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BBepgeHmne. Mykononvcaxapugosbl (MIMC) — rpynna peakux neTanbHbIX IM30COMHbIX 60ie3Hel HakonneHus. lMpounsoLweawnn B nocnegHme
[iBa IeCATUIETVA NPOrpecc B NaTOreHeTNYECKOM 1 cuMMToMaTnyeckom ieyeHnn MIMC NpuBén K yBennueHnIo NpofomKNTEIbHOCTY KN3HN
naumeHToB. [Ins onTrMmnsaunm MeaguLMHCKON 1 NCUXONOro-nefarormyeckon NoMoLM B YCIIOBUSX HOBbIX MOAXOAOB K fiedeHuto MIMNC Heobxo-
UMbl UCCIefOBaHE 1 OLeHKa GYHKLIMOHANIbHbIX BO3MOXHOCTEN GOSIbHBbIX.

Llenb nccnepoBaHnA — v3yyeHvie afanTYBHbBIX HABbIKOB U BIIMAHWA Ha HUX ¢pepMeHTO3amecTuTenbHom Tepanun (O3T) y geteir ¢ MIMNC ¢ nc-
noJsib3oBaHMeM LLUKasbl aAanTUBHOIO NoBeAeHUaA BaHneHa.

Matepuanbl n metogbl. [oNyCTPYKTYprpOBaHHOE MHTEPBbLIO A9 3arosIHeHUA WKanbl BaiiHaeH 6bi1o NpoBefeHo C OAHUM 13 poauTenein
59 petein ¢ MINC: 41 nayueHT ¢ HelipoHoNaTMYeCcKUM BapnaHTom TeyeHmna MIC (20 geten nonyyanu natoreHeTnyeckyto O3T, 21 — He nonyyan);
18 NaLMeHTOB C HeHelpoHonaTnyeckum BapnaHTom TeveHna MIC (8 geten nonyuanu O3T, 10 — He nonyyanu). iccnefgoBaHme AHaMUYECKNX
V3MEeHEeHWI afanTUBHbIX HaBblIKOB BbIMOIHEHO Y 11 NauneHTOB C HelpoHonaTuyeckum TeyeHnem MIMC.

Pesynbrartbl. [1nAa getei ¢ HepoHonatnyeckumn MIMNC xapakTepHbl HU3KWIA YPOBEHb U AUHAMUYECKUIA perpecc, CTarHauua unv samegsieHne
NprobpeTEHNA MOTOPHBIX, KOMMYHUKATVBHBIX, MOBCEAHEBHBIX 1 COLMarbHbIX HaBbIKOB. bonee 75% nauueHTOB C HEHelPOHONATUYECKNMMN
MIC nmetoT cpefHUe HU3KME UK HU3KUE YPOBHM COCTaBHOrO MokKasatens aganTtueHoro noseaeHus. O3T He NnpogeMOHCTPMpOBasa 3Hauu-
MOTO B/IMSIHUA Ha NMoKasaTenu afanTueHbiX GyHKUMI naumeHToB ¢ MIC. Y geTel, nonyyalowmx naToreHeTUYeCKoe ieYeHne, OTMeYEeHa CTaTu-
CTUYECKU He3HAUVMasA TEHAEHLMA K JTyyLleMy YPOBHIO KOMMYHUKaTUBHbIX HaBbIKOB. HEOGXOAMMOCTb exeHeieNIbHOro NpoBefeHns Te4ebHbIX
NHOY3MIN MOXKET OKa3blBaTb HEraTMBHOE BIMAHME Ha COLManm3aLmio NaLmneHTos.

3akntoueHue. [1518 KoppeKkuun nvetoleroca aepuumta afanTMBHbIX HaBbIKOB 1, COOTBETCTBEHHO, ANA JOCTUMKEHNA afeKBaTHON COLManbHO
apganTauuy naumeHToB ¢ MIMC, uMelowrx COXpaHHbIN MHTENNEKT, HeobxoarMa pa3paboTka NporpaMm ABUraTeNlbHOW, Nefarornyeckomn u co-
uunanbHom peabunutaumm.
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Introduction. Mucopolysaccharidoses (MPS) are a group of rare lethal lysosomal storage disoders. The progress in pathogenetic and symp-
tomatic treatment, achieved in the last two decades, has resulted in increased life expectancy of patients. Assessment of functional abilities of
patients is necessary for optimization of medical, psychological, and pedagogical support.

The aim of the study. To study the adaptive skills, measured with Vineland Adaptive Behavior Scales, and the impact of enzyme-replacement
therapy on adaptive skills in MPS children.

Materials and methods. A semi-structured interview for Vineland Adaptive Behavior Scales filling was carried out with one of the parents of
59 children with MPS. 41 patients had neuronopathic disease: 20 children received pathogenetic enzyme replacement therapy (ERT), 21 pa-
tients didn’t receive ERT. 18 patients exhibited non-neuronopathic disease: 8 children received ERT, 10 — didn't receive pathogenetic therapy.
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Dynamical changes in adaptive skills were investigated in 11 patients with neuronopathic MPS.

Results. Low level of adaptive motor, communication, daily living and socialization skills and their dynamical regress, stagnation or decele-
ration are characteristic for children with neuronopathic MPS. More than 75% of non-neuronopathic MPS patients have moderately low and
low levels of adaptive behavior composite. ERT hasn’t demonstrated significant impact on adaptive skills in MPS patients. Non-significant ten-
dency toward better level of communication skills has been noticed in children, receiving pathogenetic therapy. Necessity of weekly infusion
may have a negative influence on patients’ socialization.

Conclusion. Elaboration of motor, pedagogical, and social rehabilitation programs is needed for correction of deficiency in adaptive skills and
achieving adequate social adaptation in MPS children with preserved cognitive abilities.
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BBepeHune

Myxkomnonucaxapuno3sl (MIIC) — rpymnma peakux
JIETAJIbHBIX JIM30COMHEBIX 00JIe3HEH HAKOIUICHUSI, pa3BU-
BAIOIIMXCSI BCJIEACTBHE (DYHKIIMOHAJIBHON HEIOCTaTOU-
HOCTU (PEPMEHTOB, PaCILEIUISIONINX TJIMKO3aMUHOTIM-
kaasl (I'AD) [1, 2]. 11 onucaHHBIX (PepMEHTOB, OTBeYa-
romux 3a pacmnan ['Al, o0ycinaBnuBaloT pa3BuTue 7 TUIIOB
u 11 moprumnoB MIITC. Knunnueckas kaptuaa MITC nipen-
CTaBJicHa MYJIBTUCUCTEMHBIM HEIIPEPHIBHO ITPOTPECCH-
PYIOIIIMM TATOJIOTUYECKUM MPOLECCOM, MPOUCXOISIIUM
Ha (poHEe HAKOIUICHUS IIPOAYKTOB aHOMAJIBHOTO MeTabo-
Jm3Ma. XapaKTepHO IIOSIBIICHHWE OpraHOMETaJInd, MHO-
JKECTBEHHOTO AM30CT03a, TYrOMOJABUXHOCTU B CyCTaBax,
U3MeHeHM yepT nuia [2—4]. B maromornyeckuii mpouecc
TaKXKe BOBJIEKAIOTCS JbIXaTeJIbHbIE MYTU, CEPILIE, CIYyXO-
BOI1 ¥ 3pUTENIBHBIN aHAIM3aTOPHI. [1allneHTHI ¢ TSLKETBIMU
dopmamu MIIC I, IT u VII Tunos u Bce mamyeHTs ¢ MITC
11 Tuma nmeroT rpyboe HapyllIeHre IICUXUIECKOTO pa3Br-
THS ¥ Iporpeccupylolee (HeiipoaereHepaTUBHOE, HEMPO-
HOIIAaTUYECKOE) TeUeHMe 3a0oeBaHmsI [2—15].

