from the environment,
plays an important role in language acquisition. In children with speech developmental disorders,
statistical learning may be reduced and the usual frequency of word perception may be
insufficient for word acquisition; therefore, M. Alt and colleagues proposed a method to
stimulate word acquisition by repeatedly repeating words in different contexts during class. In
the present study, we investigated the neurophysiological characteristics of new word acquisition
after a single session, based on statistical learning theory, in children with expressive language
disorder. It was found that a single session facilitated the processing of new words, which was
reflected in a lower amplitude of evoked potentials for these words than for new words that were
not repeated in the session. In addition, a more pronounced effect of word-picture mismatch was
observed for repeated new words than for unrepeated words.

Keywords: new words acquisition, expressive language impairment, event-related
potentials, ERPs.

AxTyanbHOcTh. CTaTHCTHYECKOE HAaydye€HUE, TO €CThb CIIOCOOHOCTh HENPOU3BOJIBHO
ycBauBaThb 3aKOHOMEPHOCTH BO BXOZsIIEed HMH(OpMaLWH, SBISETCS OJHUM W3 MEXaHU3MOB,
HEoOXoauMBIX a1 ycBoeHus peud [1]. Ilomararor, uto y ngereil ¢ HapylleHHEM pEdyeBOro
pPa3BUTHUSI CTAaTUCTUYECKOE HAyye€HUE MOXKET ObITh CHUXKEHO, UM HeoOxoaumo Oouee
IPOJOJDKUTEIHOE M HMHTEHCHBHOE, YeM B OOBIYHOM JKU3HHM, BOCHpUATHE MaTepuana s
ycBoeHus ciioB [2, 3]. M.AnbT ¢ KojieraMu Mnpeaiockuiia METOJIMKY, OCHOBaHHYIO Ha TEOpUU
CTaTUCTUYECKOTO HAyyeHHs, M1 CTUMYJUPOBAHHA OCBOCHHMS HOBBIX CJIOB JI€TbMHU C
HapylIeHUAMHU peueBoro pa3Butus [2,3]. CyTb JaHHONW METOJIMKU 3aKJIF04AETCsl B MHOTOKPATHOM
3a BpeMs 3aHSTHsI IOBTOPEHUU CIIOB B PA3JIMUHBIX KOHTEKCTaX. B HacTosIeM nccie10BaHUU Mbl
U3ydaaud HEHpopU3NONIOrMYecKue XapaKTePUCTHKH YCBOEHHUS HOBBIX CIIOB IIOCJE OJHOTO
3aHITHSI, OCHOBAaHHOIO HA TEOPUM CTaTHCTUYECKOTO HAy4deHHUs, Yy JETed C pPacCTpONCTBOM
DKCIIPECCUBHON PEYH.

Martepuansl 1 MeToAbl. B uccienoBanun npuHsiM yyactue 18 nereit B Bo3pacte oT 3
1m0 9 ner (mean=5.48, SD=1.36), umeronmux amarHo3 F80.1 «PaccTpoiicTBO IKCIPECCHBHON
peun» no MKB-10, xoropsie nmpoxoaunu nedenne B HIIL[ JIT JI3M. HccnenoBanue Oblio
onobpeno stnueckuM komurerom HITLIJIIL, Bce poautenu naBanyu MHPOPMUPOBAHHOE COTJIAcHe
Ha ydacTHe B HcCclIefoBaHMU. B 1-ii neHp uccinenoBaHus AETSIM MNPENBABISIM Ha 3KpaHE
MOHMTOpPa KapTMHKM U Ha3blBaJM CJIOBa cOOTBeTcTByIouMe uM: 30 map 3HAKOMBIX
KapTUHOK/CJIOB ¥ 30 map HOBBIX NPUAYMAaHHBIX KapTHHOK/CIOB (mceBnocioB). Kaxnas mapa
KapTUHKA/CIOBO MpeabsiBisiach 1mo 4 pasza. M3o0paxeHus NpeabaBisINCh Ha MOHUTOpE
kommbioTepa B TedeHue 2000 mc. Yepes 900 mMc nocine nosiBIeHus H300pakeHus 3By4alio CJI0BO.
Yepes 2-3 aHs 1OCKE 3TOTO ¢ peOEHKOM MPOBOAMIIA HHAUBUAYaTbHOE 20-TH MUHYTHOE 3aHSTHE,
BO BpeMs KOTOpPOro mejaror B wurpoBoil ¢opme mno 30 pa3 NpPOU3HOCHI B pPa3IMYHbIX
MpEeIOKEHUAX 15 U3 3THX TICEBIOCIOB M MOKa3bIBaJl MX M300pakeHus. Ha crnemgyrommii n1eHp
pebeHky mnpenbsBisian Bce 30 map M300pakeHHWH M TICEBIOCIOB W3 IEPBOrO JTama, Kak
MIOBTOPEHHBIE, TaK M HE NOBTOPEHHbIe, W peructpupoBann III'. Kaxmoe mnceBnocioBo
IPEIbABISIIOCH 3 pa3a ¢ COOTBETCTBYIOUIMM U300pakeHHuEM (KOHTPY?HTHOE YCIIOBHE) U 3 paza ¢
HE TMOJXOASIIMM H300pakeHHeM (HEKOHTPYIHTHOE YCIOBHUE). AHAIM3UPOBAIN CPEAHION
aMIIUTYAy BbI3BaHHbIX norteHnuanoB (BII) B uutepBane 600-1000 Mc A KOHTPYIHTHBIX U
HEKOHTPYIHTHBIX YCJIOBHI Ha IICEBJOCIOBa, MOBTOPEHHBIE Ha 3aHATHH, U Ha IICEBJIOCIIOBA,
KOTOpBIE HE TIOBTOPSUIN.
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PesyabTaThl. B 1100HO-IIEHTpAIbHO-TEMEHHBIX 00JacTAX OBUIO BBISBICHO 3HAUYMMOE
B3aUMOJICHCTBHE (haxTopoB KonrpysutHocTh*ekTpoa u (dhaxTopoB
Konrpysutnocts*Iloropenne*Dnexktpon  (F(9, 153)=3.88, p=0.0002; F(9,153)=3.47,
p=0.0006). B KOHTpy>HTHOM YCIIOBUHM “TIOBTOPEHHBIC TICEBJIOCIIOBA BBI3BIBAIM MEHEE
HETaTUBHBIN BBI3BAaHHBIN MOTEHIINAJ, YEM HE IIOBTOPEHHBIC B JIOOHBIX, BUCOYHBIX, IEHTPATBLHBIX
U TeMEHHBIX 00j1acTax aesoro nonymapus (F(1, 17) 6,32, p=0.023).

D dexT HEeKOHTPYIHTHOCTH AJIs “TIOBTOPEHHBIX HAOIIOAANCSs B JOOHO-IICHTPAIBHBIX
OTBEJICHUSAX OOOWX MONYIIApUIl U JEBOM IEHTPaIbHO-TEMEHHOM OTBEICHUHU MO CPABHEHUIO C
KoHrpy3HTHBIM ycioBueM (FCz, C3, C4, FC3, FC4, CP3).

Oddekt “HEeKOHTPYIHTHOCTH Uil ‘‘HEMOBTOPEHHBIX TIICEBJOCIOB HAOMIOMANCA B
menbiieM uncie orseaenuii (Cz, FCz, C3, FC4, CP3). OOmmii 3¢pekT HEeKOHTpyIHTHOCTH
(HE3aBUCUMO OT TOTO, MOBTOPSUIM UX WJIM HET) HAOJIOAANCA B MPaBbIX JIOOHO-LEHTPAIBHBIX U
J00HO-TEMEHHBIX OTBEJCHUSX.

BriBoabl. [locie onHOro 3aHATHS, OCHOBAHHOTO HA TEOPUU CTATUCTUYECKOTO HAay4eHMS,
BO BpeMsl KOTOPOTO HOBBIE CJIOBa MHOTOKPAaTHO HMOBTOPSUIMCH, HAOJIIOAATIOCH OOJIETUYEHHE HX
00paboOTKH, YTO OTpakajoCchb B CHIIKEHUM AaMIUTUTYJbl BbBI3BAHHBIX IOTCHIMAIOB B
KOHI'PYSHTHOM YCJIOBUHM, IO CPAaBHEHMIO C BbI3BAHHBIMHM IIOTEHIMAJaMH Ha HOBBIE CJIOBA,
KOTOpBIE HE ObUIM MOBTOPEHBI. JTO CBUIETEILCTBYET 00 YCHIJIGHUU CIIEJIOB MAMSTU JUISI HOBBIX
CJIOB IIOCJIE TAKOM TPEHUPOBKH.

HekonrpysHtHoe yclioBHE BBI3BIBAJIO OOJNBIIYI0 HEraTUBHOCTh MOTEHIMANA: IS
“HOBTOPEHHBIX” HA 3aHATHH IICEBJOCIOB pa3inuus HaOIogaIuch B 0ojiee OOIMPHOM PETHOHE,
YyeM ISl HeTOBTOPEHHBIX .

VYBenn4yeHrne HeTaTUBHOCTH B HEKOHTPYIHTHOM YCJIOBMH Ha HOBBIE CIIOBA, KOTOPBIE OBLIN
NpEeAbSBICHbl BMECTE€ C COOTBETCTBYIOLIEH KapTUHKOM Bcero 4 pasa BO BpeMs IIEPBOrO
OKCIIEPUMEHTA, CBHUJICTEILCTBYET O OBICTPOM HETMPOU3BOJIBHOM (OPMHUPOBAHUU ACCOIUAIINN
CJIOBO-KapTHUHKA, OHA COXPaHsETCs MO KpalHel mepe 4-5 aHeil.
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VJIK 616

MHOPHUBPUIIIAPHAS NECMUH-3ABUCHUMA 1 MUOITATHAL: CEMEWHBIN
KIIMHUYECKHNU CIIYYAU

Permm @.C., XamoxunoBa A.B., 3ocumona C.C., [To3gaskosa K.C., Bopo6rséBa K.B.,
Kyapssuesa O.U., Mocuna M.O., Kpsr JL.b.

I'BY3 Hayuno-npakmuueckuii yeHmp oemckou ncuxounespoaozuu /{3 2. Mockewl

Pedepar. B crathe mpeacTaBieH CeMEHHBIN KIMHUYECKHH Ciydail MHOGUOPHILIAPHON
necMuH-3aBucuMoi  muomnatuu  (MOM1) — peakoro HaclIeACTBEHHOro 3aboseBaHMs,
oOycioBinenHoro myranueid B reHe DES. ¥V mamuweHTOB HaOMIOJAMCh MPOTPECCHUPYIOIIAs
MBIILIEYHAS CJIa00CTh, MTO3 BEK, TMIOMUMHUS, KapAUOMHUOMNATHS U JbIXaTelbHbIE HApYIICHUS.
JlnarHo3 TOATBEPXKIEH MOJEKYISIPHO-TEHETUYECKUM HCCIIeOBAaHUEM (BBISBICHA MYTaIlHs
€.1289-741G>A B romMo-/TeMH3UTOTHOM COCTOSIHUU). Y 4YJIEHOB CEMbU OTMEYEH (PEeHOMEH
AQHTULUNAINKA C YCHJICHHEM TSDKECTH CHMITOMOB B TOCJIEIYIOIMX MNOKOJEeHUsX. JledeHne
BKJIIOYAJIO CUMITOMATHYECKYIO TEPAIUI0, PECIUPATOPHYIO U KAPAHOIOTUYECKYIO MOIJICPKKY.
PesynbraThl TOTYEPKUBAIOT HEOOXOIUMOCTh pPaHHEH JWArHOCTUKHA Ui TNPO(UIAKTHKH
AKHU3HEYTPOXKAIOIIUX OCIIOKHEHUH.

Knrwoueevle cnosa: muoguobpuiiapuas oecmun-3asucumas muonamus, DES-een,
HACNe0CMBEHHAsl MUONAMUsL, KIUHUYECKUU CIyYall.

DESMIN-RELATED MYOFIBRILLAR MYOPATHY: FAMILY CASE REPORT

Repp F.S., Khamokhinova A.V., Zosimova S.S., Pozdniakova K.S., Vorobyeva K.V.,
Kudryavtseva O.l., Mosina M.O., Kryat L.B.

Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. The article presents a family case of desmin-related myofibrillar myopathy
(MFML1), a rare hereditary disorder caused by a mutation in the DES gene. Patients exhibited
progressive muscle weakness, ptosis, hypomimia, cardiomyopathy, and respiratory dysfunction.
The diagnosis was confirmed by molecular genetic testing (c.1289-741G>A mutation in homo-
/hemizygous state). Anticipation phenomenon with increasing severity in subsequent generations
was observed. Treatment included symptomatic therapy, respiratory and cardiac support. The
results highlight the importance of early diagnosis to prevent life-threatening complications.

Key words: desmin-related myofibrillar myopathy, DES gene, hereditary myopathy,
clinical case.

AKTyajabHocTh. Muodubpuiisipaas necMuH-3aBucuMas muomnarus (MOM1) — penkoe

HacJIe/ICTBEHHOE 3a0osieBaHue, cBs3aHHOe ¢ MyTauusiMu B reHe DES, koaupyromem OGenok
necmud  [1].  KiumHudecku mposiBisieTcs  MPOTpEecCUpYIOLed  MBIIIEYHOH — CllaboCThIo,

83



MOpaXCHUEM Cep/lla U IbIXaTelbHON cucTemsl [2]. B pabote omucan cemelinsbiii cnydait MOM 1
C aHAJIM30M KJIMHUYECKUX M TeHETHUECKUX 0COOEHHOCTEH.

Heab. M3yyeHne KIMHUYECKOW T€TEPOTEHHOCTH MHOMDUOPMILISPHON J1€CMHH-3aBUCUMOM
MHUOIATHUH, 0COOCHHOCTEH Hacae10BaHus, IEHETPATHOCTH B paMKax OJTHOU CEMbH.

Matepuansl u Metoabl. OOcienoBanbl 6 MANMEHTOB W3 OAHOHW ceMbH. [IpoBeneHbI
KIIMHUKO-HEBPOJIOTUYECKUH  OCMOTp,  HUromnbuatas  snekrpomuorpadus, MPT  mprm,
MOJIEKYJISIPHO-TEHETUUECKOE HcciieioBaHue (cekBeHupoBanue resa DES).

