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BeepeHue. CnuHanbHas MblweyHas atpodus 5q (CMA) — Taxenoe HacnefCTBEHHOE HepBHO-MbIWEYHOE 3a00NeBaHue,
OCHOBHbIM NMPOABNEHWNEM KOTOPOTO ABAAETCA MbllWeyHasa cnabocTb. KOrHUTUBHOE pa3BUTUE NPU €CTECTBEHHOM TeUeHUH
CMA paHee oueHMBanock Kak HopmanbHoe. BHeppeHue aTonatoreHeTUYECKON Tepanum NPUBENO K U3MEHEHUIO TPAeKTOPUK
TeYeHUs 6ONe3HN, NOABNEHUIO HOBLIX DEHOTUMNOB, YBENUYMANO BLIKMBAEMOCTb U NOAYEPKHYO 3HAYMMOCTb UCCNELO0BaHMIA
Pa3BMTUA IMOLMOHANBHOI, KOTHUTUBHOW, KOMMYHUKATUBHO cep 1 aaanTMBHOIO NOBeAeHUA y naumeHTos co CMA.
Llenb uccnenoBaHua — npoBecT KOMMIEKCHYIO OLIEHKY 3MOLMOHANbHOW, KOTHUTUBHOI M afanTMBHOM cdep, a Takxke
peyeBoOro pasBUTUS Yy NALIMEHTOB C FeHeTUYECKN NMOATBEPXAeHHbIM AnarHozom CMA, Bknioyas cnydau, BbisiBEHHbIE MO
NporpaMme CKPMHUHIa HOBOPOXAEHHbIX, U HE UMEIOLLUX CUMNTOMOB Ha MOMEHT Havyana 3TMonaToreHeTMYecKoi Tepanuuy,
onpeaenunTb GaKTopbl, BAUAIOLME HA HEPBHO-NCUXMYECKOE pa3BuUTMe naumeHTos co CMA.

Marepuans! n metopbl. B nccnegosarue BkntoyeHo 87 naumentos co CMA B Bo3pacte o1 0 go 12 net (MefMaHa Bo3pac-
Ta Ha MOMEHT TecTMpoBaHua — 57,0 [37,0; 103,0] mMec), noayyatoLnx 3TMONATOrEHETUYECKYIO Tepanuio. [l oueHKH
HEpPBHO-NCUXMYECKOro pa3BuTUA ncnonblosanach metoauka Developmental Profile 3 (DP-3). Cratuctuyeckuit aHanu3
npoBefeH C NpUMeHeHneM nporpammHoro naketa SPSS Statistics v.26.0 (IBM, CLLA).

Pe3ynbratbl. Y feTeil, NONYYMBILMX TEPANUIO HA NPeACMMNTOMATUYeCcKOl cTagun (6,9 % peTeil), He ObINO CHUXKEHUS
HY B OLHOI U3 OLieHWBAEMbIX Chep Pa3BUTUA U Pe3ynbTaThl 3HAYMMO OTAMYANKCH OT Kaxaoro u3 3 Tunos CMA no cy6wkanam
[BUraTe/IbHbIX HAaBbIKOB (paclj <0,001) 1 afanTMBHOTO NoBefEHNUSA (padj <0,026). MaumneHTbl co CMA 1-3-ro TMna uMenu Taxe-
Jible ABUraTeNbHbIe HAapylleHUs (CHUXEHME NpU OLEeHKe ABUraTenbHoi cdepsbl kaxaoi u3 rpynn: 93,0; 89,7 1 88,9 % peTei
COOTBETCTBEHHO) U HapylleHus afanTueHoi cdepsl (CHUXeHUe y >55 % B kaxgoi 13 rpynn CMA 1-3-ro Tuna). NauueHTsbl
co CMA 1-ro Tvna noMUMO ABUraTeNbHbIX M afaNTUBHbLIX HapYILEHUA EMOHCTPMPOBANU OTCTaBaHWe B Pa3BUTUM B COLM-
anbHO-3MOLMOHaNbHOM (39,5 %), no3HaBatenbHoit (30,2 %) U KOMMyHUKATUBHOM (39,5 %) cdepax. [leTh c 6onee HU3KUM
(YHKUMOHANbHBIM KNACcCOM («Nexaune») umenu 6onee 3HauUTeNbHOE OTCTaBaHWe B Pa3BUTUMW B afanTUBHOIA, COLMANLHO-
3IMOLMOHaNbHOI U No3HaBaTenbHoii cepax (p <0,048). Y naunenTos B rpynne CMA 1-ro Tna manoe 4ncno Konui reHa
SMN2, paHHuit fe6toT Koppenarposany ¢ 6oee BbipaXKeHHbIMU HAapyLEHUAMN IMOLIMOHANbHOM, KOTHUTUBHOI M aganTue-
Hoii ctep, a Takke peyeBoro passuTusa (C ynciom konuit reHa SMN2: p <0,034; ¢ Bo3pacTom aebtota: p <0,012). fletn
C KnuHNUYeckumu cumntomamu CMA 1-ro Tvna c HapylweHWeM roTaHus U aucdarveit uMenu 6onee HU3KUE NOKasatenu no
BCeM cy6lKanam, 3a UCKtOYEHUEM [iBUTaTENbHBIX HaBblKoB (p <0,015). [leT ¢ XpoHUYeCKOM AblxaTeNbHO HefocTaTou-
HOCTbIO ;€MOHCTPMPOBANY CHUKEHME NOKa3aTenei no Kaxaoii u3 5 oleHnBaemblx cybwkan: B rpynne CMA 1-ro Tuna xyxe
6blNM fBUraTeNbHble HaBbiKW, aAanTUBHas, COLMaNbHO-3MOLMOHANbHAA, No3HaBaTenbHas cdepbl (p <0,045),
B rpynne CMA 2-ro Tuna — apjanTuBHas, coOLMaNnbHO-IMOLMOHaANbHAsA, No3HaBaTenbHas cdepbl (p <0,018). 3apepikka
CTapTa Tepanuu B NoCNefyioLLEM acCOLMUPOBaHa ¢ 6oNee HU3KUMU NOKa3aTensMn [BUraTeNbHbIX HABbIKOB U afanTUBHO-
ro nosefeHns npu CMA 1 (p <0,012), 2 (p <0,002) u 3-ro Tuna (p <0,048), a pns CMA 2-ro Tuna Takxe c 6osee HU3KUMU
nokasaTefNsiMu CoLManbHO-3IMOLMOHANbHO 1 No3HaBaTenbHoi cdep (p = 0,001).