[Mpon3omeammii B MOCICOTHNE IBA TECATUICTUS TIPO-
rpecc B MATOTCHETMYECKOM M CUMIITOMATUICCKOM JIicUe-
Hum MIIC npuB€n K yBeIWYEHUIO MPOAOJKUTEILHOCTI
KW3HU MAIlMeHTOB, B CBSI3M C YeM 0CO00 3HAYMMOM cTaia
OIICHKA JUTUTEJIEHOTO IIPOTHO3a M (DYHKIIMOHAJIBHBIX BO3-
MOXKHOCTEl OOJBHBIX. AHaNIN3 (PYHKIMOHAJIBHBIX MCXO-
IIOB JICUCHUsI, OMHIM U3 KITFOUEBBIX ITOKa3aTeIeit KOTOPBIX
SIBIISIIOTCS adallTUBHBIC HABBIKM, HEOOXOIWM IUISI pa3pa-
OOTKM TIPULIETBHON KOPPEKUMNA MEIULIMHCKON M TICHXO-
JIOTO-TIEHAarOTMIECKOM ITOMOIIIN U JOJATOCPOYHOTO TIIaHM -
pOBaHU XW3HU MManueHTos [16, 17].

Original investigations

Ilon apanTUBHBIMM HaBBIKAMU CJEAYET MOApazyMe-
BaThb BBIMOJHEHHWE TMOBCEIHEBHON HEATEIbHOCTH, HEO0-
XOAVMOW IS TUYHOW M COLIMAIIbHOM COCTOSITEJIBHOCTH.
AIANTUBHBIM (YHKLIMSIM MPUCYIIU TPU OCHOBHBIX CBOM-
cTBa. AlanTUBHbIE (PYHKUMU OTPaKalOT MPUBLIYHOE BbI-
MoJIHEeHUe AeHCTBUI, a HE CITOCOOHOCTb K UX BBINOJIHE-
HUI0; aAallTUBHbIE (DYHKIIUM OMPeaeISIIOTCS OXXUIaHUSIMU
M CTaHAAPTaMU OKPYKAIOIIMX U YIYUIIAlOTCS C BO3pacTOM
[16, 18].

HecmoTpst Ha oueBUAHOE BIMSIHUE ITPOTPECCUPYIOLLE-
ro MYyJbTUOPTaHHOTO TTOpaXX€HUsI Ha aJanTUBHBIE HaBbI-
KM, TTyOJIMKaLMU, MOCBSIIEHHbBIE X ONTMCAHUIO Y MallUeH-
toB ¢ MIIC, B 1uTepatype KpaiitHe peaKku.

MaTtepuanbl n meToabl

[MpoBenéH nmonepeyHbIit aHATN3 aaNITUBHBIX HABBIKOB
y 59 neteit ¢ MIIC: 41 mauueHT uMen HellpoHOTIATUYE-
ckuit BapuaHT TeyeHus MIIC, u3 Hux 20 nereli mosyyaiu
MaTOTeHEeTUYECKYI0 (hepMEHTO3aMECTUTENBHYIO TEpaInio
(®3T) (4 — ¢ MIIC I tuna (curmpomom I'ypnep), 1 —
¢ MIIC I tuna (cunagpomom I'ypnep—Illeiie), 15 — c 14-
xénoit popmoit MIIC II tuna), 21 maureHT He Moayval
®3T (2 — ¢ MIIC I Tuma (cunapomom ['yprnep), 7 — ¢ Ts-
xénoit opmoit MIIC Il tuna, 8 — ¢ MIIC I11A Tuna, 4 —
¢ MIIC IIIB tuna). HeHelipoHonmatuyeckuii BapuaHT Te-
yeHus MITC umenu 18 mammeHToB: 8 meteit moaydan @3T
(6 — ¢ nérkoit popmoit MIIC II Tuna, 2 — ¢ MIIC VI tu-
na), 10 — He noJyyanu naToreHeTu4yeckoro jgeyeHus (1 —
¢ MIIC I tuna (cunnpomom ['ypnep—Illeiie), 6 — ¢ nérkoit
dopmoit MIIC II tuna, 3 — ¢ MIIC IVA Ttuna). Hukro
U3 TAIMEHTOB HE TIOABEPTAJIICSl paHee TPaHCIIaHTAlluU
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TeMOITOATUYECKMX CTBOJIOBBIX KJIeTOK. McciemoBanue nu-
HaMHUYECKMX MU3MEHEHMH afan TUBHBIX HABBIKOB BBITIOJIHE -
Hoy 11 m3 59 manmeHToB. Bce malmeHThI, y9acTBOBAaBIIIME
B OMHAMMYECKOM aHaIM3€, UMEJIM HEHUPOHOINATUYECCKUMN
BapuaHT TedyeHuss MIIC (1 — MIIC I tumna (cunnpom I'yp-
nep); 6 — Tskényio popmy MIIC 11 tuna; 2 — MIIC I1IA
tina; 2 — MIIC IIIB tuna); 7 u3 aux (1 — ¢ MIIC I -
na (cungpomoM I'ypiuep); 6 — ¢ Tskénoit popmoit MIIC
II Tuna) nony4anu ®3T.

Jns xapakTepUCTUKU amallTUBHOTO ITOBEACHMSI MC-
MMOJIb30BajIach IIKajla agarTUBHOIO OBeaeHUS BaliHieH .
CO0p maHHBIX 1151 3aTIOJTHEHUST UCCIIEN0BAaTEIbCKOM (hop-
MBI LIKaJTBI [ 18] mpoBoauics ¢ TTOMOIIBIO IMTOJIYCTPYKTYPU-
POBAHHOI'O MHTEPBBIO C OHUM U3 pOAUTENIe peOEHKa.