PesyabTaTsl. MonekynsapHO-TeHETUUECKOE MCCIIEOBAHNUE BBISBUIIO Y BCEX 6 MAllMEHTOB
ceMbH maTorennyro myrtanuio ¢.1289-741G>A B rene DES B roMO-/T€MHU3UTOTHOM COCTOSIHUH.
Knunuueckuil anaan3 mo3BOJUI BBIACIUTH CIEAYIONINE 3aKOHOMEPHOCTH

Hesponoruyeckue nposiBIeHUs: MPOrPECCUPYIONIas MPOKCUMaIbHAs MBIIIEYHAsS CIab0CTh
(100% cnyuaeB), 3aTpyAHEHHMs TpU XOoJbOe, MOAbEME IO JIECTHHUIE, HCIOJIb30BAHUU
KOMIIEHCAaTOpHbIX IpueMoB (cumnroMm [osepca); runomumus (83%), ABYCTOPOHHHMM ITO3
(67%), nucharus u guconus (50%); «KPHUIOBUAHBIE) JIOMATKH, MPOHAIIMOHHBIE YCTAHOBKU
MpeaIuieunii, TMIOTPOQHS MBIIIII JIAJOHESH MO0 TUTTY «00e3bsHbEH Nanb» (y MAIlMeHTOB CTapIie
10 ner).

Kapauonoruueckue HapyILICHUS: KapAHMOMUONATHS (munaTanmoHHas WIIH
runeprpoduueckas) BoisiBieHa y 60% mnanueHToB;  HamKenyqoukoBble aputmuu (33%),
atpuoBeHTpuKyssapHas 0nokana Il crenenn (17%); 40% mnanueHTam peKOMEHI0BaHA YCTaHOBKA
KapauoBepTepa-aehuoprLisaTopa.

JlanHbIe HHCTpYMEHTaTbHOU quarHOCTHKH: MPT mbiiim: sxupoBast HHGUIBTpaAHs 3a1HEH
rpynnsl Mbimn Oeaep, menuanbHOW rpymnmnbl rojieHei (100%), oTek kKaMOalOBUIHBIX MBIIIIL
(33%); OMI: mpu3HAKU TEPBHYHO-MBINICYHOTO TMOpaKeHUs (momdasHbie MOTCHIIUAIBI,
CHI)KCHHE aMIUIMTY/bI ABUTATENbHBIX enuHul) B 83% ciydaeB; mnossimieHue ypoBHa KOK no
350-1118 ME/n (mopma: 26-308) y 67% manueHTOB.

['eHeTnyeckue 0cOOCHHOCTH: y manueHTKu @. oOHapyKeHa cOYeTaHHas MyTallis B reHax
DES u MYH2, ognako (GpeHOTHI HE OTJIMYaNICS OT OCTAIBHBIX CIy4aeB; HaOmromancs (eHOMEH
aHTUnUIanuK: Ae0rT 3aboneBanus cmectmiics ¢ 10—15 ner (I mokonenune) mo 1,9-3 ner (V-VI
MIOKOJIEHUSI) C HapacTaHWEM TSDKECTH CHUMIITOMOB (paHHEe BOBJIEUEHHE JbIXATENbHOM U
OynbOapHO MyCKYIaTyphl).

Junamuka Ha ¢oHE Tepanuu: MpueM nupuaoctTurmuHa opomuaa (30 Mr/cyT) y nmanueHTa
A. mpuBenl K YMEHBUIEHUIO TTO3a W YIYYIIEHUIO TOJEPAHTHOCTH K Harpyskawm;
peadbunuTalMOHHbIE TPOrpaMMBbl (KUHE3UOTEpaus, JEKTPOCTUMYJISLIMS) BPEMEHHO 3aMe TSN
MPOTrPecCUpOBaHUE MBIIIIEUHOH crnaboctu y 50% manueHToB.

Takum oOpaszoM, knnHHYeckas kaptuHa M®MI B onucaHHOW ceMbe XapaKTepU3yeTcs
nonuMopduzmom CUMIITOMOB c JOMUHUPOBaHUEM MIPOKCUMAaJIbHBIX Mape30B,
KapJIMOPECTIMPATOPHBIX HApYIICHUH W (PEHOMEHOM AaHTHIMNAIMK, HE TUMUYHbIM st DES-

MyTaLun.
BbiBoabl. M®MI1 T1peOyer KOMILJIEKCHOM JMAarHOCTHKH, BKJOYash TIE€HETUYECKOe
TecTUpoBaHue.  PaHHee  BBIABIEHHME  IIO3BOJIIET  CBOEBPEMEHHO  KOPPEKTUPOBATH

KapaAUOJIOTHYCCKHUE MW AbIXAaTCJIbHBIC HApPYUICHUA. OTcyTCTBI/Ie IaTOr€HETHUECKOU TCpannun
MNOAYCPKUBACT BAXHOCTb HaJUIMaTUBHOM omoMomu " I/ICCJ’IeIIOBaHI/Iﬁ B o0jlacTH TEHHOH
KOPPEKIINH.
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Cadponosa H.A. bareimesa T.T.
I'FY3 Hayuno-npaxmuueckuu yenmp oemckou ncuxounesponozuu /I3 2. Mockewi

Pe3rome. Helipomerabonmdeckre 3a00fieBaHUSI TPEACTABISIOT COOOW HACIEICTBEHHBIC
6one3nu oomena (HBO), nporekaromiye ¢ mpeuMyniecCTBEHHBIM OPaKEHUEM HEPBHOM CHCTEMBbI
y JeTei, W XapaKTepHU3YKTCS MPOTPECCUPYIOLIEH  HEBPOJIOTMYECKOW  JIETpajalHueil.
bonbmmacTBo HBO n1e610THpYIOT B 1€TCKOM BO3pacTe, KIMHUYECKH Pa3HOOOpPa3HbI U 3aBUCST OT
BEAYIICT0 MEXaHW3Ma TaroreHe3a, MeTa0OIMYeCKOW 3HAYMMOCTH TOPaKEHHOTO TYTH U
TKaHecnenupuyHocTu ¢depMeHTHOro Oenka. JIuzocoMmHble OONE3HM HAKOIUIGHHSI — pPEIKHE
HaCIIC/ICTBEHHbIE 3a0osieBaHus. bomblmas YacTh JM30COMANbHBIX OOJNIE3HEW CBA3aHa C
TEeHETUYECKUM Je(eKTOM OJHOTO0 U3 JIM30COMAaJbHBIX (EPMEHTOB, YYACTBYIOIIMX B
pacuielUIeHHH  CIeMU(UYECKOro  BemecTBa. [ aHIIMO3MI03bI  OTHOCAT K  TpYMIe
IMKOC(UHTOJUIKMI030B U CBS3aHBI C JAeQUIMTOM KHUCIION Oera- rajmakTo3uaasbl(reH 3pter-
3p21)

Kniueevie cnosa: Oemckuili  yepeOpanvHulll  napaiu, — Hetpomemadorudecxue
3a001e6anusl, TU30COMHbIE OONEe3HU HAKONIEHUS, AH2IUOZUOO03bL.

THE "SURPRISES" OF THE DIAGNOSIS OF CEREBRAL PALSY (CLINICAL CASE
OF TYPE 1, TYPE 2 GANGIOSIDOSIS)

Safronova N.A.
Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. Neurometabolic diseases are hereditary metabolic diseases that occur with a
predominant lesion of the nervous system in children, and are characterized by progressive
neurological degradation. Most HMD make their debut in childhood, are clinically diverse, and
depend on the leading mechanism of pathogenesis, the metabolic significance of the affected
pathway, and the tissue specificity of the enzyme protein. Lysosomal storage diseases are rare
hereditary diseases. Most lysosomal diseases are associated with a genetic defect in one of the
lysosomal enzymes involved in the breakdown of a specific substance. Gangliosidoses belong to
the group of glycosphingolipidoses and are associated with deficiency of acid beta-
galactosidase.(3pter-3p21 gene)(2).

Key words: cerebral palsy, neurometabolic diseases, Ilysosomal storage diseases,
gangliosidosis.

AxTtyasnbHocTh. Jlerckuit nepeOpanbublii  mapanny  (JLII) ompenensiercs kak
COBOKYNHOCTb  HapyUIeHMH JBUTareabHOW (YHKIMHM, JBHKEHUM U TMOJIOKEHHUS Tena,
BBI3BAHHBIX HENPOTPECCUPYIOIIMM  IOBPEXKIEHUEM WM AaHOMAJIWEH TOJOBHOIO MO3ra,
BO3HUKAIOIIMMHU B Pa3BUBAIOLIEMCS/HE3PEIOM TOJIOBHOM Mo3re. BakHON OCOOEHHOCTBIO ITHX
HapyILIEHUH SBJISAETCS, TO YTO OHM MMEIOT IIOCTOSIHHBIN, HO HEM3MEHHBIN Xapakrep [1].

JIn3ocoMHbIe OOE€3HN HAKOIJIEHUs — PEIKHME HaclleACTBEHHbIE 3a00seBanmst. CyMMapHas
yactota oueHuBaercs 1: 5000-1:7000 XuBBIX HOBOPOXAEHHBIX. Bce oOHU 00ycCiOBIIEHBI
MYTallUSIMH T€HOB, KOTOPbIE KOHTPOJMPYIOT MPOLECC BHYTPHIM30COMHOIO THIPOJIM3a TaKUX
MaKpOMOJIEKYJ, KaK DIMKO3aMUHOINIMKAHbI, IVIMKOJIMIINJGL, DIUKONPOTEMHBbl. Myranuun
COOTBETCTBYIOUIMX T'€HOB MOTYT HapyllaTh CHUHTE3, CO3PEBaHME, a TaKXKe TPAHCIOPT
JM30COMHBIX (PEPMEHTOB— aKTUBATOPOB MM OEJIKOB, KOHTPOJIHPYIOLIMX TPAHCIIOPT CYyOCTPaToB,
MOJIICKAIIMUX THAPOIN3Y [2].

Bonbas yactb TM30COMaNIbHBIX OOJE€3HEN CBA3aHA C TEHETUYECKUM J1e(heKTOM OJTHOTO
U3 JIM30COMANIbHBIX (PEPMEHTOB, YJaCTBYIOUINX B paclleIUIeHUH crenuduueckoro Bemiectsa [3].

["aHMIMO31 1036l OTHOCST K TPYIIE IIUKOCQHUHTOIUIUAO030B U CBA3AaHBI C JASPHUIIUTOM
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KHCTIOM Oeta- ranmakro3uaassl (ren 3pter-3p21) [1].

Paznnuarot GM1-ragmuo3unnos " GM2-ragammo3uaos. GM 1 -raamuo3unos
(MIM#230500): renepann3oBaHHbIM rannmo3nao3 Hopmana-Jlangunra. Yacrora 3aboneBaHust
1:40000. D10 ayrocomMHO-periecCHBHOE 3aboseBaHue, oOycioBieHHOe myranueir reHa GLBI,
KOTOpBI KapTtupoBan Ha 3p2l-pl4.21, xomupyromero b-D-ramakrozumassl. Hakoruienue
raJlakTO30COJEPXKAIIUX  OJIMTOCAXapUJOB COMPOBOXKAAETCA LMUTOTOKCHYECKUM 3 dekTom,
NPUBOIUT K TUOEIH HEHPOHOB U LepeOpaIbHON TUCHYHKIINH, & TAKXKE T'eraToCIIEHOMET I,
MUOIIATUH, KapJUOMHUOIATUHU, CKEJIETHBIM JehopMalusiM BCIEICTBUE AETPaJallud XPSALIEeBON
TKkaHU. TedeHnue /g Bcex (GOpM HEYKIOHHO Mporpeccupyroiee. JledeHne cUMITOMarnyecKkoe
[2]. B 3aBuCMMOCTH OT BpeMeHU MaHH(DecTalud CUMIITOMOB BBIIEISIOT MJIAJICHYECKYIO (Ie010T
00BIYHO B BO3pacTe OT 3-6 MecsIeB, CMEPTEIbHBIM UCXOJl HACTYNAET yepe3 2-3 roja), Mo3IHI0I0
MJTaJIEHYECKYIO/IOHOIIECKYI0 popMy (1eOI0THPYET Ha MEPBOM IOy JKU3HH WK B BO3pacTe OT 2-
6 Jer, dame ¢ 3aJepKKU IICHUXOMOTOPHOTO pPAa3BUTHUS, MEIUIEHHO IPOTrPECCUPYET C
HEOIaronpusATHBIM KMCXOIOM Ha BTOPOM JECSATHIIETHH) U PEAKYI0 XPOHHUYECKYIO (B3pOCIYIO
dopmy) (mebror B 3-87€T, HEYKIOHHO MpoOTpeccHupyeT B TedeHue ku3Hu) [2]. Tlo3muss
MiasieHdyeckas/onomeckas Gopma GM-1 2 tum yarnie 1eGI0TUPYET 3aAEPHKKOM IICUXOMOTOPHOTO
paszutus. C 2-6J€T MOSBISCTCS IU3APTPHS, JUHAMUYCCKAsT aTAKCHsl, MBIIICYHAS] THIIOTOHUS C
Tpacopmalreil B CiaCTUYECKUi TeTpanapes, yTpaTta UMEBIINXCS HaBBIKOB, MOTYT OTMEYAThCs
CYZIOpOTH.

Marepuanbl u MeToAbl. [IpeicTaBieH KIMHUYECKUN CITydai.