BbiBopabl. MauneHTel co CMA, NOMMMO ABUraTENbHbIX HAPYLWEHWI, UMEIOT HApYLIEHUA aganTaluy, CoLnanm3anmnm, a Takxe
OTCTaBaHWe B Pa3BUTUM KOMMYHUKaTUBHOW U Mo3HaBaTenbHoil cdep. TpebyeTcs CTaHAAPTU3MPOBAHHBIA NOAXO0A
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K BbISIBJIEHWIO AAaHHbIX HApylWeHWI 1 pa3paboTka afanTMPOBaHHbIX METOAMK BOCCTAHOBEHUA U peabunutaumn. UHuum-
aLusa 3TMONATOTeHETUYECKON Tepanum Ha NPeACMMNTOMATUYECKO cTafum ob6ecnednT NPohUNaKTUKY HEPONCUXUYECKUX
npossneHnin CMA.

KnioueBble cnoBa: cnuHanbHas MblweyHas atpodus, reHsl SMNI u SMN2, 6enok SMN, KOrHUTUBHbIE YHKLUY, peyb,
KOMMYHMKaLMA, afantauus, CouManm3aLmns, smoLnoHanbHas chepa
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Background. Spinal muscular atrophy 5q (SMA) is a severe genetic neuromuscular disorder, which is primarily manifested
through musclar weakness. Previously, cognitive development in the natural course of SMA was considered normal.
The introduction of etiopathogenetic therapy has altered the disease trajectory, led to new phenotypes, improved survival
rates, and outlined the importance of studying the development of emotional, cognitive, and communicative domains,
and adaptive behavior in SMA patients.

Aim. To conduct a comprehensive assessment of emotional, cognitive, and adaptive domains, as well as speech
development, in patients with genetically confirmed SMA, including cases, which were identified through newborn
screening programs and were asymptomatic at the initiation of etiopathogenetic therapy, and to identify factors
influencing neuropsychic development in SMA patients.

Materials and methods. The study included 87 SMA patients receiving etiopathogenetic therapy, aged 0-12 years
(median age at testing — 57.0 [37.0; 103.0] months). The Developmental Profile-3 (DP-3) instrument was used to assess
neuropsychic development. Statistical analysis was performed using SPSS Statistics v.26.0 (IBM, USA).

Results. Children who received therapy at the presymptomatic stage (6.9 % of the cohort) showed no deficits in any assessed
developmental domains. These results significantly differed from those of SMA types 1, 2, and 3 in motor skills
(p,4; <0.001) and adaptive behavior (padj <0.026). Patients with SMA types 1, 2, and 3 exhibited severe motor impairments
(reduced motor skills in 93.0 %, 89.7 %, and 88.9 % of children, respectively) and adaptive deficits (impairments
in >55 % of each group). SMA type 1 patients additionally demonstrated delays in social emotional (39.5 %), cognitive
(30.2 %), and communicative (39.5 %) domains. Children with lower functional status (“lying”) had more pronounced
delays in adaptive, social emotional, and cognitive domains (p <0.048). In SMA type 1, fewer SMN2 gene copies and earlier
disease onset correlated with more severe deficits in emotional, cognitive, and adaptive domains, as well as in speech
development (SMNZ2 copies: p <0.034; age of onset: p <0.012). SMA type 1 patients with dysphagia showed lower scores
across all subscales except motor skills (p <0.015). Chronic respiratory insufficiency was associated with reduced scores
in all five subscales: in SMA type 1, motor skills, adaptive, social emotional, and cognitive domains were affected (p <0.045);
in SMA type 2, adaptive, social emotional, and cognitive domains were affected (p <0.018). Delayed therapy initiation
correlated with lower motor and adaptive scores in SMA types 1 (p <0.012), 2 (p <0.002), and 3 (p <0.048), and with
worse social emotional and cognitive outcomes in SMA type 2 (p = 0.001).

Conclusion. SMA patients exhibit not only motor impairments but also adaptive and socialization deficits, as well
as delays in communicative and cognitive development. A standardized approach to identifying these impairments
should be developed, and developing tailored rehabilitation methods is important as well. Initiating etiopathogenetic
therapy at the presymptomatic stage may prevent neuropsychiatric manifestations of SMA.

Keywords: spinal muscular atrophy, SMN1 and SMN2 genes, SMN protein, cognitive functions, speech, communication,
adaptation, socialization, emotional domain
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BBepeHue

CnuHanbHas MbleyHast atpogust 5q (CMA) — Ha-
CJIEICTBEHHOE TIPOrpeccupylolliee Heipo-MbIIIeuHOe 3a-
OoJjieBaHMeE, 17151 KOTOPOTo XapaKTepHO MOpakeHUe He TOJIb-
KO CKEJIETHBIX MBILIL, HO ¥ IPYIMX OPraHOB U cucTeM [1].
B 95 % cnyyaee CMA 00ycioBiieHa TOMO3UTOTHOIM JIejie-
1Mei 7-ro 3K30Ha (Win 3K30HOB 7 U 8) reHa SMN 1 (survival
motor neuron, reH BBLKUBAEMOCTH MOTOHEUPOHOB), MPU-
BOJSIIIECH K MOTepe CMHTe3a HopMallbHOro Oenka SMN.
Okcnpeccust 6enka SMN MakcrMMaiabHa B MOTOHEMpPOHax
MepeJHUX POroB CIIMHHOI'O MO3Tra, M B Cy4ae ero oTcyT-
CTBMSI TPOUCXOAUT UX TUOEIIb ¢ KIMHUYECKUMU MPOSIBIIE-
HUSIMU B BUJIE MPOTPECCUPYIONIEN MBIIIEYHON aTpodun
u ciaboctu [2]. HekoTopble aBTOpHI MpeAIoaraloT, 4To
npeHaTanabHbIl Aeduuut 6eaka SMN MoxeT HapyliaTh
U HeliporeHes [2—4].