Illxana BaiitrieHa orpenessieT agalTUBHBIC (DYHKITNN
B 4 chepax (moMeHax): KOMMYHUKAIIMU, TTOBCETHEBHBIX
HaBBIKOB, COIMAIM3allMd W MOTOPHBIX HaBHIKOB. B pe-
3yJIbTaTe 3aIOJTHEHUS BCEX TOMEHOB BBIUMCIISICTCSI COCTAB-
HO¥1 6yl aganTUBHOTO noBeneHus. Kaxmpiii u3 4 0oCHOB-
HBIX TOMEHOB BKIIIO4YaeT 2—3 cydomoMeHa. JIoMeH KOMMY-
HUKAIIMA COCTOUT M3 PELENTUBHOIO, SKCIPECCHBHOIO
1 TTUCBMEHHOTO CyOIOMEHOB; JOMEH MOBCEIHEBHBIX Ha-
BBIKOB — M3 JINYHOTO, TOMAIITHETO M OOIIIECTBEHHOTO Cy0-
TOMEHOB; TOMEH COILIMAIM3allU — U3 CyOIOMEHOB MeX-
JIMYHOCTHBIX OTHOIICHMI, WIPbl M IOCYyra, amarTalluu;
TOMEH MOTOPHBIX HABBIKOB — M3 CYOIOMEHOB KPYITHOM
¥ MEJIKOI MOTOPMKH. B CBSI3M ¢ HammaIreM MOTOPHOTO Je-
¢urmmra y marmeHToB ¢ MITC moMeH MOTOPHBIX HABBIKOB,
MpeaHa3HAYCHHBIN MJIT MCCIEIOBAHUSI COOTBETCTBYIOIICH
chepnl y meteit 10 6 JieT, ObLI TaKXe PaCCMOTPEH y Je-
Teit 6 JeT u crapiie. Pe3ynbraThl 4 JOMEHOB U COCTaBHO-
ro moKa3aTessl amallTUBHOTO TIOBEACHUSI BBIPAXKaIMCh
B CTaHIAPTHBIX Oayax (cpemHuii 6aym — 100, craHmapT-
HOE OTKJIOHEHHMe — 15) IJIs COOTBETCTBYIOIIETO BO3pacTa
U B BUIE AedUIMTAa BO3PACTHBIX 3KBUBAJICHTOB (pa3HU-
IIbI XPOHOJIOTMYECKOTO BO3pacTa M BO3PACTHOTO SKBU-
BaJIeHTa HaBbIKa B Mecsiax) [19, 20]. MakcumaibpHBIN
BO3pPACTHOM 3KBMBAJICHT ISl PELIENTUBHOIO CyOmoMe-
Ha — 7 met 10 Mec (94 mec), a 11T MOTOPHOTO TIOMEHa,
Cy0IOMEHOB KPYITHOI 1 MeJIKO MOTOpUKU — 5 J1eT 11 mec
(71 mec). dedunuT aranTUBHBIX HABBIKOB I10 TOMEHY MO-
TOPHBIX (PYHKUMI y TTanueHToB cTapiie 5 get 11 mec (71
M€C) PACCUMTHIBAJICS BBIUMTaHUEM U3 71 Mec (MaKCUMab-
HO ITOCTUTAaeMOTO BO3PACTHOIO SKBHUBAJICHTA MOTOPHBIX
HaBBIKOB) BO3PACTHOTO SKBMBAJICHTA HaBbIKA B MECSIIaXx.
J71s1 KITMHUYEeCKOW MHTEePIPETAllu Pe3yIbTaTOB MCITOJIb-
30BaJIMCh COOTBETCTBYIOIINE CTAHIAPTHBIM OaJlJlaM YPOB-
HM aJanTUBHBIX HABBIKOB: BBICOKHUI YypoBeHb — 131—160
CTaHJAPTHBIX 0AaJUIOB W BBINIE, CPEAHUI BBICOKMI YpO-
BeHb — 116—130 cTaHmapTHBIX 0ajIOB, afeKBaTHbIM ypo-
BeHb — 85—115, cpenHuit HU3KUiI ypoBeHb — 70—84,
HU3KUI1 ypoBeHb — 69 1 Hike. 1)1 IalMeHTOB B BO3pac-
Te 5 JIeT U cTaplle Obljla MpMMEHEeHa MepBas YacTh JOMe-
Ha HapylIeHUI noBedeHusl. Pe3yabTaThl HapyllleHU To-
BEICHUS OTPaXEHbI B BUAEC HE3HAYUTEIHHOIO, CPEIHETO
Y 3HAYUTEJIbHOTO YpOBHEH. 111 CTaTUCTUYECKUX pacué-
TOB HE3HAUUTEJIbHOMY YPOBHIO HApYIICHWI TOBEICHUS
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ObUT MIpUCBOEH 1 Oam, cpemHeMy YPOBHIO HapylIeHWi
MMOBEICHUS — 2, 3HAYUTEIIPHOMY YPOBHIO HApYIICHUI T10-
BeIeHUST — 3.

JI1s1 cTaTUCTUUECKUX Pacu€ToB ObLIa MCIIOJIb30BaHA
nporpamma «Statistica v. 10» («StatSoft, Inc.»). Onuca-
TEJIbHbIE XapaKTEPUCTUKU MPEICTABICHBl B BUAE MEAUAH
U UMHTepKBapTWIbHbIX pa3dmaxoB [MKP]|, MuHuManbHbIX
M MaKCUMAJIbHBIX 3HaueHWi Ipu3HakoB. CpaBHeHHE
IIBYX HE3aBUCUMBIX TPYIIN IO KOJIMYSCTBEHHOMY MJIN Ka-
YeCTBEHHOMY MOPSIIKOBOMY ITPM3HAKY BBITIOJIHEHO C T10-
moublo U-kputepuss MaHHa—YUTHU, CpaBHEHUE KOJIU-
YECTBEHHBIX M KaYECTBEHHBIX MOPSIIKOBBIX IMOKa3aTeseit,
U3MEHSIONINXCS B MMHAMHUKE, — C TIOMOIIBIO KPUTEPHUSI
BuiikokcoHa mist mapHbIX cpaBHeHMi. 3HayeHue p < 0,05
OBUIO TIPUMHSTO 3a CTATUCTUYECKHW 3HAYMMBIN YPOBEHB
[21-23].

Pesynbratbl

B 1a6u. 1 1 Taba. 2 npencraBieHa CpaBHUTEIbHAS Xa-
paKTepuCcTHKa MoKa3aTesel aganTUBHbBIX (PYHKLWIA U Ha-
PYILICHUI TTOBEACHMS Y TTAIIMEHTOB, ITOIYJAIONINX 1 HE T10-
nyvaromux M3T, ¢ HelipoHONATUYECKMMHU 1 HEHERPOHO-
matnaeckuMu MITC cooTBEeTCTBEHHO.

CTaTuCcTUYECKM 3HAYMMBIX Pa3IMIMi B MOKA3aTesIX
amanTUBHBIX HABBIKOB MEXIy IAIIMEHTaMU C HEMPOHO-
natndyeckumu MIIC, monydalommMuy 1 He TTOTydYaronii-
mu ®3T, ne HaiimeHo. Meauansl 1 MKP moxkasareneit
CTAHIAPTHBIX OaJJIOB IO BCEM IOMEHAM U COCTAaBHOTO
Oajuta amarTMBHOTO TIOBEACHUS ITAIlMEHTOB C HEMPOHO-
natndyeckuMu ¢opmamMu MITC cooTBeTCTBOBAIN HU3KO-
My azanTuBHOMY ypoBHIO (< 70 craHmapTHBIX OaIOB),
a neUIMT BO3PACTHBIX SKBUBAJICHTOB HEMOHCTPUPOBAJ
rpyboe oTcTtaBaHHE OT XpOHOJoOruueckoro Bospacra. Ilo-
JIydeHHBIE JaHHBIE OTPaXaloT HAIMIMNE TSDKEIbIX KOTHH-
TUBHBIX 1 MOTOPHbBIX HAPYILIEHWIA B TAHHOM I'PYIIIIE I€TEM.
VYV nanumeHToB ¢ HeHeiipoHonatuueckumu MIIC, moiy-
yaromnx ®3T, cranmapTHBIN 0aT MOTOPHBIX (DYHKLIMIA
OBUI CTAaTUCTUYECKM 3HAYMMO BBIIIEC, YeM Yy IMAlleHTOB,
He noay4daoimx 3T (p = 0,016). JledULuT BO3pacTHBIX
SKBUBAJIEHTOB MOTOPHBIX (DYHKIIMIA y IeTeli C HEHeIPOHO-
natnyeckumu MIIC, nonyyatomux ®3T, Takxke ObL1 cTa-
TUCTUYIECKHM 3HAYMMO MEHBIIIE, UeM y IeTeH, He ToIyJaro-
mux O3T (p = 0,030). OnHAKO HeJb3sl UCKIIIOYUTh BIIMS-
HHUS HU3KOTO YPOBHSI MOTOPHBIX (DYHKILIMIA y BXOISIIINX
B cocTaB BTopoii rpyniibl 3 nauueHToB ¢ MITC IVA tuna.
ITpu uckmouennu nauveHToB ¢ MIIC IVA tuma cpas-
HEHUE IBYX TPYMII MMAIlMeHTOB C HEHEHPOHOIATUYECKM-
Mu MIIC o cranmapTHOMY 0ajuly MOTOPHBIX (DYHKIIMI
1 110 Je(PUIIMTY BO3PACTHBIX IKBUBAJICHTOB MOTOPHBIX Ha-
BBIKOB HE BBISIBUJIO CTATUCTUYECKHM 3HAYMMBIX Pa3IMUMit
(p = 0,083 mist cranmapTHBIX 6ayuToB U p = 0,148 ms nedu-
LIMTa BO3PACTHBIX SKBUBaJIeHTOB). ClieayeT yTOUHUTD, YTO
CTaHAAPTHBIN Ol MOTOPHBIX (PYHKIIMI COOTBETCTBOBAJ
ajieKkBaTHOMY YpoBHIO ¥ 7 (88%) 13 8 maliueHTOB C HEHEl -
pononatudeckumMu MIIC (¢ MIIC I, Il u VI Tumos), mmoiy-
yatomux ®3T, u ObLT Ha TAKOM ypOBHE TOJIBKO Y 4 (57%)
u3 7 TMalMeHTOB C HEHEWPOHOIATUYEeCKUMU (opMaMu