Pesyanbrarbl. Ilanuent C. 171er, oOparwics Ha KOHCY/JBTAIMIO C >KalobamMu Ha
HapylIeHHE [IaJKOCTH PEYH, IPOTPECCUPYIOIIee HapyIICHHUE MOXOAKHU («YIILJIO paBHOBECHEY),
YXYAIICHUE MOTOPHBIX HABBIKOB C TCUCHHUEM BPEMCHH, TPYIHOCTH C KOMMYHHUIIUPOBAHHUEM B
CBSI3M C PEUYEBBIMU HAPYIICHUSMHU, TPYAHOCTU C 3achlllaHUuEeM, OOJIM B CIHHE, MEAJICHHBIA POCT.
AHaMHe3 XU3HU W 3a00JIeBaHUs: MAIMEHT OT | OepeMEeHHOCTH, MPOTCKABIICH C Yrpo30i
npepeiBaHus B 9He, oT 1 CPOUHBIX PONIOB, SKCTPEHHBIM KeCapeBbIM CEUYEeHHEM (KJIMHUYECKU
y3KUH Ta3, «3acTpsul B POAOBBIX MyTsax»), Bec- 3210,0, mo Anrap 7/86. MoTopHOE U pedeBoe
pa3sBUTHE COOTBETCTBOBAJIO BO3pacTy, (ppa3zoBas peub mosiBWiIach ¢ Ir 6 mec. [lomikonbHoe
yupexJeHue Hadan nocemarb ¢ 2 jer. [Ipumepno ¢ 2,5 ner marb OTMeTWJa MOSBICHUE
JBUTaTeNbHOU HenmoBKocTH ("OajaHcHpoOBall, MO JECTHHIIE CTal XOAWTH 3a pyKy'). B 4 roma
NeOI0TUPOBAIIN PEUYEBBIE HAPYIICHHS: «IIPUIIEN U3 JETCKOTO Ca/ia U He MOT TOBOPUTHY. [laHHbIE
MpOsIBJICHUsI OBLTM pACIiCHEHbl KaK 3aWkaHue, B CBA3M C 4YeM BIIOCIEACTBUU  IOCeIall
KOPPEKIMOHHBIA NIETCKU caa. B 6 et BO3HWKIM 2 TpHCTyna OWIaTepalbHBIX TOHHKO-
KIIOHMYECKHUX CYIOpPOT, B CBSA3M C Y€M IMOJIydad BaJbIpPOEBYIO KHCIOTYy A0 14 ner. B 7mer B
cTanroHape T. MOCKBBI BIEpBbIE OBUI BBICTABIICH UArHO3: METCKUH IepeOpallbHBIA TMapaind,
cmemanHas (opma. YcraHoBIeHa MHBATUAHOCTh. OOydancs B HadadbHOM IIKONE TIO
oOmieo0pa3oBaTeibHOM MporpamMme s JeTel ¢ pedyeBbIMH HapylleHusMu. B 5 kmacce
IepeBeleH Ha  KOPPEeKIMOHHYI0  MporpaMMy B CBA3M C  IPOrPECCUPYIOLIMMHU
MHTEJUIEKTYaIbHBIMA HapylmieHussMu. HecMoTpsi Ha peryisipHble Kypchbl BOCCTAHOBHTEIBHOTO
JeYeHUs, C TEYEHHWEM BpPEMEHHM OTMEYaJoCh MPOTrpeccCHpyIollee YXYIUICHWEe JBUraTelbHOM
AKTUBHOCTH: YXYIIIAJIACh KOOPAWHAIMS, TOSBHIIACH CKOBAaHHOCTH, «CTall XOIUTh OOKOMY,
HApYIIUJIOCh OOIICHWE B pe3ylbTaTe  3HAYMMOTO HApYIICHHUS apTUKYJISAIUH, TOSBHIUCH
ckeneTHble aedopmannu. Habmomancs opromnenoM ¢ JUarHo30M: BTOPUYHBIN MPaBOCTOPOHHUMN
MOSICHUYHBIA CKOMHMO3 2 CTETNeHH, BTOPHYHBIM KH(O3 TPyIHOTO OTHAela MO3BOHOYHHMKA -2
crerienu. [lmatuconmmmus. Ilpu ocmoTpe: B (QU3MUECKOM pa3BUTHH 3ajiepKaH, rabuTyc
crenupuIecKuii- MOHTOJOUIHBIA pa3pe3 a3, OTTOMBIPEHHbBIE AUCIUIACTHYHBIE POTHPOBAHHBIC
VIIIHbIE PAaKOBHHBI, S-00pa3HbIil CKOIMO3. B co3HaHuu, BO BpeMeHH, MecTe U cebe OpPUEHTHPOBAH
B TOJTHOM 00BEME, 3pUTENBHBI KOHTAKT yCTAaHABIMBAET JIETKO, MOJICPKUBACT
npoaoKuTENbHOE BpeMs. OOpam€HHyr0 pedb TMOHWMAET,B IOJTHOM O00BEME, BepOaNbHBIN
KOHTAKT 3HAYUTENLHO 3aTPYIHEH 32 CUET BRIPAKEHHOM Iu3apTpuu. MEeHUHIeanbHBIX 3HAKOB HET.
YeperHbie HEPBHI: 00OHSIHUE OPHEHTUPOBOHO COXPAHEHO, OCTPOTA 3PEHHSI CHHUKEHA (KOPPEKIIHS
OYKaMH), PEaKIUU 3PAaYKOB CHMMETPUYHBIC, JKUBBIC, TBUKCHHS IJIa3HBIX SIOJOK B TOJTHOM
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00bEéMe, TOPH3OHTAIBHBIA CpeJHEepa3MaIlUUCThIii HUCTarM B KpalHEM IpaBOM OTBEICHUH,
JBYDKEHUS] HUXKHEHW YeIIOCTH CUMMETPUYHO OTPAaHUYEHBI, JHIO B MOKOE CUMMETPUYHOE, NpU
HOTIBITKE YTO-JIMOO MPOU3HECTH -TiepeKoc Juna BipaBo. Ciayx coxpaHEH. SIBnenus mucdarum,
HEOHBIE pe(IeKChl OXKMBIICHBI, Pe(IEKChl ¢ MIATKOro Heba U 3aHEH CTEeHKH INIOTKM COXPaHEHBI.
SI3bIK OTKJIOHEH BIpaBo. MBIIIEYHBII TOHYC U3MEHEH IO TUITy "3y0uaroro kojeca', 0TMEYaIoTCs
JUCTOHUYECKUE YCTAHOBKM KHCTEH. AKTUBHBIE M IIaCCUBHBIE  JBM)KEHUS OIpaHUYEHBI,
MBILIEYHAs CHIIa -10 4 0ajuioB, MbeIeyHBIX aTpoduii HeT. CyXoXKMIbHbIE pedIIeKChl BHICOKHUE, C
KJIOHYCaMHU CTOIl, IaTOJOIMYECKUX CTONHBIX 3HaKkoB HeT. lloxomka c¢ mmpokoi 0a3oif,
runorenesusi. Crpamaer caMooOCIy)KMBaHHE 33 CYET BBIPAKEHHOTO PUTHAHOTO cuHApoma. [lo
pedynsrataM  MPT ronoBHoro mosra ObulM  BBISIBICHBI MMATOJOTHYEeCKUE u3MeHeHus MP-
CUTHala oOT Oa3aJbHBIX TaHIMEB. B cBA3M ¢ kamoOamu, aHAMHE30M, KIMHUYECKHUMU
HPOSIBICHUSIMH, IPOIPECCUPYIOLIMM XapaKTepoM TeueHHsl 3a0ojieBaHMs ObLIO 3aroJ03peHO
TCHETHYECKH JIeTepMUHHpPOBaHHOE 3a0oieBaHure, B ToM umciae u3 rpynmnsl HBO. beuto
IPOBEJIEHO MEAMKO-TEHETHUECKOE KOHCYIBTUPOBAHNE B JJAOOPATOPUU MOJICKYIIIPHON NaTOJIOTHU
«l'enomeny»: TMC-gaHHBIX 32 aMHMHOALUMJONATUM, OPraHUYECKUE AalUAYpUH, HapylIeHUE
MHUTOXOHAPUAJIBHOTO b-OKMCIEHHUS )KUPHBIX KUCIOT He BbisiBIeHO. CkpuHuHr JIBH-3-BbIsiBICHO
CHW)KCHHE aKTUBHOCTH b—D-ramaktosmmaser g0  1.38aM/mur/gac (2-30). Ilanens
«HeiiponereneparuBHble 3a001€BaHUA»-BbISIBIICHBI 2 paHee ONMCaHHbIX BapuaHTa B reHe GLB1
c. 1442G>A, npuBozsimas k aMmuHOKUCIOTHOH 3amene p.Gly481Glu u ¢/245C>T, npuBoasmii
K aMUHOKUCIOTHOH 3amene p.Thr82Met.Ilo pe3ynbraram BaJuganuy BbISIBICHHOIO BapHaHTa Y
pebEHka U poauTesel(TprUo) BapaHT BBISIBIEH y OTLA IpoOaHa. YUMUThIBasl 1aHHbIE aHAMHE3a,
KJIMHUYECKON KapTHHBI, J1a0OpaTOPHBIX HCCIIEAOBAaHMM (HU3KUI YpOBEHb aKTUBHCOTH b-D-
rajJlakTo3uJa3bl, HajJuuue 2 paHee omucaHHbIX BapuaHToB B reHe GLBI1, nuarnoz GMI-
TaHIIMO3U/I03 HE BbI3bIBACT COMHEHUU. bornee BeposTHa roBeHmsbHas ¢opma 2 Tuma. Takum
00pa3oMm, TIOSIBIICHUE U TIPOTPECCUPYIOIINI XapaKTep HEBPOJIOTMYECKOTO Ae(PHUINTA Yy MAIEeHTa
C HOpPMaJIbHBIMHM TE€MIIAMHU MOTOPHOIO M PEUEBOr0O Pa3BUTHUA 10 AeOroTa 3a00sieBaHMs, a TaKxkKe
MOJIMCUCTEMHOCTh NOpaXEHHUs (3a7epkKa (U3NYECKOrOo Pa3BUTHUS,  NOpPAKEHHE HEPBHOU U
KOCTHO-MBILIIEYHOW CHCTEM, IPOrPECCUPYIOLIEE YXYALIEHHE 3pEHUS M HHTEJUIEKTYyaJbHBIX
(byHK1MIT) TO3BOJIMIIM 3al10/I03PUTh HelpoMeTabonnyeckoe 3a0ojieBaHUE B JJAaHHOM citydae. UTto
OBbUIO MOITBPEXKAEHO JAHHBIMU T'€HETHUECKOTr0 00CIeJ0BaHuUS

BeiBoabl. HecMmoTpst Ha To, yTO HelipomeTaOonyeckue 3a00JeBaHs OTHOCSTCS K PEIKO
BCTpEUAIOUIMMCA M s OOJBIIMHCTBA M3 HUX HA CETOAHSALIHUNA JI€Hb HE CYIIECTBYET
3¢ PEKTUBHOTO JIeUeHUS, UHHOPMUPOBAHHOCTh Bpade-KIMHULUCTOB MO3BOJISIET CBOEBPEMEHHO
UX 3al003pUTh M MPUHATH BCE HEOOXOJMMBIE MEpPhI K MOJIEP’KAaHUIO COLIMAIbHON aKTUBHOCTH
Y MaKCHUMaJIbHOM /1€eClIOCOOHOCTH MallUeHTa.
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V]IK 376

KHHE3HOTEVIHHI:OBAHHE B CUCTEME KOMHHEKCHOFOVBO3ﬂEﬁCTBHH 4
JETEUN C PA3JIMYHOU PEUEBOU ITATOJIOTUEUN

Cunoposa K.1O., Ky3nenona T.B., Kinoukosa H.H.
I'BY3 Hayuno-npakmuueckuii yenmp oemckou ncuxounespoaoz2uu /[3 2. Mockewl

Pedepar. V nereit ¢ paznuunbivu 311PP, nBurarensHbIMU U MBIIIEYHBIMH HAPYIICHUSMH,
PAC wacrto nabmionaroTcs Takue BUIBI PEUYEBBIX PACCTPOMCTB, Kak AMCIAIMH, IU3APTPUH,
arpakcud. B cBOl ouepenp, J1aHHBIE pEYEBBIE HAPYIICHUS COMPOBOXKIAIOTCS TAKUMU
CUMIOTOMaMH KakK THUIepcanuBanus, aAucdarvs, AUCKUHE3UH, ITUCIPAKCUU U alpakCuu,
TUTIOTOHYC W THUIIEPTOHYC AapPTUKYJSIMOHHOM MYCKYJNATyphl, IMape3bl pa3IMyHOTO TIeHe3a.
W3ydyeHue BIUSHUSA JIOTONEIUYECKOTO KHWHE3MOTEHNHpPOBAaHUS HAa HM3MEHEHUS KIMHUYECKON
CUMIITOMAaTUKH W BBIPAKEHHOCTH CHMITOMOB TIPH PA3JIMYHBIX PEUYEBBIX HAPYIIECHUAX
MO3BOJIAIOT PACIIUPUTH U YIITYOUTHh 3HAHMS O JOMOIHUTENBHBIX METOJaX KOPPEKIUH, MOBBIIIAT
peaduINTAIMOHHBINA MTOTEHITMAT peOeHKa.

Knrouesnie cnosa: oucghazus, eunepcanusayus, KUHe3UOmMeunuposaHue.

KINESIOTAPING IN THE SYSTEM OF COMPREHENSIVE IMPACT IN CHILDREN
WITH VARIOUS SPEECH PATHOLOGIES

Sidorova K.Yu., Kuznetsova T.V., Klochkova N.N.
Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. Children with various speech delays, motor and muscular disorders, ASD often
have such types of speech disorders as dyslalia, dysarthria, apraxia. In turn, these speech
disorders are accompanied by such symptoms as hypersalivation, dysphagia, dyskinesia,
dyspraxia and apraxia, hypotonia and hypertonia of the articulatory muscles, paresis of various
genesis. Studying the effect of speech therapy kinesiotaping on changes in clinical symptoms
and severity of symptoms in various speech disorders allows us to expand and deepen
knowledge about additional correction methods, increasing the child’s rehabilitation potential.

Key words: dysphagia, hypersalivation, kinesiotaping.

AKTYyaJIbHOCTb. C KaXIbIM I'OJOM BO3pAacTaeT 4acTOTa POXKICHHS JAETEN C pa3IudHbIMHU

HEBPOJIOTHYECKUMHU HApYLICHUSMH, NMPUBOIAMIMMHU K AUC(hArUsM, HAPYUICHUSM MBIIIEYHOTO
TOHYyCa TJIOTKHM, POTOBOHM MOJOCTH, runepcanuBauueid. Jletu ¢ nucdarueir — ocobeHHas
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KaTeropusi MalueHToB, MOCKOJIbKY caMO IO cebe Takoe HapylleHHe BCEerja CKa3bIBaeTCs Ha
310pOBbe peOcHKa U (OPMHUPYET €ro peadMINTAIIMOHHBIN moTeHiman [ 1-4].