CoBpeMeHHbIE TepaneBTUYECK1e BO3MOXHOCTH (T'€HO-
3aMeCTUTeIbHasl Teparus, CrulalCUuHT-MOAUGUKATOPI
[5—7]), Bausiolve Ha TMOBBILIEHUE YPOBHS Oeka SMN,
paIvKaJbHO UBMEHWIN ecTecTBeHHoe TeueHue CMA, cMme-
CTUB aKLEHT ¢ kKjaaccupukauuu no turnam (ot 0 go 4),
OCHOBAaHHOM Ha BO3pacTe IMOsIBICHUSI CUMIITOMOB 3a00J1e-
BaHWs1, Ha KJIacCU(UKALIUIO 10 (DyHKITMOHATBHBIM KJlaccam
(PK) («aexxaume», «CUIIne», «xonstare») [8—10]. Otnens-
HbIN KIIMHUYECKUI (DeHOTUIT (hOpMUPYIOT TALIMEHTHI, BbI-
SIBJIEHHBIE B pe3yJIbTaTe HEOHATAIbHOTO CKPUHMHTA Ha TIpe-
CHMIITOMATUYECKOM 3Tarle, C yCTAHOBJIEHHBIM TeHETUYECKH
JIMarHO30M U He umeronue cuMntoMoB CMA Ha MOMEHT
WHULIMALIMY 3TUOTIaTOreHeTuYecKoi Tepanuu [10—12].

Elte HeCKoJIbKO JIeT Ha3al BOMPOC aJallTUBHBIX, IMO-
LIMOHAIBHBIX, KOTHUTUBHBIX 1 KOMMYHUKATUBHBIX Ha-
pyuieHuit y mauueHToB co CMA ObLT Majio U3Y4YeH B CBSI-
31 C Cepbe3HbIMU ABUTATEJbHBIMU U JbIXaTeJIbHBIMU
HapylIeHUSIMU Y JeTeil ¢ TsoKeJIbIMU hopMamu 3a001eBa-
HU$, 3aTPYyAHSIOIIMMHU COOp TaHHBIX U IPOBEAECHUE CTaH-
JTAPTHBIX TECTOB OLIEHKY Pa3BUTHUSI 1 KOTHUTUBHOIO CTaTy-
ca [13—16]. INepBoHaYaJTEHBIE MCCIIEIOBAHMS TTOKA3BIBAIIM,
YTO MallMEHTHI IIPU ecTecTBeHHOM TeueHun CMA neMoH-
CTPUPYIOT KOTHUTHUBHbBIE CIIOCOOHOCTH B Ipe/iesiaX UiIu Bbl-
11Ie HOPMBI IO CPAaBHEHUIO CO 3MOPOBBIM KOHTpoJieM [15,
17—19]. OgHako B mocjenHue Toabl MOSIBUINCH JaHHBIE,
yKa3bIBaIOIIIME Ha BO3MOXHbIE U3MEHEHMSI B KOTHUTUBHOM
cepe y mauyeHToB co CMA, 0cOOEHHO C Ic0I0TOM B paHHEM
JIETCKOM BO3pacTe. DTU U3MEHEHUS HE SIBJISTIOTCS OHOTHII-
HBIMU U BapbUPYIOT B 3aBUCMMOCTHU oT Turia CMA, Bo3pac-
Ta M UHIVBUIYAIBHBIX 0coOeHHOoCTel [13, 15, 17-26].

B psine paboT mokaszaHo BJIMSIHUE YMcia KONt reHa
SMNZ2 xaKk 0OCHOBHOro MoAu(UuKaTopa TSXKeCTH 00Je3HU
[27—31]. I1pu uccnemoanuu aeteit co CMA, BBISIBIEHHbBIX

MPU HEOHATAJIbHOM CKPMHMHIE B paMKaX IWJIOTHOTO IpO-
ekTa B [epmanuu B iepuon ¢ 2018 mo 2020 . ¥ moy4rBILIMX
MaTOreHETUYECKOE JIeYCHUEe HYCMHEPCCHOM B TepPBbIe He-
Jenan Xu3Hu, 14 n3 40 yyacTHUKOB MOKa3aau Oaljl HIDKE
CPEITHETO ITO 1lIKajaM beity mj1st olleHKM pa3BUTHS MJIaIcH-
1leB U AeTeit paHHero Bo3pacrta (Bayley Scales of Infant
and Toddler Development III, BSID-III [32]). B uccneno-
BaHuu 10 geteii u3 14 umenu 2 koruu reHa SMN2 [33].

B uccnegoBanumn nauueHtoB co CMA 1-ro tuna,
MOJIYYMBIIMX JICUCHUE HYCUHEPCEHOM B IEPBBIA Tof
KM3HM, 10 55 % MalMeHTOB UMeIM KOTHUTUBHBIC Hapy-
meHus. g olleHKHM ucroab3oBanuch mkana beim 111
JUTSL IeTeil 1o 3 JIeT W IKaja uHTeieKTa Bekciepa mist
nereit ¢ 5 net (Wechsler Intelligence Scale for Children,
WISC-1V [34]) [23].

IMamuentsl co CMA 1-ro Tuma, KOTOpbIM TpedyeTcst
BEHTWISILIMOHHAS TTOIEPXKKA U KOTOPbIE MCIIBITHIBAIOT
TPYAHOCTHU C IJIOTAaHMEM, Yallle JeMOHCTPUPOBAIM KOTHU -
TUBHBIe HapymeHus [13, 23, 26]. B npyrom mccienoBaHnN
JIETH C CaMbIM TSIXKeJIbIM — TMepBbIM — TUIIOM CMA 1 oT-
CYTCTBMEM PEYM IEMOHCTPMPOBAIM MOHMMaHUE SI3bIKa
M MHTEJUICKT B IIpeesiaxX WIKM Jaxe Bbllle HOMBI. Tpym-
HOCTH C PEeYbl0O (aHAPTPUS, TSKEJIast IU3apTPHsi, HOCOBOM
OTTEHOK roJIoca, TUCIajIus), CKOpee BCEero, ObLIY BhI3BaHbI
CJ1a00CTbIO MBIIIIIL — CBSI3b MX C YMCTBEHHBIMU CIIOCO0-
HOCTSIMM MaLIMEHTOB He ObL1a BhisgBIeHa [15]. TToka3aHo,
YTO JOCTHXKEHHUE OOJIbIIEro KOJMYEeCTBAa MOTOPHBIX BEX
CBSI3aHO C JIYYIIMM KOTHUTUBHBIM nipoduiem [13, 15].