Original investigations
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MIIC I u II tunos, He noayvaromwmx O3T. MeauaHsl 1m0-
KazaTeJieil JoMeHa MOBCeIHEBHBIX HABBIKOB y MAllEHTOB
¢ HeHelipoHomatnyeckumu TumamMu MITC, kak nmomyyaio-
11X, TaK 1 He nonydatomux 3T, cooTBeTCTBOBAIM CPell-
HEeMY HU3KOMY aJaliTUBHOMY YPOBHIO; IIpu 3ToM Y 4 (50%)
n3 8 maryeHToB, noayyamomux 3T, ny 8 (80%) uz 10 ma-
nreHToB, He nonydatomux ®3T, ypoBeHb CTaHIAPTHBIX
0aJsTOB OBUT CPESHUM HU3KMM WIM HU3KKUM; a 'y 4 (50%)
n3 8 maryeHToB, noayyamomux 3T, ny 2 (20%) us 10 ma-
ureHToB, He noaydarommx M3T, — agekBaTHBIM. Menn-
aHa ITOKa3aTelieil JOMEHa KOMMYHMKATUBHBIX HaBBIKOB
y neteii ¢ HeHelipoHomatnyeckumu MIIC, momyyaro-
mux P3T, cooTBeTCTBOBAA aieKBaTHOMY YPOBHIO, IpU
atoM 5 (62,5%) u3 8 maLuMeHTOB JEMOHCTPUPOBAIN COOT-
BETCTBYIOLIME afeKBaTHbIe ImoKa3atenu, 2 (25%) u3 8 ne-
Te uMenu cpeaHuit Hu3kuii u 1 (12,5%) — Huskuii ypo-
BeHb KOMMYHHUKALMHU. Y MAlMUEHTOB, HE IOJIYy4YalOLIUX
®3T, MeanaHa nokasaTelieil JoOMeHa KOMMYHUKATUBHBIX
HAaBBIKOB yKa3blBJla HA CPENHUIM HU3KMI aganTUBHBIA
YPOBEHb, KOTOPbIIA ObLT XapakTepeH ais 5 (50%) u3 10 na-
LKEeHTOB, Ipu 3ToM y 3 (30%) ypoBeHb KOMMYHUKAIIUU
ObUT afieKBaTHBIM, Y 2 (20%) — HuskuM. [Tokasarenu ne-

OpurrnHanbHasa cTaTbA

¢uImTa BO3pAaCTHBIX 3KBMBAJCHTOB PAacCMAaTPHUBAEMOIO
JIOMEHA TAKKe YKa3bIBAJIM HA CTATUCTUICCKU HE3HAUNMOE
(p=0,351) npeuMy1IECTBO MALIMEHTOB, moay4aroimx O3T
(10 [4; 22] mec B 1-11 rpymite o cpaBHeHuo ¢ 21 [9; 25] mec
BO 2-1i rpymiie). HaoGopoT, MeamaHbl CTaHIAPTHBIX Oaj-
JIOB IOMEHA COIIMAJIN3AIIMHY Y TIAIIMEHTOB C HEHEMPOHOTIa-
tnaeckumu popmamu MITC, monygarommx ®3T, ykasbl-
BaJIi HA CPETHUIA HU3KU I aIalITUBHBINA YPDOBEHb, Ay IETEH,
He nonyyaroiinx M3T, — Ha agekBaTHBIN amanTUBHBIA
ypoBeHb. Tak 5 (62,5%) u3 8 nmeteit, nmonyvatomux O3T,
UMeNu cpeqHuii Hu3kuit 6amn, 1 (12,5%) — Huskuii 6ain,
U TOJbKO 2 (25%) — amekBaTHBIN Oajll COLMAIU3ALIUN;
npu 3toM 5 (50%) u3 10 nmeteit, He mosydawomux O3T,
JIEMOHCTPUPOBaIX amekBaTHbIA Oamwi, 5 (50%) — cpen-
HUIA HM3KUI Oajll 1O yKazaHHOMY AoMeHy. s merei,
HE IOJyYalolMX MaTOTEHETHMYECKOIro JICUCHUs, TaKXkKe
ObUT XapaKTepeH MEHBIIMNA AeUIIMT BO3PACTHBIX SKBH-
BAJICHTOB IOMEHA COIMAIM3alINM, YeM Yy IeTeH, TOIydaro-
mnx P3T: 20 [8; 27] mec 110 cpaBHEHMIO ¢ 32 [24; 40] mec
(p = 0,100). Menuanbl moKa3aTejieii COCTaBHBIX 0aJIOB
aarITUBHOTO TTOBEAEHMSI B 00eUX TpyIinax aeTeil ¢ HeHeli-
poHomnatnyeckumu Tunamm MITC cooTBeTCTBOBAIM Cpei-

Ta6nuua 1. AjanTuBHbIe HaBbIKU NO WKase BaiiHneHp y paeteii ¢ HelipoHonaTuyeckumu MIMC, nonyyaiowux u He nonyyatowmnx O3T, meauana [UKP],

MWNH-MaKC

Table 1. Adaptive skills according to the Vineland scale in children with neuronopathic MPS receiving and not receiving Enzyme Replacement

Therapy (ERT), median [IQR], min-max
IToka3zaresnn
Descriptor

Bospacr, mec
Age, months

IponomxutenbHocth P3T, Mec
ERT duration, months

KommyHuMKanusi, cTaHaapTHBIN Gai
Communication, standard score

INoBcenHeBHbBIE HABBIKH, CTAHIAPTHBIM OaLT
Daily living skills, standard score

Coranusaniusi, CTaHIapTHBIA OaslT
Socialization, standard score

MoTopHbBI€ HaBBIKM, CTaHAAPTHBII GaJIT
Motor skills, standard score

CocTaBHOM IMOKa3aTelb afalTUBHOIO MMOBEISHNSI, CTAHIAPTHBIN OaLT
Adaptive behavior composite, standard score

KomMmyHuKaius, eyt Bo3pacTHOro SKBUBajieHTa (BD), Mec
Communication, age equivalent (AE) deficiency, months

TMoBcenHeBHbBIE HaBBIKU, neduuut BD, mec
Daily living skills, AE deficiency, months

Coumanusauus, necurut BD, mec
Socialization, AE deficiency, months

MotopHble HaBbIKM, Aedhuut BO, mec
Motor skills, AE deficiency, months

CocTaBHOI IMOKa3aTeJlb aIalTUBHOIO MoBeneHus, neduuut BD, Mmec
Adaptive behavior composite, AE deficiency, months

YpoBeHb HapylIEHU ! MOBENCHMSI
Maladaptive behaviour level

IIpumeuanue/Note. “n = 15; *n = 14.