Heanb. M3yueHnue BIMAHUS JIOTONEIUYECKOTO KUHE3UOTEUNHUPOBAHMSI HA KIMHUYECKYIO
CUMITOMATUKY U BBIPA)KEHHOCTh CHMIITOMOB IIPH Pa3JIMYHBIX PEUEBBIX HAPYIICHHUSAX.

Marepuanbl u meroabl. C deBpans 2019 roga mo Hacrosiiee BpeMs B paMKax
KOMILJIEKCHOM peaOMIMTAINK IeTeH ¢ pacCTpoicTBOM ayTucTHdeckoro crekrpa (PAC), nerckum
uepebdpanpubiM napanudoMm (ALII), 3anepxkoil ncuxo-pedyeBoro passutus (3[IPP) u apyrumu
paccrporictBamu pazButuss B HIIL AIl JI3M exenHeBHO NPOBOAUIOCH JIOTONEINYECKOE
KuHe3noTennupoBanne. Hamu Obutn 00cinenoBaHbl 2 TPYMIBl UCHBITYEMBIX, B KaXIOW U3
KOTOpOH ObLTO 25 neTeit, a UMEHHO: 25 neTell ¢ TMarHo3oM «Iucdarus HeMpoTreHHas», CpeIHUI
BO3pacT KOTOPBIX COCTaBUII 5,5 JIeT, ¥ 25 eTell ¢ cCOUeTaHueM AMArHO30B «TSKENbIE HAPYILIEHUS
pedn, Ou3apTpuu, TMIIEpCAMBaLlUsA», CPEOHUM BO3PAcT KOTOPBIX cocTaBui 5,3 yeT. Metonsl
UCCIIEIOBaHMS: [IKaJIa OLeHKH BaccepmaH, mkana oneHku aucharuu.

Pe3yabTaTnl. Hamu 6110 06cienoBano 50 aereit B Bozpacte ot 2 a0 9 ner. Hapymenus
BbIABIICHBI Y 50% neTeii: TUIIOTOHYC, THUIIEPTOHYC apTHKYJISIMOHHON MYCKYyJaTypbl, Aucharus,
HapyleHue audQepeHnranuyd poToBOro 1 HOCOBOIO Bbl0Xa, runepcanuBanus, y 20% nerei-
anpakcus. Y 40% o0OcnenoBaHHBIX JA€Tel OTMEYAJIOCh HAPYIIEHUE 3BYKONPOU3HOIIECHUSA. Mbl
UCIIOJIBb30BAIM KJIACCUYECKUE KuHEe3noTeunsl. dopMa TEHIIOB, MECTO HAJIOKEHUS U CTEIIECHb
HaTSDKEHUsT TeWNa 3aBUCENM OT KIMHMYECKONM KapTHUHBI M OT CTENEHU BbIPAXKECHHOCTU
cumntomoB. Kypc knHe3norelnupoBaHus BKIIOYall B ce0sl €KeAHEBHOE NPOBEJICHUE MaccaXka U
HOCJICAYIOIIETO HAJIOKCHUSI TEHIIOB C BBINOJIHEHHEM B HHUX (110 BO3MOXKHOCTSIM pPeOCHKaA)
apTUKYJSIUOHHOM  T'MMHACTUKHM.  ApTHKYJSLMOHHAas ~ T'MMHAcCTUKa  [POBOJWIACH B
KMHE3HOTEHNax C IeJIbI0 YBEJIMYEHUsI HArpy3Kd Ha MBILIIBl apTUKYJISALMOHHOIO ammapara 1
ylydlieHuss nponpuopenenuuu. Ha Hammx 3aHATUSAX Mbl KOHTPOJIMPOBAIM HArpy3Ky Ha
MBIIIIBI, YYUTHIBAsI WHAMBHIyalbHbIE O0COOCHHOCTH maruenTta. [lo okonuyanuu §-10-gHEBHOTO
Kypca IIPOBOAMIIACH OLICHKA 3G HEKTUBHOCTH BO3JECHCTBUSA JIOrOIIEJUYECKOrO
KMHE3UOTEHIMPOBAaHUS U OLEHUBAINMCH IOJY4YEHHBIE pe3ysibTaThl. B pe3ynpraTe mpoBeacHUS
JAHHBIX 3aHATUN y 25% neredl ynydIIMIMCh HABBIKM JKEBaHWs WM TioTaHud, y 35% nerei
yMEeHbIINJIach canuBanus, y 65% nereit yBenuuuiaach NOJBUKHOCTD MBIILIL] apTUKYISIUOHHOTO
amnmapara, yJaydIIWwICs apTUKYJISLUMOHHBIM mpakcuc. Taxke poauTensMu Obula OTMEYEHa
MOJIO’KUTENIbHAST TUHAMUKA B 3aMHTEPECOBAHHOCTU JETEH K BBINOJHEHUIO apTUKYJISIIMOHHON
TMMHACTHKH NIepe]] 3epKajioM. JleTn oTMedany, 4To B Telnax JIydlle OUlyIad CBOE JIMIO U YTO
UM CJIO’)KHEe OBLIO BBIMOJHATH CTaTUYECKHE yNpakHeHUs. lIpuMeHss KuHe3noTeln B 30HAX
JIOKAJIbHOT'O MBIIIEYHOTO TUIIEPTOHYCA WM TUIOTOHUH, B 30HE AuMadparMbl IpU HapyLICHUU
HOCOBOTO THNA JAbIXaHUS, CIEUUAINCT MOXET JOOUThCS HOpMadu3aluu padOThl MBIIILI,
3HAYMMOTO YJIYYIIEHUS ABUTATEIbHOIO KOHTPOJISL.

BeiBoabl.  Vcnonb3oBaHWME ~ KMHE3UMOTEHMNUPOBAHHS B CHUCTEME  KOMIUIEKCHOMW
peabwinTalMyM JeTel ¢ pa3iMyHBIMH pEYEBBIMU HAPYUIEHUSMHU I103BOJIAET JTOOUTHCA
MaKCUMaJbHOW KOppeKUuH JedeKkra U CHoCOOCTBYeT YBEIMYEHUIO 3(]pPexTuBHOCTU
MCIIOJIb30BaHUs APYTUX JIOTONEANYECKUX METOI0B KOPPEKLIUN PEUEBBIX HAPYILIECHUH.
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TPAHCKPAHHMAJIPHASI MUKPOTIOJISIPM3ALIMA B KOMIIJIEKCHOM JIEHEHMN
JETEUN JOILIKOJIBHOI'O BO3PACTA C PACCTPOUCTBAMU AYTUCTUYECKOI'O
CIIEKTPA

Cwmerankuna E.B., Kopneesa 11.B.
I'BY3 Hayuno-npakmuueckuii yenmp oemckoui ncuxonesponozuu /[3 2. Mockewvl

Pedepar. [IpoananusupoBana 3 PeKTUBHOCTh KOMILJICKCHON TepaIliy ¢ UCIOJIb30BaHUEM
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TKMII B BHJIe YMEHBIIEHHS] KOJWYECTBA CTEPEOTUIIHBIX JBWKEHUH, YIIYUIICHHS 3PUTEIBHOIO
KOHTAaKTa, AaKTUBAllMU pPEYe-MOTOPHBIX (YHKIUH, TOBBIIICHHUS YCTOMYMBOCTH BHUMaHUS U
yIy4lIEHUS  TPOLECCOB  BOCHPHSTHS, UYTO  CIIOCOOCTBOBAJIO  YCKOPEHUIO  Pa3BUTHUS
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KOMMYHUKAaTUBHOTO TOBEIECHHMS W  TOBBILIEHUIO  PE3YJIbTATUBHOCTH  IO3HABATEIIbHOU
JIEeATETLHOCTH Ha 3aHATUSAX T10 TICUXOJIOT0-TIeIarOTHYeCKON KOPPEKITUH.

Kniouesvie cnosea: oOemu, mMpancKpaHUAnbHAs MUKPONOAAPUZAYUS, PACCMPOUCMEA
AyMmucmuyecKo2o cnekmpa

TRANSCRANIAL DIRECT CURRENT STIMULATION IN THE COMPLEX
TREATMENT OF PRESCHOOL CHILDREN WITH AUTISM SPECTRUM DISORDERS

Smetankina E.V., Korneeva L.V.
Research and clinical Center of Pediatric psychoneurology, Moscow

Abstract. The effectiveness of complex therapy using transcranial micropolarization in 30
4-6-year-old children with autism spectrum disorders was analyzed. 74% of children had a good
therapeutic effect after a course of TCM in the form of reducing the number of stereotypical
movements, improving eye contact, activating speech motor functions, increasing attention
stability and improving perception processes, which accelerated the development of
communicative behavior and increased the effectiveness of cognitive activity in classes on
psychological and pedagogical correction.

Key words: children, transcranial direkt current stimulation, autism spectrum disorders

AxkTtyaiabHocTh. PacctpoiictBa aytuctuueckoro crnektpa (PAC) — sTto mmupokuil Kpyr
pacCTpOMCTB,  CONPSKEHHBIX € AQHOMAJbHBIM  IIOBEACHHUEM,  XapAKTEPU3YIOLIUXCS
KauyeCTBEHHBIMU HAPYIICHUSMH COLIMAJIBLHOTO B3aUMOJICHCTBUS, BEpOAIbHON M HEeBepOaIbHOMN
KOMMYHUKAIMH, CTEPCOTUITHBIMH ITaTTCPHAMHU MOBEACHUS, MHTEPECOB M akTUBHOCTH [1-3].
YactoTra BCTpPEUAaEMOCTH pPACCTPOMCTB ayTUCTUYECKOIO CHEKTpa B JETCKOM BO3pacTe 3a
nocneauue 30—40 ner juig OOJIBIIMHCTBA CTpPaH, IJ€ YYUTHIBAETCS CTATUCTHKA JAHHOTO
3a0oneBaHusd, noaHsAnack or 4—5 dvenosek Ha 10 000 mereit no 50—116 ciayuaeB na 10 000
nerert [1]. TlosTomy mpoOnema meauIuHCKOW peaOunurtanuu nanueHToB ¢ PAC sBnsercs
Ype3BbIYAHO BAKHOW. AHanW3 KOHLENMUMN O MEXaHMW3Max ayTh3Ma CBUICTEIBCTBYET, YTO B
OCHOBE IICUXMYECKHUX paccTpoilcTB manueHToB ¢ PAC 5eXuT opraHuyeckoe IMopakeHue
HENPOHOB, CBA3aHHOE C MEKHEHPOHAIBHBIMU CUTHAJIBHBIMHM B3aUMOJECHCTBUAMMU [4]. YuuThIBas
TO, YTO B HACTOSIIMNA MOMEHT HHM OJWH JICKAPCTBEHHBIN Ipenapar HEe MMEET J0Ka3aTeIbCTB
CIOCOOHOCTH BIIMATH Ha KItoYeBble cUMIITOMbI PAC, 0JHUM 13 aKTyaJbHBIX BOIIPOCOB SIBISETCS
BBIOOP HEMEIMKAMEHTO3HBIX METOJIOB JieueHHs [5-7].

B mocneanue roapl B KIMHUYECKONW HEBPOJIOTMHM KaK OAMH W3 He()apMakKOIOTHUYECKUX
Croco00B HampaBiieHHOM koppekiun HapymeHuil pynkuuii [ITHC HaxonuT npuMeHeHue MeToj
TpanckpanuaabHoi mukpononspuzaiuu (TKMIT). TKMII 3anuMaer ogHO W3 BEAYIIMX MECT
CpeIu HEMeIWKaMEHTO3HON KOpPPEKLMH KOTHUTUBHBIX U pPEYEBBIX HapylleHuH y aerei [2].
TpaHckpaHualbHas  MHUKpOIOJISIpU3allUs — MeTOA  (U3UOTEpareBTHUECKOro  JICYSHHUS,
OCHOBAHHBIM Ha HEMHBA3UBHOM BO3JIEHCTBUH IOCTOSTHHBIM 3JIEKTPUYECKUM TOKOM MaJIOW CHJIBI
Ha KOPKOBBIE MPOEKIHMH T'OJOBHOrO Mo3ra. CoriacHoO JIMTEpaTypHbIM JaHHBIM, IIPUMEHEHHE
caboro TMOCTOSHHOTO  3JEKTPUYECKOro TOKa  sABIseTcs Haubosee aJeKBaTHBIM U
(bU3HONIOrHUECKUM CITIOCOOOM BO3/ICHCTBHS Ha HEPBHYIO cUCTEMY [6, 8].

Heanb. U3yunth 3QpeKTUBHOCTh MPUMEHEHUS TPAaHCKPAHUAIBHON MUKPOMOJSPU3ALNU Y
MALAEHTOB JOLIKOJIBHOIO BO3pacTa ¢ pacCTpOMCTBAMU ayTUCTUYECKOTO CIIEKTpa.

Marepuanbl u Mmetoabl. B uccinenoBannu npunsiiu ydactue 30 nereit (14 neBouek u 16
MaJIbYMKOB) B BO3PACTE OT YEThIpEX [0 LIECTH JIET, HAXOAMUBIINXCS Ha CTAIIMOHAPHOM JIEYEHUH B
ncuxuarpuaeckom otaenennu I'bY3 «HaydHo-npakTrueckuii HEHTp J€TCKOM NICUXOHEBPOIOTUN
J3M r. Mocksbi». [letn OblTH pacripeieieHbl Ha JABE TPYIIIbI 10 HO30JOTHUECKUM KPUTEPHSIM.
B nepByro rpynmy Bomu 15 neteit (7 neBodek u 8§ MambYMKOB) C AUArHO30M: JleTCKuid ayTu3m
(F 84.0). Bo Bropoii rpymme 0bu10 Takke 15 mereit (7 meBodek U 8 MaJIbUMKOB) C JHATHO30M:
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Hpyrue obmume paccrpoiictBa pa3zsutus (F 84.8). /lnarHo3s! ObIIM yCTaHOBJICHBI HA OCHOBAaHUH
JKCIIEPTHOM OLEHKM KOMAaHJbl CIIEHHAIMCTOB, B KOTOPYIO BXOJWIHM IICUXUATpP, HEBPOJIOT,
joronesn, nedexTonor, ncuxoynor. Kputepun BKIIOYEHHS: OTCYTCTBUE OCTPOW NCHXOTHYECKOM
CUMITOMAaTUKH; OTCYTCTBUE HOOTPOIIHOM TepalmMu M M3MEHEHMs CXEMbl Tepanuu
HEUpoJIeNTUKaMM, AaHTUJENpeccaHTaMu (€ciau  TakoBas IPUCYTCTBOBAJIA);  OTCYTCTBHE
SMWIENTUYECKUX MPUCTYNOB U UX 3KBUBAJIECHTOB, SMHJIECNTU()OPMHON aKTUBHOCTU 110 JAAHHBIM
anekTposHiedanorpadudeckoro uccienopanwus (391).