VYV nmauueHToB ¢ MeHee TskenbiMu popmamu (CMA
2-T0 U 3-TO TUMA) pa3BUTUE KOTHUTUBHBLIX (PYHKLUI
B LIEJIOM COOTBETCTBYET HOPME, OTHAKO BhISIBJICHBI CKPBIThIE
Je(UIUTHI, HAalpUMEp CHIDKEHYE TIoKa3aTesIeii IepLerThB-
HOT'O MBILIUTEHYS ¥ pabodeil aMsITH, YITPaBJISIONIMX (hyHK-
L1 1 BHUMaHUS (OLIEHKA 110 DAMHOYPICKOI 1IKajie OLeH-
KU KOTHUTUBHBIX (DYHKIIMA U TOBEIECHUS TP OOKOBOM
amuotpodudeckoM ckiepose (Edinburgh Cognitive and
Behavioural ALS Screen) [35]) [17, 18, 21, 36]. Ypasisio-
e GYHKIUU Y B3pOCTBbIX MALIMEHTOB OMpPENEIeHbl KaK
€IMHCTBEHHBIII KOTHUTUBHBIN TOMEH, KOPPEIUPYIOLIHA
¢ TsoKecThlo OosiesHu. ClemoBaTeNIbHO, YIIPaBIISIONINE
(byHKIIMM MOTYT UTpaTh POJIb B aganTalliu K GU3NIECKUM
orpaHndeHusiM Tipy CMA [17]. Y B3poc/blx MalUEHTOB
Yepe3 14 Mec Teparyu HyCUHEPCEHOM OTMEYaJIoCh YiIydlle-
HYe MaMsITU U OerJIOCTU peun (oLieHKa 1Mo DAMHOYprcKoi
LIKaJIE OLEHKU KOTHUTUBHBIX (DYHKLUI U ITOBEAEHUS ITPU
0OKOBOM aMUOTpOPUIECKOM cKiiepose) [37].

B oTnmenbHBIX MCCIeI0BaHUSX BBISIBICHA CBSI3b MYXK-
CKOTo I10Jla CO CHMXEHMEM KOTHUTMBHBIX (bYHKIIWI
[20, 23, 26].
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VY yactu geteit co CMA HaOmoaaaIuch YepThl ayTUCTU-
YECKOTO CIEKTpa, TaKhe KaK CTePEOTUITHOE MOBEICHUE
U CJIOXKHOCTH B coLlMajibHOM B3aumozaeiicteuu [17]. CBs3b
mexay CMA u ayTu3aMOM He yCTaHOBJIEHA.

O1ieHKa MHTEJUIEKTa M SMOIIMOHAIBHOM cephl y AeTei
¢ GU3MYECKMMU OTPAaHUYEHUSIMU TPEOYET CIICIIMAIU3UPO-
BaHHBIX TTOAX0N0B. OMHUMH 13 HEMOCTATKOB UCCJICIOBAHMIA,
I10 TaHHBIM JIUTEPATYPHhI, SIBJISTIOTCSI OTCYTCTBUE CTaHIap-
TU3UPOBAHHBIX MHCTPYMEHTOB OLIEHKU 1 MaJIble BBIOOPKU
naiueHToB co CMA. Bo MHOTMX MCCIeI0BaHMSIX T10 U3yde-
HUIO KOTHUTUBHBIX (DYHKIIWI PUMEHSUTICh OJUHAKOBbIE
noaxoabl 6e3 yuera Tuna CMA U 4yBCTBUTEJIbHOCTH Me-
TOIA JUTSI BBISIBIEHUSI OCOOCHHOCTEM TsKEIbIX (hopM 6o-
JIE3HU, YTO MOTJIO BJIUSITh Ha Pe3yybTaT.

AKTYaJIbHOCTb UCCJICIOBAHIIT B3aUMOCBSI3U alalTTUBHBIX,
KOTHUTUBHBIX, SMOLIMOHATIbHBIX, KOMMYHUKATUBHBIX chep
pa3BUTHSI C IBUTATENIbHOM (DYHKIIMEN (KaK KITIOUEBOI) y Ta-
1eHToB co CMA 00yciioB/IeHa MPOTUBOPEUMBOCTBIO TAHHBIX
1 HEOOXOIMMOCTHIO Pa3pabOTKU aaanTUPOBAaHHBIX METOIOB
JMUarHOCTUKU U peadbwinTalvii. HoBble MeTOnbI JIeYeHUs
OTKPBIBAIOT BO3MOXXHOCTH LIS YJYUYIIEHHUsI KAUeCTBA XXU3HU
MalMEeHTOB, HO TPEOYIOT KOMILJIEKCHOTO MOAX0/1a, BKIII0Ya-
IOIIETO OLICHKY BCEX ACIIEKTOB Pa3BUTHSI.

Ienb uccienoBaHus — OLICHUTH KOTHUTUBHYIO, afall-
TUBHYIO, SMOIIMOHAJILHYIO M pe4eBYI0 Chephl Y IMallMeHTOB
¢ TeHeTn4YecKU BepuduimpoBaHHoit CMA, BKiouast 6ec-
CHMIITOMHBIX JI€T€, BBISIBJICHHBIX ITPU HEOHATaJbHOM
CKPUHMHTE, IPOaHAIM3MPOBaTh BIUSIHUE TaKUX (haKTOPOB,
KaK I10J1, YMCJIO Konuii reHa SMN2, cTterieHb JBUTaTeIbHBIX
HapyllleHUI, HaJTMYue AbIXaTeJIbHON U OyabOapHOM nuc-
(GyHKLIMM, CPOKM MHULIMALMM T€PallUM, Ha KJIIOYEBbIE
aCITeKThI Pa3BUTHSL.