Original investigations

IMonyyatomue 3T He nonyuaronime ®3T
Receiving ERT (n =20) Not receiving ERT (n = 21) 4
29 [21; 53]
0.2-81 -
s W s
D S o
e sme o
S W o
39_[725;7?)0] 37 1[2_26;250] 0.584
D e a
21[1;331 31?;,3) 0.097
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Ta6bnuua 2. AganTuBHbIE HaBbIKM MO WKane BaliHneHy y geteii ¢ HeHelpoHonaTuyeckumu MIC, nonyyalowux u He nonyyatowux O3T, meguaHa

[MKP], MuH-maKc

Table 2. Adaptive skills according to the Wineland scale in children with non- neuronopathic MPS receiving and not receiving ERT, median [IQR],

min-max
IMokazarenb
Descriptor

Bospacr, mec
Age, months

IponomkurenpHocts O3T, Mec
ERT duration, months

KomMmyHuKalusi, craHaapTHBIN Gait
Communication standard score

IMoBceaHeBHbBIE HABBIKW, CTAHIAPTHBIN O
Daily skills, standard score

Coumanusanus, CTaHIapTHBIN 6auT
Socialization, standard score

MoTopHBIe HaBBIKU, CTAHAAPTHBIIN 6aJLT
Motor skills, standard score

CocTraBHO¥ TTOKa3aTeb afallTUBHOTO MOBEACHHS, CTaHAaPTHBII OaJiT
Composite indicator of adaptive behavior, standard score

KoMMyHMKaTUMBHbIE HABBIKH, 1e(PULUT BO3pacTHOTO 3KBUBajeHTa (BD), Mec

Communication skills, age equivalent (AE) deficiency, months

IMoBcenHeBHbBIE HaBbIKU, neduuut BD, mec
Daily skills, AE deficiency, months

CouuanbHble HaBbIKY, Aeduuut B, mec
Social skills, AE deficiency, months

MotopHbIe HaBbIKH, Teduut BD, mec
Motor skills, AE deficiency, months

CocraBHOI NToKa3aTesb alaliTUBHOTO NoBeaeHusI, nedurut BO, mec
Composite indicator of adaptive behavior, AE deficiency, months

YpoBeHb HAPYIIEHUI TTOBEIECHUST
Behaviour disorders level

TIpumevanne/Note. ‘n =7; “n = 6.

HEMY HU3KOMY afalTUBHOMY ypoBHIO. I1pu atom 6 (75%)
u3 8 mauueHToB, noaydaomux ®3T, u 8 (80%) u3 10 maru-
eHTOB, He moyJarommx O3T, mokasanu cpegHU HU3KUT
WM HU3KWI YPOBEHb COCTABHOTO ITOKA3aTeJsI aIalTHBHO-
TO TIOBEIEHUSI.

Ilo pesynbraTam 3amojHEHWST IIKaIBl BaitHieHn
MpejcTaBieHa MUHAMUKA CTaHAAPTHBIX OaioB, medu-
IIUTa BO3PACTHBIX 9KBUBAJICHTOB IOMEHOB M COCTABHOTO
ToKa3areJis afalTUBHOTO MTOBEACHMS, pa3HUIIA CTAHAAPT-
HBIX 0AJIJTIOB 1 BO3PACTHBIX SKBUBAJIEHTOB MEXITy BTOPBIM
¥ TIEpBBIM OOCTIEIOBAHMEM, a TaKKe AMHAMUKA YPOBHS
HapyleHni ToBeneHust y 11 manueHToB ¢ HelpoHoTa-
tnyeckumu tunamu MIIC (ta6a. 3). Menuana Bpeme-
HU MEXIy TIEPBBIM YW BTOPBIM HCCIIENOBAHMEM COCTABU-
na 11 [6; 13] mec, MUHUMYM — 5 Mec, MaKCUMYM — 15 Mec.

IMponeMoHCTpUpPOBAaHO, YTO 3a YKa3aHHBIN, HOCTa-
TOYHO HETPOMOJIKUTETbHBIN Tepro BpeMeHU (Memua-
Ha 11 [6; 13] Mec) y TallMEHTOB ¢ HEMPOHOMATUIECKUMU
MIIC mpou3onuio CTaTUCTUYECKHA 3HAYMMOE YXYAIICHUE
CTaHIAPTHBIX OaJIOB KOMMYHWMKATUBHBIX, ITOBCETHEB-
HBIX, COIMATBHBIX HABBIKOB, a TAKXKE COCTABHOTO TOKa3a-
TeJIs alarTUBHOTO TIOBENICHMS, YTO MOXET YKa3bIBaTh Ha
perpecc yka3aHHbIX (DYHKIIW, 3aMeJIEHUE Pa3BUTHUS WU

10

TMonyyaromue 3T He nonyuaronimne ®3T
Receiving ERT (n =8) Not receiving ERT (n = 10) b

32[19; 52] _

0.4—66.0

Hin I e

i ™

Hits O o

o P e

19_[11i;5§0] 16£1_17;220] 0.564
10[ . 2;] (11[_15)1,], 0.721

OTCYTCTBHE NWHAMUKU HAaBBIKOB. OTpHUIIaTeIbHbIE 3HAYe-
HUS pa3HULIBI CTAHAAPTHBIX OAJJIOB B TTOCJIEAHEM CTOJIOLE
TabJ. 3 MOATBEPXAAIOT MaHHBIE BBIBOAKI. Perpecc MoTop-
HBIX HaBBIKOB B CTaHAAPTHBIX Oa/UIax He JOCTUTAJI CTaTU-
CTUYECKOW 3HAYMMOCTU, YTO MOIJIIO OBITh OOYCJIOBJIECHO
HapacTaHMeM ToKa3aress Ha 23 6aia y caMoro Miiajiie-
ro manueHta (11 Mec) Ha ¢doHe MpoaorKaroIErocs Obl-
CTPOTO MPUOOPETEHNUSI MOTOPHBIX HABBIKOB W CTarHalvei
JIBUTATEJIbHBIX (DYHKIUI C MUHUMAJIBHOU MoOTepei Oan-
JIOB Yy MAlIMEHTOB, HE MOCTUTIIMX BO3pacTa nebroTa JBU-
raTeJbHbIX HapylIeHUN. AHAIU3 AWHAMWUKM Jedunura
BO3PACTHBIX 3KBUBAJICHTOB aJAllTUBHBIX HABBIKOB ITOKa-
31 3HAUUMBbIE pa3nyus MO BCEM JOMEHaM, B TOM YMCIIE
MOTOPHOMY, a TakXe MO COCTaBHOMY OaJlTy alanTUBHOIO
MOBEJACHNUS, YTO YKa3bIBAET Ha BO3MOXHOCTb BBISIBJICHUS
HApacCTaIOlIEro0 OTCTAaBaHUSI OT XPOHOJOTUYECKOTO BO3-
pacta Jaxe B OTCYTCTBUE YTPaThl paHee MPUOOPETEHHBIX
HABBIKOB, MPU YKa3aHHOM BapUaHTE OLEHKWU. YUUThIBAS
paccMaTpuBaeMyIo MPOIOJKUTETbHOCTh HAOTIONEHUS (Me-
nuaHa 11 [6; 13] Mec) u moKa3aHHBIE B ITOCJEIHEM CTOJIO-
e Taba. 3 3HaYeHUST pa3HUIl BO3PACTHBIX 3KBUBAJIEHTOB
(a He nx geduUTa), MEAUAHBI KOTOPBIX BAPBUPOBAIU OT — |
1o 0 mec, a UKP cooTBeTcTBOBaNIM TIOTEPE/TTPUOOPETEHUIO

Original investigations
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Ta6nuua 3. luHaMnKa aaanTyBHbIX HABbIKOB Mo WKane BalinneHa y aetei ¢ HelipoHonaTuyeckumu MIMC, meguana [UKP], muH-makc