JUis oueHkH AMHAMUKUM M 3(G(EKTUBHOCTH IPOBOAMMOrO JIEUEHHs] HCIHOJIb30BaIaCh
pycckosi3piuHas Bepcum mikanbl Tecta ATEC (Autism Treatment Evaluation Checklist).
BripakeHHOCTh ayTHUCTUYECKUX MpOsABICHUN oneHuBanu no 4 kareropusim tecta ATEC no u
nocisie ogHoro kypca TKMIL.

PesynbraThl. AHalM3 KIMHUYECKUX [AHHBIX II0OKa3aJ, 4YTO IIPU JUArHOCTHKE IEpel
TKMII y 1 (7%) pebenka U3 nmepBoii rpymIibl OTMEYANach TsHKeNas CTeneHb ayrusma, y 9 (60%)
— yMepeHHas CTeneHb ayTu3ma, U B 5 (33%) cinyuasx — cpelHsisl CTeNeHb ayTH3Ma IO TeCTy
ATEC. Torga kak Bo BTopoii rpynme 9 (60%) aeTeil nposiBiasiiin NPU3HAKK YMEPEHHOUM CTENeHU
ayTusma, a 6 (40%) nereit — cpeiHel CTETIEHH ayTHU3Ma.

[Hocne TKMII no Tecty ATEC Bo Bcex rpyrmnax oTMeyajiach M0JIOKUTEIbHAs AMHAMUKA B
BUJIC YBEJIMYEHUS KOJIMYECTBA JIeTel ¢ Oosee serkoii crenensto ayruzma no tecty ATEC. Tak, B
NEpBOM TIpylIe KOJWYECTBO IMALMEHTOB C YMEPEHHOM CcTeleHblo Bo3pocio ¢ 9 mo 11. VYV
NauueHToB BTOpoil rpynnsl nocie kypca TKMII konnuecTBo neTell ¢ yMEpEHHOUW CTENEHbIO
ayTu3Ma yBeIu4yuwioch ¢ 9 10 12, a TakKe YMEHbIIWIOCh KOJIMYECTBO JETEH €O CperHel
CTeneHbplo ayruzMa ¢ 6 1o 3. Takum oOpa3om, BO BTOpOW IpylIe MAlMEeHTOB HalI0aiach
Oosiee BbIpa)KEHHAsl IOJIOKUTENbHASI TUHAMHKA JIEYEHMs, YTO CBA3aHO C M3HAYaJIbHO OoJiee
BBICOKMM YPOBHEM IICUXMUYECKOTO Pa3BUTHUSI U MEHBIIEH CTENEHBIO ayTUCTUYECKUX MPOSIBICHUN
y Hux. Ilocme TKMII Haubosee Bblpa)k€HHas IOJIOKUTEIbHAS JAMHAMUKA (YMEHBIIECHUE
KosinyecTBa OanioB) orMedanoch Bo Beex kateropusix tecta ATEC, ocoOeHHO B KaTeropusx
«Counanuzauusy»: yaydlleHHe 3pUTeIbHOr0 KOHTAKTa, MPOSIBIIEHUE UHTEPECA K OKPYKaIOLIEMY,
MOBBIIIIEHNE KOHIEHTPAlMM BHUMAaHHUSA, YCUIYUBOCTH; «CEHCOpHBbIE HABBIKH/TO3HABATEIbHbIC
CIIOCOOHOCTH»: IpOsIBJIEHUE 3aMHTEPECOBAHHOCTH, peaxuus Ha MOXBAJY;
«3/10poBbE/(PU3NUECKOE PA3BUTHE/TIOBEACHUE): YIIYUIIEHUE CHA, YMEHBIICHNE HEKENaTeIbHbIX
¢dopMm mnoBenenud. [Ipu ouenke B kaTeropuu «Peub/s3bIK/KOMMYHUKAaTHUBHBIE HABBIKM» I1OCIE
kypca TKMII B peun manmeHTOB OTMEUYANOCh IOSBIECHUE HOBBIX 3BYKOB, CIIOTOB, OTAEJIBHBIX
CJIOB, @ TAK)KE€ yJIy4llIEHNE KOMMYHUKATUBHBIX HAaBBIKOB.

BeiBoabl. IlomyueHHble B XOJA€  MCCIENOBAaHUSA  PE3YIAbTaThl  JEMOHCTPUPYIOT
sp¢pexktuBHOCTE TKMII B KOMIUIEKCHOM JIEYEHUHU J€TeH C paccTpoWCTBaMU ayTHCTUUYECKOTO
CIEKTpa YK€ IIOCiIe NEepBOro Kypca JiedeHHs. [loyokuTenbHble M3MEHEHUs KIMHUYECKUX U
NICUXOJIOTHUECKUX TI0Ka3aTejae B BUAE YMEHbBILIEHUS KOJWYECTBA CTEPEOTUIIHBIX JBHKEHUH,
YIAYYIIEHUs! 3PUTENILHOTO KOHTAKTA, aKTUBAIIMM Pe4ye-MOTOPHBIX (DYHKIMH (TMOSBIEHHE HOBBIX
3BYKOB, CJIOIOB, CJIOB), IOBBIIIEHUS YCTOMYMBOCTH BHUMAHUS M YJIYYIIEHHUS IPOLIECCOB
BOCIIPHUSATHS CIOCOOCTBYIOT YCKOPEHHUIO Pa3BUTHI KOMMYHUKATUBHOTO MTOBECHMSI, TOBBIIIEHUIO
pe3yJNbTaTUBHOCTH  TO3HABATEJIbHOM  JIEATENbHOCTH Ha 3aHATUSAX CO  CIEHUAIMCTaMU
(medexroor, noromen, ncuxosor). [lomyuyeHHble pe3ynbTaThl MOTYT OBITH MCHOJIBb30BAHBI JIJIS
nanpHenmero uzyuenus agppexrusnoctu TKMII y nereit ¢ PAC.
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VIK 616

TJIABHBIE ACITEKTBI TTPOBJIEMbI HAPYILIEHUS PA3BUTHS MBILJIEHUS Y
JIOLIKOJILHUKOB C LTI

®puaman 3.3.

AemoHoMHas HeKoMMepuecKasn opeanHuzayus «/lemckuti HayyHO-NPaKmMu4ecKuti yeHmp
@uzuueckoii peabunumayuu u cnopma «I pocckoy», Mockea

Pedepar. [erckuii nepedpanbhbiii mapaaud (L) sBiasercs cepbE3HbIM 3a00JICBAaHUEM,
KOTOpPO€ OTPUIIATEIbHO CKa3bIBAETCS HA PA3BUTUU MBILIUICHUA Y AomKoIbHUKOB. Jletu ¢ LI
CTAJIKMBAIOTCSL C TPYIHOCTSIMH B MOTOPHOH KOOPIMHAIIMH, BOCIPHUATHH, PEYH U KOTHUTHBHOMN
JESATENIbHOCTH. JTU acleKThl BIUAIOT Ha (OpPMHpPOBAHME HABBIKOB MBIIUICHUS, YTO TpeOyeT
ajanTanMd MeTOJOB oOydeHus u BocnuTaHusa. OddekTuBHAsS TONACPKKA BKIFOYACT
CIEIMAIM3UPOBaHHbIE TOAXOABl K KOPPEKIMH, HAMpaBICHHbIE HA PAa3BUTHE JIOTHYECKHUX
orepanuii ¥ UCTIOTHUTEIBHBIX (PYHKINN, 9TOOBI TOMOYb JETSIM C OCOOBIMU 00pa30BaTEIILHBIMU
NOTPEOHOCTSIMU PACKPBITH CBOM MOTEHIMAI M HAYYUTHCSA CIPABISTHCS C BO3HUKAIOIIUMU
TpyIOHOCTMU. B 3TOi paboTe paccMaTpHBAIOTCS KIIFOUEBBIC MPOOJIEMBI pabOTBI C JACTHhMHU C

JULIL

Kniwoueewie cnosa: /{111, nacnaono-oelicmeennoe, Ha2sIOHO-00pAa3Hoe MblulleHue, peyb.

MAIN ASPECTS OF THE PROBLEM OF THINKING DISORDERS IN PRESCHOOL
CHILDREN WITH CEREBRAL PALSY

Fridman Z.Z.

Autonomous Non-Commercial Organization "Children's Scientific and Practical Center
for Physical Rehabilitation and Sports "Grossko", Moscow

Abstract. Cerebral palsy (CP) is a serious disease that negatively affects the development
of thinking in preschoolers. Children with CP face difficulties in motor coordination, perception,
speech and cognitive activity. These aspects affect the formation of thinking skills, which
requires adaptation of teaching and education methods. Effective support includes specialized
approaches to correction aimed at developing logical operations and executive functions to help
children with special educational needs to reveal their potential and learn to cope with emerging
difficulties. This paper examines the key issues of working with children with CP.

Key words: cerebral palsy, visual-active, visual-figurative thinking, speech

AKTYaJIbHOCTh M3Y4YEHHUS OCOOCHHOCTEH HapyIIEHUS MBILIUIEHUS Y JOIIKOJIBHUKOB C
JUIT oOycrnoBieHa BaXHOCTbIO TMOHUMAHHUS UX TIICUXWYECKOTO M (DHU3MUECKOro pPa3BUTHA.
3aboseBaHre OKa3bIBAET BIMSHUE Ha IIEHTPAJbHYI0 HEPBHYIO CHCTEMY, 3aTPYAHSET HE TOJIBKO
JBUTATEIbHYIO aKTUBHOCTh, HO U MPUBOIUT K 3a/Iep>KKaM B Pa3BUTHUM KOTHUTUBHBIX (DYHKIIHMH,
BKJIIOYAs MBIIIJICHHE W BocTpHUsATHE. BHHMaHHe K 3TOH Teme MOMOXeT B pa3paboTke Oonee
3¢ ()EKTUBHBIX METOAMK BOCITUTAHUS M O0YUYEHUSI, YTO, B CBOIO OUYEpelb, OYIET CIIOCOOCTBOBATH
YAYYIIEHUIO KauecTBa >KU3HM TAaKUX JieTell M MX MHTerpauuu B obmiectBo. Tak xe mpobiema
BOCIUTAHUS U 00pa30BaHUs JOUIKOJBHUKOB C OCOOBIMU 00pa3oBaTEeIbHBIMU MOTPEOHOCTAMU U
MOJATOTOBKU MX K LIKOJBHOMY OOYYEHHIO SIBJISIETCS OJHOM M3 Hanbosee BaKHBIX U aKTyallbHBIX
npo0sieM Ha COBPEMEHHOM 3Talle pa3BUTHUS OTEYECTBEHHOM cucTeMbl oOpa3oBanus. [lonnmanue
ATHUX ACMEKTOB MPEICTABISAET COO0M BaXKHBIH IIAT /IS TIEIaroroB M CHEIHATNCTOB, pab0TaIOLINX
¢ netbMu ¢ ocobbiMu notpedbHocTsiMu. Emé JI.C. BeiroTckuit mucai, 4ro pa3BuTHe Bcex (HopM
MBILUIEHUST PeOEHKa-JOMIKOJIbHUKA oOOecreynBaeTcsi OOOralieHueM €ro MNpakTUYecKoro u
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MO3HABATEILHOTO OMBITA U TOCTENIEHHBIM, OBJAJICHUEM PEYbI0 U CIIOCO0AMH MBICITUTEIBHON
JnestenbHOCTH [ 1].

Heab. Ilocesimena mnpobremMaMm pPa3BUTHS HATISAIHO-IEHCTBEHHOTO, HATJSIIHO —
00pa3HOro MbIIUIEHUS Y JAeTel JOLIKOJIBHOIO BO3pacTa, C JETCKUM IepeOpaabHbIM MapaludoM
(AUID).

Marepuansl u Meroabl. B uccnenoBanuu npunumanu ydactue 14 nereir ¢ LTI, B
BO3pacte 5 -7 JeT, ¢ XapaKTepHbIM OTCTAaBAaHUEM B PAa3BUTUU MBIILJICHUS U PEYH, BHI3BAHHOE
HApYIICHUSAMHU aKTHUBHOW JNIEATEIBHOCTU M OOIIUM COCTOSTHUEM 370pPOBbS. 3aHSTHUS C JI€TbMHU
MPOBOJMIIUCH B 2 3Tama. 1 sTam: HArjasgHO-AeHCTBEHHOTO MBIIUICHHUS MyTEM MaHUMYJALHUN C
Pa3IMYHBIMH MIPeIMETaMU JETH OCYIIECTBIISIN JI€MEHTAPHBINA MPEAMETHBIN aHaIu3, BbIUICHSS
TaKHe CBOWMCTBA, KaK MPOCTPAHCTBEHHOE TOJOKEHUE MPEAMETOB, (PYHKIIMOHAIBHEIE CBOMCTBA,
BBICTYNAIONINE B JXU3HEHHBIX CHUTYaIUsX, BBIICISUIM SPKUE M 3HAKOMbIE TNPU3HAKH (IBET,
dopma, BenmnumnHa) [2]. 2 3Tam: 3aHATHS NPOBOAMIKCH IO HATIIAAHO-00pa3HOMY MBIIIJICHHIO, I71e
JIETH YYUJIUCh ONEpUpOBaTh 00pazaMu MPEeaMETOB (C BKIIOYEHHEM OMPEACTICHHOW «TEXHUKH)»
OTIepUPOBaHUsl 00pa3aMu), U OCYHIECTBIIATH YK€ B YMCTBEHHOM IUIaHE, BO3HUKIIMMHU Y HUX B
CBS3M C HAIVISIIHOM CUTyalueid, OCYIIECTBISATh PAa3IMYHOTO POAA MBICICHHbBIE MEepeMEeleHUs
npeaMeToB B mpoctpancTBe. Otu cperncrBa H.H. IlonnpskoB Ha3bpIBaeT: «OmepaToOpHBIMU
stanoHamu. K HHUM, B YacCTHOCTH, OTHOCATCSA TPEACTABICHUS, KOTOpPbIE CIIY)KaT OCHOBOM
MBICTICHHOTO TpeoOpa3oBanust [3]. Ha 3ToM e 3Tame K HarIIIHO-OOpa3HOMY MBIIUICHUIO
no0aBysIach pedb, KOTOpasi IOMOTraja UrpaTh POJib «OPYIUS» MBIIUICHUS YMEHUE ONepUpPOBATh
CJIOBaMH W MOHUMATh JIOTUKY paccyxaceHuil. CII0BO B 3TOM Cilydyae BBICTYHAET U KaK JIEMEHT
peuu, U KakK 3JIEMEHT CIIOBECHOT'O MBIIIJICHHUS], IOCKOJIbKY COJIEPKUT TaKUe BUIbI CEMAHTUKU KaK
3HAYCHHE — 0011as IMHUIIA PEYHU U MBITIUICHHS], CMBICI M TIPEIMETHAs OTHECEHHOCTb.