Marepuanbi u meTopbl

KpurtepreM BKIIIOUEHHS B MCCIIeI0OBaHUE ObUT IUAarHO3
CMA 5q, moaTBepKAeHHBII MOJEKYISIPHO-TEHETUYECKI~
MU METOIAMU, B TOM YHKCJIC YCTAHOBJICHHBIN 110 pe3yJibTra-
TaM pacIIMPEHHOr0 HEOHATAILHOIO CKPMHMHTA B BO3pac-
Te oT 0 1o 12 netT. Bee netu, BKIIIOYEHHBIE B MCCIEIOBaHUE,
Ha0JII0aINCh B IETCKOM TICUXOHEBPOJIOTMYECKOM OTIIE-
snennun Ne 2 HayyHo-HccenoBaTeIbCKOTO KIMHUIECKOTO
WHCTUTYTA MeIMaTPUU M NETCKOW XMPYPIMHU HMM. aKaj.
IO.E. Benpruiiena u nojayvyajiv OIUH U3 BUAOB 3THONATO-
TeHETHYECKOTO JieueHUsI (OHACeMHOIreH abeIrapBOBEK,
pucaMILiaM, HyCUHepceH) 3a nepuo ¢ anpeis 2021 T
no aekadpb 2024 . OT Bcex 3aKOHHBIX IpeAcTaBUTENEH
MaIMEHTOB IOJYyYeHO MUCbMEHHOE MH(MOPMUPOBAHHOE
corjacue Ha yyacTue AeTeid B uccienoBanuu. Kpurepuem
HCKJTIIOUEHMUST SIBJISIIICS OTKa3 POAMTEINICH OT Y4acTHUSI UX
pebeHKa B UCCICIOBAaHUM.

151 OLIeHKM KOTHUTHUBHBIX DYHKIIWI Y pa3HBIX KITIO-
YeBBIX 00JIaCTeil pa3BUTHS MALIMEHTOB MCIOJb30BalIaCh
metoauka Developmental Profile 3 (DP-3) [38], ocHoBaH-
Hasl Ha OIPOCE POIUTENIC O MOKa3aTessiX Pa3BUTUS pe-
oeHka. Chepnl pa3BuTus (Iajgee — CyOoIIKajibl), KOTOpbIe
olLieHUBaeT MeToauka DP-3:

1) dusnueckoe pa3BuTHe (IBUraTeIbHbIE HaBBIKWA, MO-

TOpUKA, KOOPAWHALIMS, CCHCOPHBIC HaBBIKN);

2) amanTUBHOE NOoBeIeHUe (HaBbIKU CAMOOOCITY>KUBAHMUS,

CaMOCTOSITEJIbHOCTD);

3) couMaabHO-3MOLIMOHAIBHOE pa3BUTHUE (B3aMMOJIEH -

CTBHE C OKPYKAIOIIMMHU, YIIPABICHUE SMOLIUSIMU);

4) KOTHUTUBHOE pa3BUTHE (MBIIILICHUE, TAMSITh, Pellle-

HUe 3a7a4);

5) KOMMYHUKaLUs (pedyb, TOHUMaHME SI3blIKa, HeBepOab-

Hoe OOlLleHME).

IIpu ouenke mo cyowkanaMm DP-3 6osnee BbIcOKUit
0aJlJT COOTBETCTBOBAJI XyAlllelt olleHKe (1 — «MHOTO BbIlIIE
CPEIHET0», 2 — «BBIIIIE CPSIHETO», 3 — «CPETHUI YPOBEHD»,
4 — «HIXe CpelHero», 5 — «oTcTaBaHUe»). g oLleHKH
HCIIOJIb30BaIMCh CTaHAaPTU30BaHHbIC TaOJIUIIBI IS pa3-
HBIX BO3pacToB onpocHuka DP-3.

Bcero 6bu10 00caenoBaHo 87 MalyMeHTOB, KOTOPhIE
B paMKax MCCJIeIOBaHMSI ObLIN pa3ae/IeHbl Ha CIICAYIOIIIe
TPYIIIBIL: TAUEHTHI, TTOyYUBIINE 3TUOMATOTEHETHUECKOE
JIedeHWe Ha MPeACUMNTOMATUYECKOUN cTaguu (IIpeacuM-
nTomatndeckass CMA, npen-CMA), 1o nebdioTa CUMIITO-
MoB 3abosieBaHus (n = 6 (6,9 %)), U malMeHTHI ¢ KIMHU-
YeCKUMHM MPOSBICHUAMM 3a00JieBaHUS Ha MOMEHT
WHULIMAIIMY Tepalliu, pa3aeJeHHbIC Ha TPYIIIIHI 10 KJ1ac-
cnaeckuM Tumam CMA: 1, 2, 3 (n =81 (93,1 %)).

Csa3b oueHku DP-3 ¢ npyrumu pakropamu (Bo3pact
nebroTa, ynucao konuit SMN2 u np.) olieHUBaJach B OT-
JeJIbHBIX rpyrnax nauueHToB co CMA. JleneHue mauyeH-
T0B Ha ®K «1exkaumit», «CUITINiT» , «XOISTINI» TIPOBEACHO
B COOTBETCTBUM C KpUTEPUSIMU BeceMUpHOIT opraHu3alum
3npaBooxpaHeHus [10, 39].

CTaTUCTUYECKUIA aHAJIU3 BBITTOIHSUIA C IPUMEHEHHEM
nporpammuoro makera SPSS Statistics v.26.0 (IBM, CIIIA).
HyneByio rumote3y oTBeprajiu Ipu ypoBHE 3HAYMMOCTH
p <0,05 (B cinyyae amocTepUMOPHBIX CpPaBHEHUN —
TIPY CKOPPEKTUPOBAHHOM YPOBHE 3HAYUMOCTH P, ¢ <0,05).
Tumn pacnpeneieHus] KOJUYESCTBEHHBIX IEPEMEHHBIX
OLICHMBaJIM IYyTEM aHajiu3a 4YaCTOTHBIX THCTOIPaMM
U ¢ noMolbio kputepus Konmoroposa—CmupHoBa. Ko-
JIMYECTBEHHBIC TIEPEMEHHBIC OMTMCHIBAJIN C TIOMOIIBIO Me-
JIUaHbI, 25-T0 U 75-T0 MPOLIEHTUJICH, paHTOBLIE U KaTeTo-
pUaJIbHbIE — C TOMOII[bIO A0COJIOTHON U OTHOCUTEIbHOM
yacToThl. s cpaBHeHus tunoB CMA Mmexnay coOoii
u ¢ ipea-CMA no cy6ukanam DP-3 ucnonb3oBanu Tect
Kpackena—Yosnuca ¢ anocTepMOpHBIMU IMOTIAPHBIMHU
cpaBHEHMSIMU. 1711 allOCTEpMOPHBIX CPaBHEHMI IpU-
MeHsUM TecT JlaHHa, MoINpaBKy Ha MHOXECTBEHHBIEC CpaB-
HEHUS IPOBOIMIM MeTonoM boHbeppoHu.