Table 3. Trend in adaptive skills according to the Vineland scale in children with neuronopathic MPS receiving and not receiving ERT, median [IQR],

min-max

ITokazarenb
Descriptor

Bospacr, mec
Age, months

Yucno namnueHToB, moaydaiommx O3T
Number of patients receiving ERT

KomMMmyHMKaLuMsl, cTaHIapTHBIN Gait
Communication, standard score

TToBcenqHEBHbBIE HABBIKU, CTAHIAPTHBIM 0T
Daily Skills, standard Score

Conmanusanus, CTaHAapTHBIN 6alt
Socialization, standard score

MoropHbIe HaBBIKH, CTAHIAPTHBII OaslT
Motor skills, standard score

CocraBHO ITOKa3aTeib afallTUBHOTO MOBEACHUS, CTAHAAPTHBIN GaJiT
Composite indicator of adaptive behavior, standard score

KoMMyHHMKaTHBHbBIE HABBIKY, Te(UIIUT BO3PACTHOTO SKBUBAJICHTA
(B9), mec
Communication skills, age equivalent (AE) deficiency, months

TToBcenHeBHbIE HaBbIKU, neduuut BD, mec
Daily skills, AE deficiency, months

CoumanbHble HaBbIKY, Aehuuut B, mec
Social skills, AE deficiency, months

MotopHbIe HaBbIKH, Teduut BD, mec
Motor skills, AE deficiency, months

CocTaBHOM MMOKa3atesb afalTUBHOTO MOBeneHUsI, neduut BD, mec
Composite indicator of adaptive behavior, AE deficiency, months

VYpoBeHb HapyIIEHHi1 TOBEAEHUS
Behaviour disorders level

TlepBoe Bropoe PazHuiia craHmapTHbIE
HUccief0OBaHNe HMcCclIeI0BaHNE 6ael/BD
First study Second study b, Difference standard
(n=11) (n=11) scores/AE
63 [51;75] 68 [63; 88]
11-113 17—128 0.003 B
6/11 7/11 — —

50 [42; 66] 41 [33; 58] 0.003 —6 [—10; —3]
23-96 19-82 ’ —14—(-2)
46 [24; 66] 31[19; 58] —8 [—18; —5]
19—-102 19-93 L —26—0
55 [50; 69] 50 [46; 61] 0.003 —6[-8; -2]
36—108 22-99 ’ —14—(—1)
47 [41; 73] 42 [39; 59] —6 [—11; —1]
30-96 19—119 DU —14-23
45 [36; 64] 39 [30; 55] 0.003 —6 [-8; =3]
23—100 19-97 ’ —13—(-2)
47 [27; 58] 56 [36; 75] —1[-3;2]

1-102 4—117 DL =7-5
42 [16; 59] 54 [29; 68] 0[—4;3]
—1-97 0—111 Lo —8-5
51 [27; 63] 57 [39; 78] —1[-3;2]
—2-102 0-120 L —-7-4
37 [16; 45] 45 [24; 47] 0.019 0[-3; 3]
0-53 —7-59 ’ —6—13
44 120; 60] 53 [32; 74] —1[-3;3]
~1-100 ~1-116 L —4-6
2,5[2; 3] 3[2; 3] § _
1-3*% 1-3%#

ITpumeyanue. “n = 6; *n = 9; $HenOCTATOYHO HAGIIONCHUI C U3MEHEHHEM 3HAUYSHMIT IS IO[CYETa, TONBKO Y | U3 6 MALIMEHTOB MPOU3OLILIO YXYALICHNE TOKA3aTeIsl B AMHAMUKE.
Note. “n = 6; “n =9; SThere are not enough observations with a change in values for calculation, only 1 out of 6 patients experienced a deterioration in the indicator over following up.

HaBBIKOB B Juaria3oHe 2—4 Mec, MOXHO clenaThb BBIBOJ,
O CTarHaIlMy pa3BUTUS B PacCMATPHUBAEMOM TPYIINE IallM-
eHTOoB. HapyieHus moBeneHus, Kak BUAHO 13 Ta0J. 3, ObI-
JIA BBIpAXXEHHBIMM TIPH TIEPBOM U MIPU BTOPOM HCCIICI0BA-
HUU U He TIPOIEMOHCTPUPOBAI 3HAUMMOTO HapacTaHWs.

O6cyxaeHune

CoriacHO IpeACTaBICHHBIM TaHHBIM, IS TIAIIUEHTOB
¢ HeilipogereHepatuBHbBIM TeueHHeM MIIC xapakTepHBI
HU3KUII ypOBeHb W OIWHAMMUYCCKMI perpecc/crarHaims/
3aMeUIeHUE TTPHOOPETEHMST afalTHBHBIX HaBBIKOB. I1po-
JIEMOHCTPUPOBAaHHBIE HAMU 3aKOHOMEPHOCTH ITOATBEP-
KIAIOT paHee OMyOJIMKOBaHHBIE HEMHOTOYMCICHHBIC Ha-
OMIONeHUs amanTUBHBIX HaBLIKOB y mManueHToB ¢ MIIC.
Tak, J.B. Holt u coaBt. (2011), olleHUBIINE agalITUBHBIC
dyukiun manueHToB ¢ MIIC Il tuma mo Bo3pacTHBIM
skBuBajieHTaM IKan Scales of Independent Behavior
n Pediatric Evaluation of Disability Inventory, yctaHo-
BUJIM, YTO OOJIbHBIE C HEHMpOHOITaTUYECKOM (popMoii mo-
CTUTAIOT TIJIATO HABBIKOB B Bo3pacTe 48—60 Mec XKU3HU

Original investigations

U B TIOCJICAYIOIIEM PE3KO TEPSIOT JOCTUTHYTBIM YPOBEHb
agantauuu [10]. M. Needham u coast. (2014), ucronb3ys
LKAy aganTuBHoOro rnoseneHust Baiinnena-1I, BeisiBuIn
COOTBETCTBYIOLME HU3KOMY aJIaliTUBHOMY YPOBHIO CTaH-
JIapTHBIC Oa/UTbl BCEX JOMEHOB M COCTaBHOTI'O ITOKa3aTes
aJlalTUBHOTO ITOBEACHYS Y TTALIMEHTOB C TSIKEIOM (hOpMOii
cuHapoma XaHtepa (n = 29; cpeaHuii Bo3pact 8,86 + 4,76
rofa) ¥ 3HAYUTEIbHYI0 HETaTUBHYIO KOPPEISLIMIO MEXIY
BO3pPacTOM OOJIbHBIX M CTAHIAPTHBIMM OajylaMU BCEX JI0-
MEHOB IIKaIbI [24].

C.B. Whitley u coant. (2018) mpomeMOHCTpupoBaIu
CHIDKEHHE TI0Ka3aTesieil BO3pacTHBIX 9KBUBAJICHTOB M KO-
abduieHTa pa3BuTus no mkaie Baiinnenn-1I1 3a 12 mec
HabmoneHusa y 9 uz 14 u y 11 us 14 manuenton ¢ MIIC
I1IB tvnma (Bo3pact 1,6—31,7 roga) cooTBETCTBEHHO [25].
Jpyroe pocrneKTUBHOE UCCIeI0BAaHIE €CTECTBEHHOTO Te-
yeHust MIIC I1IA Tuna (n = 15, Bo3pacT Ha MOMEHT BKJTIO-
yeHus ot 2,1 no 9,2 rona) u MIIC IIIB (» = 10; Bo3pact
Ha MOMEHT BKIIoueHus 2,3—13,7 roma) mokasajo, 4YTo Co-
CTaBHOI MOKa3aTe/ib agalTUBHOTO MOBEICHUS IO IIKaje