PesyabraTsl. [IpoBenénnsie uccneqoBaHus Mokaszaiu, 4To B TeueHue 30 perysspHbIX
3aHATHI Y 9 (64%) nereit ObuTa OTMEUEHA BBICOKAs TOJIOKWTEIbHAS JUHAMHKA B Pa3BUTHH
HABBIKOB TPEAMETHOTO aHajdu3a MPOCTPAHCTBEHHOTO BOCHPUSTHUS W BBIACICHHUS KIIOYEBBIX
npu3HakoB mpeametroB. Y 3 (21%) merelt cpemHuii ypoBeHb C(HOPMHUPOBAHHOCTH HAaBBIKA.
Tonbko 2 (14%) peO&Hka MOKa3aau HU3KHM ypoBeHb C(OPMHUPOBAHHOCTH HaBblka. Ha srame
HarJISIIHO-00pa3HOT0 MBIIIJIEHUSI OTIEpUPOBaHUE 00pa3aMu MPEAMETOB Obljla OTMEYEHA BBICOKAs
MOJIOKUTEbHAsT TuHamMuKa y 6 (43%) aereil, HEOJHOPOMAHBIN YpOBEHb pPa3BUTHS HATJISIHO-
oOpaznoro MbiieHust y 5 (36%)nereit, a takxke y 3 (21%) nereil oTMedaroTcsi TPYJHOCTH B
MOHUMAaHUU UHCTPYKIUN

BoiBoabl. MccnenoBanust mokazanu, uyto nocie 30 peryisipHbIX 3aHATHN HaOII0a1ach
MOJIOKUTENbHAS JWHAMHMKA Yy JIeTed B PpPa3BUTUM HABBIKOB IIPEIMETHOrO aHalIM3a
MPOCTPAHCTBEHHOTO BOCIIPHUATUS W BBIICICHHS KJIFOYEBBIX IPU3HAKOB MpeaMeToB — 64%;
- HarIsaIHO-00pa3HOro MBILIUIEHUs olepupoBaHue oOpasamu npeameroB — 43%. Huszkuit
YpOBEHb C(HOPMUPOBAHHOCTH HAaBBIKA W TPYAHOCTH B TOHMMAHUU HMHCTPYKIIMU HCTIBITHIBAIN
tonbko 14-29% npgereil. B wucciaenoBaHMM OTMedYaeTcs HEAOCTATOYHAs MO3HABATENbHAA
aktuBHOCTh gnetedt ¢ JILII, xoropas Hepenko coueraercs C OBICTPON YTOMIIIEMOCTBIO U
ucromaemMoctero. IloaTomy ms  ycmemHoro pasButus gered ¢ I HeoOxomum
CIECIMATM3UPOBAHHBIA M PETyJSIPHBIM MOAX0J B nemarorundeckod mpaktuke. Jerm c LTI
OTJIMYAIOTCSI  MOHWXKEHHOM, 10 CpPaBHEHUIO C BO3PACTHOM  HOPMOHM, YMCTBEHHOM
PaboTOCTIOCOOHOCTHIO, OCOOCHHO TIPH YCIOKHEHUH AesTeNhHOCTH. OHU MCTIBITHIBAIOT OOJIBIIINE
TPYAHOCTH TPH BBIIEICHUH OOIIMX, CYIIECTBEHHBIX MPU3HAKOB B TPYMIE MPEIMETOB; MU
a0CTparupoBaHUU CYIIECTBEHHBIX IPHU3HAKOB OT HECYMIECTBEHHBIX, IMPHU TEPEKIIOYCHUH C
OJIHOTO TMpH3HAKa KilaccupuKauu Ha Jpyroid. BHeapeHue KOppeKIMOHHO-Pa3BUBAIOIINN
MporpamMM, YYUTHIBAIOIINE WHIWBHUAYAJIbHBIE OCOOCHHOCTH JEeTeH, TMO3BOJIUT 3HAYUTEIIBHO
VIY4IIUTh WX peYeBbIe M IO3HABATEIbHBIC HABBIKA, a TaK ke o0myr 3(h(EeKTHBHOCTH
o0ydeHusi. Pe3ynmbTaTbl JaHHOTO WCCIEIOBAHUS TIOMOTYT BBISIBUTH TYTH KOPPEKIUH U
nopaepxkku nereu ¢ JALIT B ux mo3HaBatresibHOM pa3BUTHHU.
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JU3APTPUYECKUE HAPYIIEHMA U X BJIMAHUE HA KAYECTBO KU3HU V
[MTOAPOCTKOB C PACCEAHHBIM CKJIEPO30M

Uysunos A.O.
I'BY3 Hayuno-npakmuueckuii yeHmp oemckou ncuxounespoao2uu /[3 2. Mockewl

Pedepar. Hacrosimmee wuccienoBaHWe IOCBAIIEHO H3YYEHUIO  TU3APTPUYECKUX
HapyLWEHUH y MOJPOCTKOB C PACCESIHHBIM CKJIEPO30M M HUX BIMSHHUIO Ha KauecCTBO >KHU3HM.
[IpencraBieH 0030p MATOTEHETUYECKHX MEXAaHW3MOB IH3apTPHUU, €€ KIMHHYECKuX (opm
(crmacTHYecKOM, aTaKCHYEeCKOM M CMEIIAHHOM), a TaK)Ke CONMYTCTBYIOLIMX PEUEBBIX HAPYLICHUH
(muchoHNM, HapyILIEHUH TPOCOIUU, peUueBOro bixanus). Ocoboe BHUMAHHUE YJEJIEHO BIHSHUIO
pEUEeBBIX PACCTPOMCTB Ha COLMAIbHYIO aJanTalyio, SMOIMOHAIBHOE COCTOSIHME U
aKaJIeMMUYECKYI0 YCIIeBAaeMOCTh MOAPOCTKOB. (OO0OCHOBaHAa HEOOXOIUMOCTh KOMILIEKCHOM
JUarHOCTUKM W MEKIMCUUIUIMHAPHOTO TMOJX0/Aa K peadWwiIMTalMu C  BKJIIOYEHHEM
JIOTONEINIECKUX, HEUPOIICHXOJIOTHYECKUX W TICHXOCOIMAIBHBIX MeToJ0B. [lomuépkuBaercs
aKTyaJlbHOCTh TNpoOJEeMbl U HeJocTaToyHass e€ pa3paboTaHHOCTh TNPUMEHUTENIBHO K
MOJIPOCTKOBOMY BO3pacTy.

Knrwouegvie cnosa: pacceannviii ckiepo3, nOOpOCMKU, OU3APMPUS, pedesble HapyUuleHUs,
Kauecmeo JHCU3HU, 1020Ne0uUyecKas peabunumayus, ncuxoCoyuaibHas no00epicKa.

DYSARTHRIC DISORDERS AND THEIR IMPACT ON THE QUALITY OF LIFE IN
ADOLESCENTS WITH MULTIPLE SCLEROSIS

Chuvilov A.O.

Research and clinical Center of Pediatric psychoneurology Moscow
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Abstract. The present study is devoted to the study of dysarthric disorders in adolescents
with multiple sclerosis and their impact on quality of life. An overview of the pathogenetic
mechanisms of dysarthria, its clinical forms (spastic, ataxic, and mixed), as well as concomitant
speech disorders (dysphonia, dysody disorders, and speech respiration) is presented. Special
attention is paid to the influence of speech disorders on the social adaptation, emotional state and
academic performance of adolescents. The necessity of a comprehensive diagnosis and an
interdisciplinary approach to rehabilitation with the inclusion of speech therapy,
neuropsychological and psychosocial methods is substantiated. The urgency of the problem and
its lack of elaboration in relation to adolescence are emphasized.

Keywords: multiple sclerosis, adolescents, dysarthria, speech disorders, quality of life,
speech therapy rehabilitation, psychosocial support.

AkTyajabHocTb. Paccesunsiii ckiepos (PC) y moapocTKoB, HECMOTPSI Ha HAMMEHBIITYIO
pacnpoCTPaHEHHOCTh 110 CPAaBHEHUIO CO B3POCIIBIMU NAIIUEHTAMH, BBI3bIBAET 3HAUUMBbIE PEUEBBIC
HApYIICHUS, OKa3bIBAIOIIME BIUSHUE HA COIMAIBHYIO, SMOLMOHAIBHYIO U aKaJeMUYECKYIO
chepnr xu3Hn pedenka [1]. IIpoGiemarnka AM3apTPUUECKUX HAPYIICHWH HaIIa HIMPOKOE
OTpakKeHHE B TpPydax KaK OTEYECTBEHHBIX, TaK M 3apyOexKHbIX uccienoBareneil. OCHOBBI
MOHUMaHHS HEHPOIICUXOJIOTUYECKIX MEXaHM3MOB peur ObLIH 3aJI0’KeHBI B padotax A.P. Jlypun,
a (U3MONOTMYECKUE ACHEKThl PEryJslud peueBod (YHKIUU — B TEOpUH (DYHKIHMOHAIBHBIX
cucteM I1.K. Anoxuna [2, 3]. CymiecTBeHHBIN BKJIaJ] B JIOTONEINYECKYIO PAKTUKY BHecu E.O.
ApxurnoBa (Metoauka joromneaudeckoro maccaxa) [4], O.C. OpnoBa (KOppeKIHs TOJIOCOBBIX
Hapymenwnii), K.A. CemenoBa (peabunutanus npu opranndeckux nopaxenusx LIHC) [5], O.B.
brikoBa (joromenuyeckas MOMOIIb JAETAM IpHU HeBpojorumdeckux 3aboneBanusix) [6] u T.T.
barpiieBa (coBpeMEHHBbIE NOIXOJbl K JETCKOW HEBPOJOTMHM M MYJIbTUIUCLUILUIMHAPHON
peabunutanuu) [1]. Cpeau 3apyOeXHBIX aBTOPOB (PyHIAMEHTAIbHBIMH CUYHMTAIOTCS PaOOTHI
Darley, Aronson u Brown, kotopsie NpemIOKWIA KIACCH(PUKALMIO pa3IM4HbIX (Hopm
au3aptpun, a takke uccrnenosanus Wolinsky, Comi u Hartung, mocBsitieHHbIE paccessHHOMY
CKJIEpO3Y U €ro BIMSIHHUIO Ha KOTHUTUBHBIE U peueBble GyHKIMU. HecMoTps Ha oOunue TpyioB,
Oonblas yacTh HMCCIEAOBAaHUM cocpeloToueHa Ha B3pocioi momyisuuu. JuzapTpuueckue
HapylIeHHUs Yy TOAPOCTKOB C PACCESHHBIM CKJIEPO30M OCTAOTCSl MAaJOU3Y4YEHHBIMH, 4YTO
00BSICHAETCS] MEHBIIIEH pacpOCTPAHEHHOCTHIO 3a00JIeBaHUs, TUATHOCTUYECKUMH TPYAHOCTIMU
U OTCYTCTBHUEM II€JICHAIIPABJIEHHBIX KIMHUYECKHUX M JIOTONEJUYECKUX HccienoBaHuil [6]. Oto
00yCIaBIMBAEeT aKTyaJlbHOCTh IPEACTABICHHONW padOThl, HANPABICHHOW HA CUCTEMHBIN aHaIU3
peueBbIX HapyueHud y mnoapoctkoB ¢ PC u pa3paloTKy MNpakTHKO-OPUEHTHPOBAHHBIX
pEeKOMEeHIalui 10 peabuIuTaIuH.

Henab. Ananu3 TUNOB nau3apTpuM y mnoapoctkoB ¢ PC, HX maroreHeTH4ecKux
MEXaHU3MOB M BIIMSHHE Ha KauecTBO >KU3HHU, a Takke pa3paboTka pPEeKOMEHIAIMH 1o
JTUArHocTHKe W peabunmurtanuu. 3anauu: 1. M3yunTh KiauMHHYecKHEe M MaTO(U3MOJIOTHYECKHE
0COOEHHOCTH JM3apTpUM y MOJPOCTKOB C PACCESIHHBIM CKJepo3oM, 2. IIpoananu3upoBathb
pPacupoOCTPaHEHHOCTh W THUIIOJOTHIO PEYEBBIX HAPYIIEHWM B JaHHOW rpymnne, 3. Onpenenuts
BIIMSHUE AU3apPTPUUECKUX HAPYUIEHUM Ha Ka4eCTBO JKU3HM IOJPOCTKOB, BKIIIOUYAs COLMAIIBHYIO,
HMOLIMOHAIBHYI0 M 00pa3zoBaTenbHyl0 cdepbl, 4. BbISIBUTH OCOOEHHOCTH AMATHOCTUKH Y
noapoctkoB ¢ PC ¢ yderoMm Bo3pacTHOW cnenM(UKM M BapHaTUBHOCTH CHUMIITOMATHKH, 5.
PazpabGoraTe pexkoMeHIaIMu 110 JIOTOMEIMYECKOW ¢ KOMIUIEKCHON MEXAUCITUIUTMHAPHON
peadmInTaluy, HalnpaBIeHHOW Ha KOPPEKLMIO PEeYeBBIX HAPYIIEHWH U TOBBIIICHHE KayecTBa
KHU3HU. OOBEKT UCCIIEOBAHMS: TIOJPOCTKHU C PACCESHHBIM CKIIEPO30M, Y KOTOPBIX HaOII01at0TCs
peueBble HapyIIEHUs, MPEUMYIIECTBEHHO Iu3apTpuyeckoro xapakrepa. Ocoboe BHHUMaHHE
yAENIAeTCsl MOAPOCTKOBOM Bo3pacTHOU rpymre (ot 13 mo 18 mer), kak Hambomiee ys3BUMOU B
KOHTEKCTE IICUXOCOLMaIbHOM ajmantauuu. llpeamer wuccienoBaHus:  IHU3apTPUUYECKUE
HapylIeHHUs Y MOJPOCTKOB C PACCEIHHBIM CKJIEPO30M, HMX KIMHUKO-PEUYEBBIE IPOSIBICHUSA,
BIMSHUS Ha pa3luuHble cdepbl KauecTBa KHU3HM  (COLMAIbHYIO, SMOIMOHAIBHYIO,
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aKaHGMquCKYIO), a TaKXKC MnoaxoJbl K JUArHOCTHUKE U KOppeKI_II/IOHHO-peaGI/IHI/ITaHI/IOHHOMy
BO3JICHCTBUIO. Metonomnorus HMCCJICIOBAHUSA: KOMIIJICKCHAas Joromneandeckas "
HeﬁpOHCHXOHOFquCKaﬂ JAUArdHoCTuKa C HUCIIOJIb30BaHUCM HaGJIIOI[GHI/ISI, CTaHAAPTU3UPOBAHHBIX
TECTOB U HHCTPYMEHTAJILHBIX METOJIOB (HAIIpUMEp, aKyCTUUECKUIA aHAIIN3).