JIns1 oLieHKHM CcBsI3eit Mexxay cyorikaaamu DP-3, a Takke
MX CBSI3el ¢ APYTMMU paHTOBBIMU (UKCII0 Kornuii reHa SMN2)
WJIM KOJIMYECTBEHHBIMU (BO3pacT Ae0r0Ta, BpeMs 10 Havyajia
Teparu) repeMeHHbIMU IPOBOIVIIM KOPPEISILIMOHHBII aHa-
3 CriupMeHa. 1ist olieHKM cBsizeit cyouikan DP-3 ¢ 6u-
HapHBIMU KaTerOpraIbHBIMU IEPEMEHHBIMM (IT0J1, HAJTI1e
nrcharui ¥ XpOHUMYECKOM TbIXaTeIbHOM HEIOCTaTOUHOCTH
(XI1H)) npumensiniu Tect MaHHa— YUTHM.
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HepBHo-Mblweunbie O JIE3HH

[ManeHTOB ¢ HAJIMYMEM M OTCYTCTBMEM CHILKEHUS
6asuta cyokansl DP-3 cpaBHUBAIM 11O KOJMYECTBEHHBIM
MepeMEHHBIM C HEHOPMAaJIbHBIM pacipeae/IeHUeM 1 paH-
TOBBIM MEPEMEHHBIM C ITOMOIIIbIO TecTa MaHHa— YUTHHU,
10 KaTeropraibHbIM IEPEMEHHBIM — C IIOMOLLBIO TECTA 2
IMupcoHa wiu TouHoro kputepust Puinepa (Mpyu HATMYUN
OrpaHMYEHMIA K TPUMEHEHUIO TECTA )2).

Pe3synbTathbl
HemMorpadudeckre U KIMHUICCKHUE XapaKTePUCTUKHI
BBIOOPKM MpeACTaBICHBI B Ta0OI. 1.

Cpenu 81 mauumeHTa ¢ CUMIITOMaMHu 3a00JieBaHUS
(CMA 1-3-ro tuma) Obuto 46 (56,8 %) neBoyek
u 35 (43,2 %) MmanbuukoB. MearaHa Bo3pacTa Ha MOMEHT
nebrota 3ab6osieBaHms coctaBmia 6,0 [3,0; 8,0] mec, Mmeau-
aHa Bo3pacTa Ha MOMEHT TectupoBanus — 57,0 [37,0;
103,0] mec. Cpeau 6 maumueHToB ¢ npea-CMA ObLIo
2 (33,3 %) neBouku u 4 (66,7 %) manpurika. MeauaHa BO3-
pacta Ha MOMEHT TecTUpoBaHMs cocTaBuiaa 14,0 [13,0;
15,0] mec.

Pesynbratel vccaemoBaHus 1o BeeM cyoinkanam DP-3
npeactapieHbl Ha puc. 1. Y mauueHToB ¢ CMA 1—3-ro tTuma

TOM 15

Taomuna 1. Xapaxmepucmuku 6vi60pKu RAYUEHMOE CO CNUHAALHOLU MbIUUEHHOL ampoguet
Table 1. Characteristics of the patient cohort with spinal muscular atrophy

SMA groups, n = 87

Parameter CMA 1

All patients
CMA2 CMA 3 IIpea-CMA

n=43(49,4%) n=29(33,3%) n=9(10,3%) n=6(6,9%)

Kenckuit

19 (44,2
o, n (%) Female ( )
Sex, n (%) M 9
YKCKOI
Male 24 (55,8)
Bospact Ha MoMeHT nebiota CMA, 3.0
Me [Q1; Q3], mec [ 0,’40]
Age at onset of SMA, Me [Q1; Q3], months >
22 (51,2)

Ywucno konuii reHa SMN2,
n (%) 3 19 (44,2)
SMN2 gene copy number, 1 (%) 4 2(4.7)

3onreHcma 14 (32.6)

Zolgensma

Pucounnam

Risdiplam 40,3)

Hycunepcen
Nusinersen 11(25,6)

Hycunep-

CEH/30J1-
Bapuanr tepanviu, n (%) reHcma 7 (16,3)
Treatment option, n (%) Nusinersen/

zolgensma

Pucnumnam/

30JITeHCMA

Risdiplam/ 6 (14,0)
zolgensma

Hycunep-
CeH/puc-
TTATIIaM,/
30JIreHCMa 1(2,3)
Nusinersen/
risdiplam/
zolgensma

20 (69,0) 7(77,8) 2(33,3) 48 (55,2)
9 (31,0) 2(22,2) 4(66,7) 39 (44,8)
7,0 15,0 _ 6,0
[6,0; 10,0] [13,0; 18,0] [3,0; 8,0]
2(6,9) 0 1(16,7) 25(28,7)
27 (93,1) 9 (100) 5(83,3) 60 (69,0)

0 0 0 2(2,3)
10 (34,5) 0 6 (100) 30 (34,5)
7(24,1) 1(11,1) 0 12 (13,8)
9 (31,0) 8 (88,9) 0 28 (32,2)
2(6,9) 0 0 9 (10,3)
1(3,4) 0 0 7(8,0)
0 0 0 1(1,1)
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Okonuanue maon. 1

End of table 1
SMA groups, n = 87

LT CMA 1 CMA2 CMA 3 Tpen-CMA
n=43(49,4%) n=29(333%) n=9(103%) n=6(6,9%)

All patients

Bospact Ha MOMEHT Havajia Teparuu, 10.0 41.0 90.0 2.0 18.0
Me [Q1; Q3], mec 7 o] 7 ] S
Age at the start of therapy, Me [Q1; Q3], months 5,0; 18,0] 20,0; 86,0] 165,05 107,0] [1,056,01 [7,0; 56,0]
Bpewmst ot 1e61oTa 1o HaYasia Teparnvu,

Me [Q1; Q3], mec 6,0 34,0 72,0 _ 13,0
Time from onset to start of therapy, Me [Q1; Q3], [3,0; 13,0] [11,0; 75,0] [45,0; 83,0] [6,0; 49,0]
months