11
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Baiinnenn-1I oGpatHO KoppenupoBall ¢ BO3pacTOM Iia-
uuenToB (R? = 0,73; p < 0,001; xoabduLreHT KOop-
pensimuu [Mupcona —0,85; p < 0,0001) m ymeHpIImICS
B TeueHue 6 Mec B cpeaHeM Ha 5,09 Gamna (p = 0,0004;
n = 22) [26]. B HaleM McclieOBaHUU 32 MEAMAHHBIN Tie-
puon 11 [6; 13] Mec u3MeHEHME COCTaBHOIO IMOKA3aTes
agarTUBHOIO TOBEAEHUSI COOTBETCTBOBaIO —6 [—8; —3]
crangaptHeiM Oamnam. E. Shapiro u coaBr. (2018) Ha oc-
HOBaHUM AUHAMMYECKOIro cOopa JaHHBIX IIKajabl BaiiH-
nena-11'y 7 mauueHTOB ¢ OBICTPO Mporpeccupyroieii pop-
moii MIIC IIIA tuna (Bo3pact 7,5—13,5 roga) ycTaHOBU-
JIA, 4TO TIOTEePsI HABBIKOB KOMMYHMKAIIUM, COITMAIN3AIUN
¥ TIOBCETHEBHBIX JEUCTBUIT 3a TOA COOTBETCTBYET 4—8 Mec
[27]. TIpuMedaTenbHO, YTO JAHHOE MCCIIeTOBAaHME TAKXKe
IEMOHCTPUPYET Oojiee OBICTPYIO YTpaTy amalTUBHBIX Ha-
BBIKOB, BEIPAXKCHHBIX B BO3PACTHBIX 9KBUBAJICHTAX, 3a IO,
10 CPAaBHEHUIO C TAKOBBIM B HaIlleM MCCJICIOBAaHUM, T
TeMIT YMEHBIICHUsI BO3PACTHBIX 3KBUBAJICHTOB OOJIBIIIE
COOTBETCTBOBaJI CTarHauMu pa3BuTus. bojee OBICTPBIN
perpecc GYHKIMOHATBHBIX BO3MOXKHOCTEM IAIIMEHTOB
B ONMWCAHHBIX BBIIIE MCCICIOBAHUSIX OBLI OOYCIOBIJICH,
C OIHOM CTOPOHBI, OOJBIIMM BO3PACTOM YYaCTHHUKOB,
a C APYro — MOT OTHOCUTBCS K HEOJTHOPOJHOCTU HAILIEH
TPYIIIBI, BKIIIOYAOIICH TTAIMEHTOB C Pa3IMYHBIMU TUTIA-
MU HelpoHonatndeckux MIIC, n K IIMPOKOMY CIIEKTpY
tskectu MIIC B mienom.

B HacrosiieM uccienoBaHUMM TakKe ObLIO IoKasa-
HO, YTO 3HAYMMBIN Ne(UIIUT agalTUBHBIX HABBIKOB UMeEJT
MECTO U y MALIMEHTOB ¢ HeHelipoHomnaTnyeckumu MIIC,
B ToM uyuciie nonydaoimx P3T. IIpu 3T10M BHIsBIEHA
TeHICHLIMS K JIYYIITUM T10Ka3aTeISIM MOTOPHBIX 1 KOMMY-
HUKATMBHBIX HABBIKOB Y MalLMeHTOB, nojy4damoimmx ®3T,
M K JIyYIIIeH colMaan3alni — y MallMeHTOB, He TTOIyJaro-
IIMX MAaTOTEHETUYECKOTO JICUSHUS.

PesynabpTaThl ucciienoBaHWiA, MNPOBEAEHHBIX paHeEe
B IPYTUX CTpaHaX, CIMHOIJACHO TTOATBEPXKIAIOT HAJTUINE
HEIOCTaTOYHOCTU MOTOPHBIX M ITOBCETHEBHBIX HABBHIKOB
y nauueHToB ¢ Jérkoii opmoit MIIC II tuna [24, 28].
Kpowme Toro, J.B. Holt u coaBr. [10], M. Needham u coasr.
[24], E.G. Shapiro u coaBT. [28] yKa3bIBaJu Ha perpecc Mo-
TOPHBIX HaBBIKOB Y MAIIMEHTOB C HEHEHPOHOITATUYECKOM
dopmoii cunapoMa XaHTtepa, B ToM yuciie Ha ¢hoHe D3T.

OmHako mMoKa3aTeau 3apyOeKHBIX HCCICIOBaHUM
HE COIIACYIOTCSI ¢ pe3y/IbTaTaMU HAIlleTo aHajIr3a B OTHO-
IIeHNX KOMMYHUKATUBHBIX U COLMABHBIX (DYHKIIMI Ma-
eHToB ¢ HeHelipoHomaTnyeckuMu MIIC. Taxk J.B. Holt
W COAaBT., OIICHWBIINE agallTUBHBIC (DYHKIIMK MAlIMEHTOB
¢ MIIC II tuma ¢ moMoOIIbl0 BO3PACTHBIX 3KBUBAJICHTOB
mkan Scales of Independent Behavior u Pediatric Evalua-
tion of Disability Inventory, moka3sanau, 4To MalMEHTHI C He-
HEMpPOHOIaTUYeCKO (GOpMOil MMeNTM HOpMaJbHbIE WIN
COOTBETCTBYIOIIME HIKHE! IpaHUIIC HOPMBI adallTUBHBIC
¢yukuum [10]. E.G. Shapiro u coant. [28], M. Needham
M COaBT. [24] ycTaHOBMIM HajaW4yue afeKBaTHBIX YPOBHEM
COLIMAIM3AllU M1 KOMMYHUKAIIMU Y TIAIIMEHTOB C JIETKOM
dopmoit MIIC II Tuna nmo manHbIM Kansl Baitnmena-11
(n = 15 u n = 22 coOTBETCTBEHHO). Pasznmuuns B pe3yib-
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TaTax MPeACTaBICHHOr0 HaMM aHaJIM3a U 3apYOeKHBIX MC-
clJieloBaHU, C OMHOI CTOPOHBI, MOTYT OBITh 00YCJIOBJIEHBI
BKJIIOUEHHEM B HAIll aHAIM3 OOJIBHBIX C Pa3IMIYHBIMM He-
HelipoHomnatnyeckumu tunamu MIIC, a ¢ npyroii — pas-
HOM TSDKECTBIO 3a00JIeBaHUS Y ITAIIMEHTOB B paMKax OTHO-
IO TUIIA U BapHaHTa TeUYECHUS 3a00JIeBaHMUS.

Jly4dire mokasarejanm MOTOPHBIX HaBbIKOB (p = 0,016
u p = 0,030 mwig cTaHOApTHBIX 0a/UIOB M AcDUIIMTA BO3-
PACTHBIX 3KBUBAJICHTOB COOTBETCTBEHHO) y HAIIIMUX TTAIIM-
eHTOB ¢ HeHelipoHonatnuyeckumu MIIC, monydarommx
®3T, 1o cpaBHEHUIO C TAKOBBIMU B IPYIIIIE, HEe MOJyYalo-
weit @3T, Moru ObITE O0YCIOBIEHBI YIyYIIEHUEM AbIXa-
TeJIbHBIX (DYHKIIWI, HapacTaHWEM ITOABIKHOCTH B CyCTa-
Bax M o61iei BeiHoCcaAMBOCTU Ha ¢oHe M3T. MHTEepecHO,
yto paHee M. Needham u coast. (2014) Obls1a mpomgeMOH-
CTPUPOBaHa TIOJIOKHUTEIbHAS B3aMMOCBSI3b MEXIY IIPO-
noJkuTeIbHOCThI0 D3T U yHKLMSIMY KPYITHOI MOTOPH-
ku (r = 0,249; p = 0,054), a Takke MeXKITy ITPOIOJIKUTETb-
HocTbio ®3T u o6KM MOTOPHBIM ToMeHOM (r = (,235;
p = 0,077) mo mkaje amanTWBHOTO moBeaeHUs BaitH-
neHn-11 y marmmentoB ¢ MIIC II Tuma [24].