Pesyabrarel. [lo 40% noapoctkoB ¢ PC Moryr uMers Iu3apTpUUYECKUE HApYLICHMS.
Haubonee paciIpoCTPaHCHHBIC (bOpMBI — CMAaCTUYCCKadA, aTaKCUYECKasd U CMCIHIaHHAas AU3apTpus.
[Tomumo nu3apTpuu, y nojapoctkoB ¢ PC wyacTo BcTpedaroTCsi COIYTCTBYIOIIHME pEYEBbIC
HapymieHus (auchoHus, HapyUIEHHWE TPOCOAWH, peueBOoe JbIxaHue). Hapymenus peuun
ycy1‘y6JI$HOT COIMAJIBHYIO M30JIALIUI0, CHHXXAIOT CaMOOIICHKY, BJIMAIOT Ha YCIICBACMOCTb U
IICUXOOMOIIMOHAJIBHOC COCTOSHHEC, IMOHMXKAasd Ka4€CTBO XHN3HH IMOAPOCTKOB. HaI_II/IeHTaM ObLIH
peKOMeHI[OBaHBI: WHIUBUAYAJIU3UPOBAHHAA JIOIONCANYCCKAasd KOPPCKIHA (apTI/IKy.]ISII_II/IOHHaSI
TMMHaCTHKA, AbIXaTCIbHbBIC U (bOHaLII/IOHHBIe }’Hpa)KHeHI/ISI), KOI'HUTHUBHAasA Heﬁpopea6HHHTaHI/I${,
IMCUXOJIOTHYCCKAad TOAACPKKa W y4aCTHC CEMbH, HCIIOJIB30BaHUEC BCIIOMOI'aTCIIbHBIX
KOMMYHHKalITMOHHBIX TEXHOJIOTHI IIPpH BBIPAXCHHBIX HAPYIICHHUAX.

BeiBoabl. Juzaprpus y mnoxgpoctkoB ¢ PC  Tpebyer paHHEH JMarHOCTUKUA U
MCKAUCHUILIMHAPHOTO IIOAX04a K KOPPCKIUH, YTO CHOCO6CTByeT IIOBBIIICHUIO Ka4€CTBA KU3HU
Y COLIMAIIBHOW MHTETPaLiu.
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JIEKOMITEHCA LS TUITEPOEHUIAJIAHUHEMUU HA ®OHE CMEHbI
TEPAIINU: KJIMHUYECKUMN CIIYUA

[[Tanepkrna ANY I'opuna AWN.? Tno6a O.B.2

'rey3 Hayuno-npaxmuuyeckuii yenmp oemckoti ncuxoregponozuu /13 2. Mockewi
2®IA0Y BO «Ilepeviti Mockoeckuii 2ocyoapcmeenHblti MeOUYUHCKUL
yHusepcumem umenu .M. Ceuenosa» Munzopasa Poccuu (Ceuenosckuii
yHusepcumem), 2.Mocksa,

S @ray «HMHUL] 300posbs oemetiy Munsopasa Poccuu, 2.Mocksa

Pedepar. B npencraBienHoil pabore onvcaH KIMHUYECKUN Clydyail aTUNMUYHONU (HOPMBI
runeppeHnIalaHiHEMUH, acCOMUPOBaHHOM ¢ Myrammedd B reHe PTS, yxyamenwue
KJIMHUYECKOI'O TEYEHUs1 KOTOPOM OBbUIO CBSI3aHO C 3aMEHOI camponTepuHa Ha SKBUBAJEHTHBIN
npenapar ¢ TOM Ke XMMHUYECKOH (opMyJoW, Mmocie UIUTENFHOTO TepHoJa KOMIICHCAIHH.
JlaHHBIM KIMHUYECKUH ciaydall MOAYepKHUBAET HEOOXOAMMOCTh JUIMTEIBHOIO HaOIIOJEHUS 3a
NallMeHTaMH € METa0OJIMYECKUMH  3a00JICBaHMSAMH Ui  CBOEBPEMEHHOW  KOPPEKIHH
MOABIAIOIIMUXCA B XOJI€ TepPAlluy HapYLIEHUN U OCIIOKHEHUH.

Knwouesvie cnoea: cunepgenunanranunemus mun A, amunuuyHas QeHunKemoHypus,
Canponmeput, KIUHUYECKUll cay4atl

DECOMPENSATION OF HYPERPHENYLALANINEMIA DUE TO CHANGE OF
THERAPY: A CLINICAL CASE

Shaderkina A.1.%, Gorina A.1.%, Globa O.V.2

'Research and clinical Center of Pediatric psychoneurology, Moscow
2Federal State Autonomous Educational Institution of Higher Education “First Moscow
State Medical University named after I.M. Sechenov” of the Ministry of Health of the Russian
Federation (Sechenov University), Moscow,
3 Federal State Autonomous Institution “National Medical Research Center for Children’s
Health” of the Ministry of Health of the Russian Federation, Moscow

Abstract. Here we describe a clinical case of an atypical form of hyperphenylalaninemia
associated with a mutation in the PTS gene, the worsening of the clinical course of which was
associated with the replacement of sapropterin with an equivalent drug with the same chemical
formula, after a long period of compensation. This clinical case emphasizes the necessity of
long-term follow-up of patients with metabolic diseases for timely correction of disorders and
complications appearing during therapy.

Keywords: hyperphenylalaninemia type A, atypical phenylketonuria, sapropterin, clinical
case.
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AKTyanbHoOCTh. [wunepdeHnIamaHMHEMHUsI OTHOCHUTCS K 3a00JIeBaHUSM HapyLICHHS
00MEHa aMUHOKHCIIOT, KOTOPBIE MPOSIBIIAIOTCS TSKEJIBIMU HEBPOJIOTMYECKMMH CUMIITOMAaMHU U
HECBOCBPEMEHHOU WK HeaiekBaTHOU Tepanuu [1]. OcoOblii HHTEpeC MPEICTABISIOT ATUITHYHBIC
dbopMbl  (DEHHIKETOHYPHH, CBsI3aHHBIE C JAcPUIMTOM TeTparuapoouontepuna (BH4-
neguuuTHBIe TUNep(EHMITaTaHUHEMIH), TIOCKOJIbKY TUNO(EHMWIaJaHUHOBAs JUeTa I TaKuX
[AlMEHTOB He OyAeT NMPUBOJIUT K YMEHBIIECHUIO YPOBHs (DeHUJIAJaHMHA U COOTBETCTBEHHO, K
CHW)KCHHIO BBIPAXXCHHOCTH CUMITOMOB 3a0osieBanus [2]. [Ipu HemoctaTouHOM 00BhEME Tepanuu
JAHHBIM  BHUJ TuUnep(EeHWIATaHUHEMUN COIPOBOXKIAETCS  Pa3BUTHUEM  HEBPOJOIMUYECKOU
CUMITOMATUKH, BKJIIOYAs I€HEPAIM30BAHHbBIE SMMIEHTHUUYECKUE IPHUCTYIBI, YTO 3HAYUTEIBHO
YTSKEISIET TEUEHUE 3a001eBaHUA. ITockombky BH4-accouunnpoBaHHbie
runeppeHnIaIaHMHEMUHU TMarHOCTUPYIOTCSI Ha dTare HEOHATAIbHOTO CKPHHMHIA, HO TPEOYIOT
JIpyroro MOAXOJa K JIEYEHUIO, HEOOXOAMMO IPOBEJIEHHE MOJIEKYIISIPHO-T€HETHYECKOTO
TECTUpOBaHUS i TU(QepeHnaTbHOH  JUarHOCTUKM W CBOCBPEMEHHOTO  Hauaia
MaTOreHEeTUYECKOro JieueHus [3].

Heas. Llensio qanHoi paboTHI SIBIISETCS IEMOHCTPALUS KIMHUYECKOTO CIydast aTHIUYHON
(beHUIKETOHYPHUH.

Pesyabrarel. Knunuueckuii ciayyail. [launent, manpuuk B Bo3pacte 15 ser 10 mecsues,
JMarHo3 (heHWIKETOHypuu ObLI BBISBJIEH B paMKaxX IpOrpaMMbl HEOHATAJIbHOI'O CKPUHHUHIA U
MOJTBEPKIICH MOJICKYJISIPHO-TEHETUYECKIM TECTUPOBAaHHEM C ycTaHOBIeHHEM (Gopmbl [DA —
OouonTepuH-aepuunTHAs runepeHnnagaHuaeMus TN A, cpefnsis popma (accolMMpOBaHHAs €
mytarueir B rene PTS. C mepBbIX MecsleB XU3HM MOJy4daad TEpanui0 CarnponTEePUHOM U
aesogonoi. C 2 MecsleB OTMEYAIUCh CYJOPOrM, B CBSI3M C ueM Obula Ha3HAYeHa
IIPOTUBOCYAOPOXKHAS TEpaIusi, KOTOpast C MATHJIETHETO BO3pacTa Oblula MOJTHOCTBIO MIPEKpallieHa
B CBSI3U C OTCYTCTBUEM IPUCTYIOB U CTAOUIM3AIMENH COCTOSIHHUS.

C nekaOpss 2023 ropa, mocie CMEHbl OpPUTMHAJIBHOIO IIpernapara camnponTepuHa Ha
JDKEHEpUK, HaOJI0JaJIoch Y4YalleHWe CyIOpOr U TMOSBICHUE TI'€HEPaIU30BAHHBIX TOHHUKO-
KJIOHMYECKUX NpucTtynoB. B aBrycre 2024 rona mauMeHT ObUI TOCHUTAIU3UPOBAH B TAKEIOM
COCTOSIHUM TIOCJIe SMWISNTHYECKOTo MPUCTYyHa MPOAOKUTENbHOCThI0 Oonee 30 MHHYT.
[IpoBenena KOppeKIMsT Tepalmuk C OTMEHOM BaJBIPOECBOM  KHUCIOTHI, Ha3HAYEHUEM
JeBeTUpaleTamMa, yBeJIMUEeHHEM J03bl CAaPONTEPHHA, MOJKIIOUEHHEM HU3KOOEIKOBON TUETHI U
Tepanuu JeBOIONON B MOBBIIIEHHBIX 103aX.

B pamkax Buaeo-O3I" MoHHMTOpHHIa Obla BBISBICHA SMMIENTH()OPMHAs aKTUBHOCTH,
IPEJICTAaBICHHAs PETHOHAIBHBIMU OCTPHIMH BOJHAMH, CHalKaMM, KOMIUIEKCAMM CIalK-
MeJIJIeHHasl BOJIHA, B MPABOW M HE3aBUCHUMO B JIEBOM IEHTPaJIbHO-TEMEHHOM 00JIacTH, a TaKxke
reHepaIM30BaHHBIMU, C AKIEHTOM B JIOOHO-LIEHTPAJIbHBIX OTAENaX, B BUJE CTPYNIUPOBAHHBIX
PUTMHYHBIX OCTpPBIX BOJIH, CHAMKOB, aMIUIMTYynoM 10 160 MkB, mpoxomkuTenbHOCTBIO 10 5
cekyna. Ha mostopHoit D3I ObT 3aperucTpupoBaH T'€HEPAINW30BAHHBIN OuaTepaIbHBIN
TOHUKO-KJIOHMYECKUHA IMPUCTYN U TIE€HEPaIM30BaHHbIE AKMHETUYECKUE NPUCTYNBL. B cBszu ¢
MOBTOPSIIOLUIUMUCS TPUCTYNIaMU, TalUEHT ObLI NEepeBeleH B OTAENEHUWE pEeaHuMallud, U
Ha3HaueHa Tepanus MepamIieHeNIoM. YpOBeHb (eHUIIalaHuHa B KPOBU — B IpeJesaX HOPMBI.
Ha ¢one neuenus ypanoch JOCTUYb YMEHBIIEHUS 4YacTOThl MPUCTYNOB M CTaOWIM3aLUU
coCTOsHUA. BBIIO 0(opMIIeHO H3BEIICHHE O Pa3sBUTHM HEXKEJATeNbHOW peakiuy Ha CMEHY
npernapara, ¥ MpoBeJieHa BpadeOHass KOMHCCHSI 0 HE0OXOIMMOCTH O00eCieueHUs] OPUTHHATIbHBIM
IIPENapaToM.