Bospact Ha MOMeHT olieHKu o DP-3,

Me [Q1; Q3], mec 46,0 85,0 130,0 14,0 53,0
Age at the time of DP-3 assessment, [29,0; 67,0] [43,0; 122,0] [96,0; 139,0] [13,0; 15,0] [30,0; 96,0]
Me [Q1; Q3], months

XpoHUYecKas bIXxaTeIbHas Her

HEN0CTATOUHOCTh HA MOMEHT No 17 (39,5) 20 (69,0) 8 (88,9) 6 (100) 51 (58,6)

oueHku 1o DP-3, n (%)
Chronic hypoxic respiratory

failure at the time of DP-3 Ma 26 (60,5) 9 (31,0) 1(11,1) 0 36 (41,4)

assessment, 7 (%) Yes

Her

Hucdarust Ha MOMEHT N 29 (67,4) 29 (100) 9 (100) 6 (100) 73 (83,9)
oueHku o DP-3, n (%) o
Dysphagia at the time of DP-3 Jla
assessment, 7 (%) Vs 14 (32,6) 0 0 0 14 (16,1)*
H
J13apTpysi HA MOMEHT NZT 14 (32,6) 21(72,4) 7(77,8) 6 (100) 48 (55,2)
oueHku 1o DP-3, n (%)
Dysarthria at the time of DP-3 Jla
assessment, 7 (%) Yes 29 (67,4) 8 (27,6) 2(22,2) 0 39 (44,8)
Jlexxaumit
Lying 21 (48,8) 5(7,2) 0 1(16,7) 27 (31,0)

DyHKIIMOHATBHBIA KJIacC
Ha MOMEHT OIICHKHU Cynstanit
o DP-3, n (%) 22 (51,2) 21(72,4) 5(55,6) 1(16,7) 49 (56,3)

Functional class at the time Sitting
of DP-3 assessment, 7 (%) Xomsti
Walking 0 (UL 4(44,4) 4(66,7) 11 (12,6)

*8 (9,2 %) nayuenmog noay4arm 4acmu4Hoe/noaHoe NUMAHUeE Yepe3 2acmpoCcmoMy/HA302ACMPANbHbLE 30HO.

Ilpumenanue. DP-3 — onpocrux Developmental Profile 3; CMA — cnunaavhas moiwmeunas ampogpus; nped-CMA — npedcumnmoma-

muyeckas cnuHanvHas moiueunas ampogus; CMA 1 — cnunanvhas mvlweunas ampogus 1-eo muna; CMA 2 — cnunanvhas mvluiey-
Has ampoghus 2-eo0 muna; CMA 3 — cnunanvhas mvlueunas ampogus 3-eo muna.

*8 (9.2 %) patients receive partial/full nutrition via gastrostomy/nasogastric tube.

Note. DP-3 — Developmental Profile 3 questionnaire; SMA — spinal muscular atrophy, pre-SMA — presymptomatic spinal muscular atrophy; SMA 1 —
spinal muscular atrophy type 1; SMA 2 — spinal muscular atrophy type 2; SMA 3 — spinal muscular atrophy type 3.
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HepBHo-mbiweyHbie 5OJIE3HH

3aMeTHee BCEeTo CTpafaiu cchepbl IBUraTeIbHbIX HABBIKOB
(cybikana «Pu3ndeckoe pa3BUTHE») U aIalITUBHOTO I10-
BeleHus (cyOlKana «AnanTUBHOE MOBeAeHUe»). JIBura-
TeJIbHbIe HaBBIKK HUXe cpegHero mmenn 40 (93,0 %)
n3 43 manueHtoB co CMA 1-ro tuma, 26 (89,7 %)
n3 29 naneHToB co CMA 2-ro Thmia u 8 (88,9 %) n3 9 na-
1eHToB co CMA 3-ro Tuma, 4To OTpakaeT TSKECTh OCHOB-
HBIX ITPOSIBJICHUI 3a00JIeBaHYs B IIOATPYIIIE ¢ CUMIITOMA-
mu CMA. AnantuBHoe ToBelgHue ObLIo cabo chopmu-
poBaHo y 34 (79,1 %) u3 43 nauueHToB co CMA 1-ro Tuna,
16 (55,2 %) u3 29 natmentoB co CMA 2-rotunau 7 (77,8 %)
u3 9 nanueHtoB co CMA 3-ro Turma.

Hapyienus npyrux cep Habmonanuce pexe. Huskue
IoKa3aTe/ v COIMAIbHO-3MOIIMOHAILHOTO Pa3BUTHS UMe-
mm 17 (39,5 %) u3 43 naumenroB co CMA 1-ro tuna,
6 (20,7 %) u3 29 marmeHToB co CMA 2-1o Tutia u 4 (44,4 %)
u3 9 nauueHToB co CMA 3-ro Tuma. YxyniieHue no3Ha-
BaTeJBHBIX CITOCOOHOCTEH oTMedanoch y 13 (30,2 %)
n3 43 mannenToB co CMA 1-ro tumna, 3 (10,3 %) u3 29 na-
reHToB co CMA 2-rotumau 1 (11,1 %) marmenta co CMA
3-ro tuma. Huszkue mokasaTesid pedyd 1 KOMMYHUKAIIUU
obU1M BIsIBIEHBL Y 17 (39,5 %) u3 43 nainimentoB co CMA
1-ro Turma, 2 (6,9 %) u3 29 nanuenroB co CMA 2-ro tuna
ul (11,1 %) nauuenra co CMA 3-ro tumna.

B rpynne npen-CMA 1o BceM rcclief0BaHHBIM cde-
paM pa3BUTHS OTMeYajach CPEeIHss OLICHKA WJIM BBIIIE
cpenHeii. JIBurarebHbie HaBBIKM COOTBETCTBOBAIN BO3-
pacty, a 4 (66,7 %) u3 6 gereii UMeJIM IBUTaTeJIbHbIC Ha-
BBIKU BBIIIIE CPEIHETO.