BrisgBieHHBIE HAMM TIPEUMYIIECTBA KOMMYHUKATHB-
HBIX GYHKIMHA y TalueHToB, nojaydatomux P3T, mmo cpas-
HEHMIO C IMMallMeHTaMU, HE MOJyJalOIMIMMHU JICYCHUST, MO-
TYT yKa3bIBaTh Ha yaydiieHue coctossHust JIOP-opraHos,
TMO3HABATEIbHBIX CIIOCOOHOCTEH, OOIIEro CaMOYyBCTBHS
U MEJKOM MOTOPHUKHU y IETEH, MOJy4YarollMX MHaTOreHe-
tnaeckyio Tepanuio. Panee E.G. Shapiro 1 coaBT. oOHa-
PYXUIA KOPPEJISIIAI0 MEXIy paHHUM BO3pacTOM Hadalia
®3T u 66ap1mMM TTOKa3aTesieM 1Q y maueHToB ¢ IErKoi
dopmoit MIIC I tnna (n = 29).

bornpmmas nons anmekBaTHOW COLMAIbHOW afarTaluun
B Ipymmne aereid, He mosydaiomux ®3T, 1Mo cpaBHEHUIO
¢ rpymmoit gereit, noaydatommux 3T (50% u 25% coort-
BETCTBEHHO), IIPEOIojiaracT OrpaHUYCHHME COILIMATbHBIX
KOHTAaKTOB TALIMEHTOB, IJIATEJIbHO HAOIIOMAIOIIAXCS
¢ muarHo3oM MIIC, nukrtyomuM HEOOXOTUMOCTb pery-
JIIPHOTO TIPOXOXKIEHMST 00CIeIOBAHUN U €KEHEIEIbHOTO
MPUCYTCTBUS B KIIMHUKE IJIST IIpoBeaeHus nHby3uii. Cie-
IyeT YYUTBIBATh WU BO3MOXKHOCTb HETOCTATOYHOIO BHU-
MaHUS pOOMTENIe K COLMAIbHOMY acCIIeKTy BOCITMTAHUS
nereit ¢ MIIC, 4to MOXeT ObITh OOYCIOBJIEHO OONBIION
Harpy3Koil Ha yxaxuBatommx jui. He nckiodeHo Hamm-
Yre MHTEPHATU3UPYIOIINX PACCTPONCTB (HU3KOI CaMOO-
LIEHKW, TPEBOTH, ACIPECCUBHBIX ITPOSIBIICHUI ), KOTOPHIC
MOTYT SIBJISIThCSI KaK IMMPUYMHOM, TaK M CJICICTBUEM OTrpa-
HUYCHHON COLMAIM3aIMN Y TTaIlMEHTOB 00Jiee CTapIero
BO3pacTa.

BrIsiBiIeHHBIN B HallleM MCCISIOBAaHNHU ACDUILIMT BCEX
JIOMEHOB aOalTUBHBIX HABBIKOB y HETEM C HEHEUPOHO-
natnyeckuMu MIIC ykasbiBaeT Ha HEOOXOZMMOCTDH aK-
TUBHOTO yYacTHs B peadWIMTAIIMM JAHHBIX IAllMEHTOB
CTIELIMAJIUCTOB JIeueOHOM (PU3KYJIBTYPHI U (PU3UOTEPATTUH,
MeJaroroB, METCKMX M CEMEHHBIX IICHXOJIOTOB, a TaKXkKe
CJIyX0 colMaJbHON MOAAEPKKU CEMEN, BOCIIMTHIBAIOILINX
IeTel ¢ MYJbTHUOPIaHHBIM MOPaXeHWEM U COXPaHHBIMH
KOTHUTUBHBIMM CITOCOOHOCTSIMU. AKTHUBHOE IIPUBJICYEC-
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HHEe M paboTa yKa3aHHBIX CIICIIUAJUCTOB TOJLKHBI OBITH
HampasJ€Hbl HAa OOCTUXKEHUE aNEKBAaTHOW COLMAJIIBHOM
aganTalMy TalueHToB. PaHee MHeHHMEe O HEIOCTAaTOY-
HOW TIeIarorM4yeckoil M peabuIUTAllMOHHON MO;IepXKKe
nmauueHToB ¢ Jierkumu ¢dopmamMu MIIC BbICKa3bIBaIU
E.G. Shapiro u coaBT., moKa3aBIlIMe HaJTUUYUEe 3HAYUTEIb-
HBIX (PU3UYECKUX W/VJIM KOTHUTHBHBIX IIPOOJIEM Yy OOJIb-
HBIX ¢ IErkuMu opmamu MIIC [29].

3aknuyeHne

Hna pereir ¢ HeitpononmatnueckumMu MITC xapakrep-
HbI HU3KUI YPOBEHb Y TMHAMUWYECKUIA PErPECC, CTarHALIMS
WKW 3aMeIJIeHue MPUOOPEeTeHUsT MOTOPHbBIX, KOMMYHUKA-
TUBHBIX, TIOBCEIHEBHBIX M COLMAIbHBIX HABBHIKOB. OmHO-
BPEMEHHOE MWCIOJIb30BaHUE TMOKa3aTejaell CTaHAAPTHBIX
0aJIJIOB M BO3PACTHBIX 3KBUBAJIICHTOB YIOOHO IS TOYHOM
XapaKTePUCTUKU MPOUCXOISIINUX CO BpEMEHEM U3MEHEHUIA.
bonee 75% mnauueHTOB ¢ HeHelipoHomnatuyeckumu MIIC
HUMEIOT CPEAHUE HUBKME WU HU3KKWE YPOBHMU COCTABHOTO
rokasares agantuBHoro noseaeHust. 3T He mpoaeMOH-
CTpMpOBaJia 3HAYMMOTO BJIMSIHUS HA MTOKa3aTesv aianTUuB-
HbIX ¢yHKIMA y marueHToB ¢ MIIC, ogHako oTMedyeHa
CTaTUCTUYECKU HE3HAYMMasl TEHACHLIMS K JIy4dllleMy YpOB-
HI0O KOMMYHUKATMBHBIX HaBBbIKOB Yy JETEM, IMOJyYarolIUX
rnaroreHeTnuyeckoe jedyeHue. IIpeanonoxxeHo HeraTMBHOE
BJIVISTHAE HEOOXOIMMOCTH €XKEHEICIPHOTO ITPOBEICHUS JIe-
4yeOHbIX MHGY3MIA Ha COLMAIM3aLIMIO MAaLKEHTOB.

BroIsiBeHHBIN 1eDUITAT amalITUBHBIX HABBIKOB Y Al -
eHTOB ¢ HeHelpoHomnatnueckumu MIIC, nmerommx Hop-
MaJIbHBIA YPOBEHb WHTEJUIEKTA, JEMOHCTPUPYET HEOOXO-
IUMOCTb 0COO0Oro BHUMAaHUS K MX JBUTaTeIbHOM, Meaaro-
rMYEeCKOi U colmaabHOM peabwmrauuu. B kypupoBaHumu
JIAHHOW TpyINbl JAETe NOKHbBI y4aCTBOBATh CHELIMATIMCThI
JIe4yeOHOM (PUBKYILTYpHI M (PU3NOTEpaATINU, TIEAATOTH, JeT-
CKMe U CeMEWHBbIC MCUXOJIOTU, CIIYXKObl COLIMAIbHOM TTOM-
JIEPKKU CEMEN, BOCITATBIBAIOLLMX AETEN C OTPaHUYEHHBIMUA
BO3MOXXHOCTSIMU 310POBbsI. OCHOBHOM IIEJTBIO PAOOTHI YKa-
3aHHBIX CIELIMATIMCTOB AODKHO CTaThb MOCTHMXKEHUE aleK-
BaTHOI collMaJIbHOM afganTtaluuy NaluyeHTOB.
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