BoiBoabl. [IpencraBieHHbli ciydyail J€MOHCTPUPYET BaKHOCTh MEPCOHUPUIIMPOBAHHOTO
NoJaX0/a K JIeUeHHIO peakux ¢opMm runepdenunnanannaeMun. Ha ¢oHe cMeHbl Tepanuu
CamponTeprHOM HaOJ0Janach JeKoMIeHcalus runep@eHnIalaHiHEMU U BO3HUKHOBEHUE
METa0OIMUECKON AMUIIETICUH, YTO YKa3bIBa€T Ha HEOOXOIUMOCTh COOJIONEHUS OCTOPOKHOCTH
P 3aMEHE J>XWU3HEHHO BAXXHBIX MpernapaToB. JlaHHBIM Ciydall MOAYEPKUBAET BAXKHOCTH
JUIUTEJILHOTO HAOIO/IEHHS 32 TAKUMU MAIllMEHTaMHU JUTsl KOHTPOJIS AP PEKTUBHOCTH MOTydaeMOn
Tepanuu U CBOEBPEMEHHOM ee KOPPEKIINH.

Chnucok Jimreparypbl
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VCKYCCTBEHHbIN MHTEJUIEKT U H'EI\;IPOTEXHOHOIT’HH B KOPPEKIIMN
PEYEBBIX HAPYIIEHUN V JETEN: KIIMHUYECKUU CJIIVHAU

[[Inakosa /I.B., TumakoBa A.A.
HATO HUAY MU®U, 2. Obnunck, Kanysicckas obnacme

Pedepar. B ycinoBusix crpeMuTesbHOM HU(POBU3AIIMKN 00pa30BaHUs U POCTa YUCIa JAeTei
c 3azepxkoil peueBoro paszsutus (3PP) ocoOyio akTyalbHOCTH MNPHOOpETaeT H3yueHUE
BO3MOYKHOCTEH  IIPUMEHEHUs COBPEMEHHBIX TEXHOJIOTWHM, B  YAaCTHOCTH  TajKETOB,
HMCKYCCTBEHHOTO HMHTEJUIEKTa M HEUPOTEXHOJOTHM, B JIOTOMEAUYECKON TMpakTuke. Hacrosiee
UCCIICIOBAaHME HAIPaBJIEHO Ha aHajdu3 3(()EKTUBHOCTH HCIOJIb30BAHUS ATbTEPHATUBHBIX U
JIONIOJTHEHHBIX CPEeICTB KoMMyHHKanuu (AAC-npunoxenuii), Takux kak Articulation Station,
«I"onoc OK» u Focus Pocus, B koppeklMH peueBbIX HapylleHWil y nereil. Yepe3 uzyueHue
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KJIMHUYECKOTO CIy4as Majlb4MKa C JMAarHO30M MOTOPHOW ajlajué MPOCIECKUBACTCS BIMSIHUE
KOMIUIEKCHOTO MOJX0/a, COUETAIOUIEr0 TPaIUI[MOHHbIE JIOTONEANYECKUe METOAbI U U(POBbIE
WHCTPYMEHTBI, Ha pa3BUTHE SKCIIPECCUBHOM U peLieNTUBHOM peun. [IpoBenéHHbIE TecTUpOBaHUS
DEFS wu REEL-3 3adukcupoBanu TOJOXKHUTECIbHYIO JHHAMHKY TIOCIE JABYXMECSYHOU
MHTETPAllMN TEXHOJOTMA B KOPPEKIMOHHBIC 3aHATHS: yIAy4IIeHUS ObUIM BBISBICHBI B
dboHEeMAaTHYECKOM  CIyXe, AapTUKYISAIHOHHOM MOTOpPHKE, TOHMMaHUU HWHCTPYKIUH U
(OopMHPOBaHUU TPOCTHIX MPEIOKEHHH. DTO MO3BOJSET CHENATh BBIBOJA O MEPCIEKTUBHOCTH
MCIIOJIb30BaHUsl TEXHOJIOTUH B JIOTONEIUH, IPU YCIOBUM UX MPAaBUILHOTO MIPUMEHEHUS U yueTa
WH/IMBUIYAIbHBIX 0coOeHHOCcTe pebenka. Pabora momyepkuBaeT HEOOXOIUMOCTH CO3TAHHSA
METOJUYECKMX PEKOMEHJAIUil IS CIEUUaINCTOB M pOJAUTENEH, a TakkKe pa3BUTHS
QJalITUPOBAHHBIX ~ LHU(QPOBBIX  NPHIOXKEHHWH,  CIOCOOCTBYIOIIUX  YPQPEKTHBHOH U
1[eJICHAIIPaBICHHOMN MOMOIIU JAETSIM C PEUYEBbIMHU HAPYIICHUSIMHU.

Knrwoueewvie cnosa: Hckyccmeennwviti unmennexkm (MH); Hetipomexnonocuu; 3aodeporcka
peuesoeo pazeumusi (3PP); Momopuas ananusn; Koppexyus peuesvix uapywenuti; AAC-
NPUTOJHCEHUSL (ATLINEPHAMUBHASL U OONOTHUMENbHAS KOMMYHUKAYUS).

ARTIFICIAL  INTELLIGENCE AND NEUROTECHNOLOGIES IN THE
CORRECTION OF SPEECH DISORDERS IN CHILDREN: A CLINICAL CASE

Shpakova D.V., Tishakova A.A.
IATE NRNU MEPhI, Obninsk, Kaluga region

Abstract. In the context of rapid digitalization of education and the growth of the number
of children with speech delay, the study of the possibilities of using modern technologies, in
particular gadgets, artificial intelligence and neurotechnology, in speech therapy practice is of
particular relevance. This study is aimed at analyzing the effectiveness of using alternative and
augmented communication tools (AAC applications), such as Articulation Station, Voice OK
and Focus Pocus, in the correction of speech disorders in children. The study of a clinical case of
a boy diagnosed with motor alalia is used to trace the influence of an integrated approach
combining traditional speech therapy methods and digital tools on the development of expressive
and receptive speech. The conducted DEFS and REEL-3 tests recorded positive dynamics after a
two-month integration of technologies into remedial classes: improvements were found in
phonemic hearing, articulatory motor skills, understanding of instructions and the formation of
simple sentences. This allows us to conclude that the use of technologies in speech therapy is
promising, provided that they are used correctly and take into account the individual
characteristics of the child. The work emphasizes the need to create methodological
recommendations for specialists and parents, as well as the development of adapted digital
applications that promote effective and targeted assistance to children with speech disorders.

Keywords: Artificial intelligence (Al); Neurotechnology; Speech development delay (SD);
Motor alalia; Correction of speech disorders; AAC applications (alternative and augmentative
communication).

AkrtyajabHocThb. [lo manaeiM BO3 ot 2023 roga no 30% pereit AOMIKOIBRHOTO BO3pacTa
UMeeT 3aepKKy pedeBoro paszsutus (3PP) mnm npyrue HapymieHus pa3BUTHA peud (ayanus,
nu3apTpus). VX mo3aHSAS AMArHOCTHKAa TMPUBOAUT K IIKOJBHOM ITU3OMNTAllMM, HAapYyIIEHUSM
KOMMYHMKAIlUM U KOTHUTHBHBIM TpyAHOCTAM. Ho TpaaunnoHHBIE METOABI JOrONEIUYECKON
KOpPpeKIMH TpeOyIOT JUIMTEIBbHOTO BPEMEHM W WHIUBUAYAIbHOIO IOAXOAA, KOTOPBIM, K
COKAJICHUIO, HE BCET1a JOCTYIIEH.

Heab. Ouenuts >P¢GEKTUBHOCT KOMOMHUPOBAHHOTO MPUMEHEHHS] HCKYCTBEHHOTO
unrtesuiekta (UMW) u veiiporexnonoruit B koppekuuu 3PP Ha nmpuMepe KIMHUYECKOTO cliyyast.
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Marepuanbl U MeToabl. [IsTuneTanii pebenok ¢ nuarnozom "MortopHas amanus” (F80.1)
npolen KOMIUIEKCHOE 00CIeOBaHWE M KypC KOPPEKLHH, COYETAIoIIMH TpaAULMOHHBIE WU
MHHOBAIIMOHHBIE METOJbI. B mpeacraBieHHoOl paboTe TEXHOJOTHH UTPAIOT KIIOYEBYIO POJIb B
mpolriecce peaduIuTaIuy JIeTel ¢ 3a7epKKoil pedeBoro pazputus (3PP), BeicTymas B kauecTBe
JOTIOJIHUTEIBHOTO HMHCTPYMEHTA, YCWJIMBAIOIIETO TPAAUIMOHHBIE JIOTONEIUYECKHUE METOBI.
VYyacTue TEXHOJOIMH peanu3yercsl 4epe3 MHTErpalyio B 3aHATUS MOOWIBHBIX NPHIIOKEHUH,
MHTEPAKTUBHBIX HUIP U BHUIAECOMOJECIUPOBAHMS, 4YTO IIO3BOJISIET AKTUBU3UPOBATH pPEUYEBYIO
JeSITeIbHOCTh pEeOEHKA, MOBBICUTh €r0 MOTHBALMIO K KOMMYHHUKAIMM U CO3/1aTh KOM(OPTHYIO,
CTUMYJIMPYIOUIYI0 cpely oOyueHus. B 4acTHOCTH, MCHOJIB30BAINCH TAKUE MPHIIOKEHUS, Kak
«I["onoc OK», HampaBieHHOE Ha aBTOMAaTH3alMI0 IPOU3HOLIEHHU KOHKPETHBIX 3BYKOB, U Focus
Pocus — nelipourpa, TpeHUPYIOIIasi BHUMAaHHE U KOTHUTUBHBIC (DYHKIIMH, YTO OCOOCHHO BaXKHO
JUIs JIeTeil ¢ peueBbIMU HAPYIIEHUSMHU. DTU HHCTPYMEHTHI CIIOCOOCTBYIOT HE TOJIBKO PAa3BUTHUIO
(oHEMATHYECKOTO CIyXa M apTUKYISALUOHHONH MOTOPHKH, HO U (HOPMHUPOBAHUIO CIOBAPHOTO
3armaca, HaBBIKOB MOHUMAHHUS PEYM U IOCTPOEHUS NPOCThIX (pa3. JlOMOIHUTENBHO B paMKax
METOAMKH TPUMEHSJIOCh BUIACOMOJCIUpPOBAaHKUE: pEOEHKY Mpeanaraioch MpOCMaTPUBATh
MyJIbTQUIBMBI C YETKOM apTUKYJIALUEH MepcoHaXKe U IMOCIeAyIOIUM IOBTOPEHHUEM, YTO
MO3BOJISUIO (POPMHUPOBATH DJIEMEHTApHBIE PEUEBbIe KOHCTPYKIMU U Pa3BUBATh CBSI3HYIO PEUb.
O¢pdexkTuBHOCTD UCIIOJIb30BaHUS TEXHOJIOT Ui OTCJIeKHBAJIAChH c MIOMOILBIO
cranaaptusupoBanHbix TectoB (DEFS u  REEL-3), pe3ynabTarbl KOTOpBIX —IOKa3alid
HOJIOKHUTEIIPHYIO IMHAMUKY 10 BCEM OCHOBHBIM IapaMeTpam pedeBoro passutus [1-5]. Takum
o0pa3oM, ydacThe TEXHOJOTHH B peadMiIUTalMKd B JAHHOH pabdoTe pealn30BaHO Kak
L[EJICHANPABIEHHOE M METOJMYECKH BBIBEPEHHOE BKJIIOYEHHE LU(PPOBBIX PpECypcoB B
JIOTOTIEIMYECKYI0 MPAKTUKY, YTO IO3BOJSET HE TOJBKO YCKOPUTH IPOLECC KOPPEKLUH, HO U
c/enath ero 0oJjiee HHTEPECHBIM U JOCTYIHBIM /17151 peOEHKa.

PesyabraTrel. B pesynbrate KOMIUIeKCHOro mnpumenenuss WMM- mmatpopm u
HelipounTepdeiicoB y pebeHKa ¢ MOTOPHON ajajiueil JOCTUTHYThl 3HAUUTENbHbIC YIIYUIICHHUS:
cioBapHbli 3amac yBenuuuics Ha 40%, 3aMeTHO yJayudlIWIach apTUKYJSALUS, KOJIMYECTBO
OIMOOK B TPOU3HOLICHUM CIIOKHBIX CJIOBOCOYETaHMH cokpatuiock Ha 25%. BaxHbIM
JOCTHKEHUEM CTaJl0 TOBBIIIEHHE MOTHBAIMM pedeHka Onarojgaps redMupuIIpOBaHHOMY
dopmary 3aHATHIH, YTO C/IETaI0 KOPPEKLNOHHBIN Mpolecc Oosiee yBiaekateabHbIM. OOcyxkaeHne
3¢ (EeKTUBHOCTH METO/AA BBISBWIIO KaK IPEUMYIIECTBA, TaKk M orpaHuueHus. K kiroueBbIM
IUTIOCaM OTHOCUTCSI 00BbeKTUBHOCTh MM -oLleHMBaHMs U aBTOMaTHYecKas aAanTalys porpaMmbl
MOJl TEKYLIUH YpOBEHb pa3BUTHs peOeHka. OnHako, BHEAPEHUE TAKUX TEXHOJIOTUH TpedyeT
COOTBETCTBYIOLIEH TEXHUUYECKOW HHQPACTPYKTYpHl, a UYpEe3MEpHOE YyBII€UCHHE IU(PPOBBIMU
MHCTPYMEHTAMHU MOKET MOTEHIMAJIbHO CHM)KAaTh YPOBEHb >KMBOIO OOIIEHMS U COLMAIM3ALNU.
Takum 00pazoM, ONTHUMAaJIbHBIM HpPEICTaBIsETCS COATaHCUPOBAHHBIA MOAXOJ, COYETAIOLIUHA
MHHOBAIIMOHHBIE TEXHOJOTUU C TPAJULMOHHBIMU METOJIAaMHU JIOTONEIUYECKOW KOPPEKLIUU U
COLIMAJILHOTO B3aUMOJICHCTBUS.

BoiBoabl. KomOunanmst I u HeliporexHosoruil mokasana Xopouryt 3¢p(eKTUBHOCT B
KOPPEKILIMHU 3a/Iep>KKH PEYEBOr0 Pa3BUTHS B HaIllEeM KOHKPETHOM KJIMHUYECKOM ciydae. /[aHHbIi
BU/J] IMATHOCTUKH U peabUIIUTAIIMM MOXKET CTaTh JAOIMOJIHEHUEM K TPaJULMOHHOMN JOrONeInuH, HO
IpU ATOM METOJ] TpeOyeT AaTbHEUIINX UCCIeOBAHUH.
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