ITpen-CMA otianyanack oT Kaxaoro u3 3 tTunos CMA
10 OLIEHKE JBUTATEIbHBIX HABBIKOB (P, " <0,001) u apgan-
TUBHOTO MOBEICHUS ITallUEHTOB (pa1dj <0,026), Torma Kak
paznuuus Mexay TuriaMmu CMA oka3aiuch CTaTUCTUYECKH
He3HauuMbIMU. [1o cybnikane «ColralbHO-3MOLOHAb-
HOE Pa3BUTHE» 3HAYMMBIMU ObLIM OTJIMYMS Y MAlIUCHTOB
rpynibl ipea-CMA ot CMA 1-ro tuna (p,(ldj = 0,043),
TakKe OJM3KM K ITOPOTOBBIM OKa3aJIMCh OTIMYUST TPYIIIIbI
npen-CMA or CMA 3-ro tuma (padj = (,093). OueHka mno
cyomikane «Peyb 1 KOMMYHUKALIMS» 3HAYMMO pa3iindaiach
TOJIbKO Mexky rpyramMu CMA 1-ro u 2-ro tTuna i — 0,010).
Paznuuus no cyouikane «I[To3HaBarenbHas chepa» MeXAy
CpaBHMBAaEMbIMU I'PYITIIAMM HE JOCTUIIM CTATHUCTUIECKOM
3HAYMMOCTH.

Cas3u cyokan DP-3 mexnay co0oii u ¢ ApyruMu xa-
paKTEepUCTUKAMU OLIEHUBAJIM TOJIbKO y TarmeHToB ¢ CMA
1—3-ro Tuna (n = 81), nockoabKy B rpymmne npea-CMA
HapyllleHUs] He BhIABIEHBI. ¥ namueHToB co CMA 1-ro
THIA OTMEYEHA IpsMast KOPPEJsIus ABUTaTeIbHbIX Ha-
BBIKOB C afanTUBHBIM noBeaeHueM (p = 0,001), y mauu-
eHToB co CMA 2-ro tuma — co BceMu cepamu, Kpome
komMMyHuKanuu (p <0,037). Takum obpazoM, Oosee Tske-
JIbIE IBUTATEIbHbBIC HApYIIEHHUsT aCCOLMUPOBaHbI C OoJiee
HU3KUMHU ITOKA3ATENAMHU B APYTUX OONACTAX Y ITUX MaLU-
eHToB. B rpynne CMA 3-10 TuIa CBSI3U ¢ ABUTaTeIbHBIMU
HaBBIKAMM HE BBISIBJICHO.

OnpeneneHa 3HaYMMas oOpaTHasI KOPPESLIMS OTCTa-
BaHUs pa3BUTUS aJallTUBHOM, COIIMATbHO-3MOLIMOHAb-
HOIi 1 ro3HaBaTenbHOM chep ¢ ®K Ha MOMEHT OLICHKM.
¥ namueHtoB co CMA 1-ro Tuna ObUTH BBISIBICHBI 3HAYM -
Mble oOpaTHble Koppesinuu @K ¢ olleHKaMu pa3BUTHS
COLIMAIbHO-3MOIIMOHAIBHOM M ITO3HaBaTeIbHOM cdep
(p £0,048). A y naureHToB co CMA 2-ro 1 3-ro Tumna obl-
JIM BBISIBJICHBI 3HaYMMBble 00paTHbIe Koppesiuu PK
C OLIEHKOI IBUTaTeIbHOI U COLMATbHO-3MOLIMOHAIBHOMN
ctep (p 0,001 u <0,013 cooTBeTcTBeHHO). leTu ¢ Goiee
Hu3kuM DK (wriexkauure» ) uMenn 00J1ee TSIKEyIo 3aIepXK-
Ky pa3BUTHs B 3TUX cepax.

ITpu aHanu3e paccMaTpUBaeMbIX I'PYIIT MTAllMEHTOB
BBISIBJICHBI 3HAUMMbIe OOpaTHbIE KOPPEISALIMU B TPYIIIE
naieHToB co CMA 1-ro TuIma ¢ couraaibHO-3MOLMOHAIb-
HOI1, TI03HABaTEJIbHOM M KOMMYHUKATUBHOM chepaMu
(p 0,034 g yucna konuii reHa SMN2, p <0,012 nst Bo3-
pacra ae6roTa). Takum o6pa3oMm, y MallMeHTOB C MEHbILINM
yucjioM konuit reHa SMN2 u 0oJjiee paHHUM Ae0I0TOM
3a00jieBaHUSI OTU 00JIaCTU CTpaJaiu CUJibHee. B rpymnmne
CMA 2-ro u 3-10 THNa KOPPeJISILnii HE BBISBIEHO.

Jetu ¢ cumntomamu CMA 1-ro Tuna u agucarueit
UMesd 0ojiee HU3KME MOKa3aTeIn M0 BCeM CyOIKaiaM,
3a UCKJIIOYEHHEM IBUTaTeJbHBIX HaBbIKOB (p <0,015).
B rpynmnax nanyentoB co CMA 2-ro u 3-ro tvmna aucdaruu
HE BBISIBJICHO, KOPPEJISIIIMKM He UCCIIeNOBAIUCh. JleTH, cTpa-
naroe X/AH, ieMOHCTpupoBaiu CHIDKEHUE MToKa3aTeseit
0 Kax 1ol u3 5 onieHuBaeMbIx cyoikai (p <0,009) B rpym-
nax CMA 1-3-ro tuna. B rpynne CMA 1-ro Tuna xyxe
ObLIM IBUTaTeJbHbIE HABBIKM, alallTUBHAsI, COLUAIbHO-
AMOLIMOHAaJIbHas, Mo3HaBaTeabHas chepsl (p <0,045).
B rpynne CMA 2-ro tuna y nauveHToB ¢ XJIH 0onbiie
cTpanaiu amanThBHasl, COLMaTbHO-3MOIIMOHAIbHAS, T10-
3HaBaTeJibHas cdepnl (p <0,018). B rpynie CMA 3-ro Tuma
TOJIbKO 1 marmeHT 661 ¢ X/1H, cBSI31 cO CHIXEHMEM B UC-
CJIeIOBaHHBIX chepax He BbISIBJICHO.

Pazmiuust Mexxty TmojlaMu He JOCTUIIIN CTaTUCTUUECKOM
3HAYMMOCTH, HO Y MaJIBYMKOB Pe4b 1 KOMMYHMKAITUS CTpa-
JaJIA HeCKOIbKO Oosbiiie (p = 0,089), uem y neBovex.

B Haem ucciiemoBaHUM OLICHUBAIUCH CBSI3M CYOIIIKa
DP-3 co BpemeHeM oT AebloTa 3a0ojieBaHUS OO0 Hayvaia
Tepanuu. Y nmauueHToB co CMA 1-ro TuIa ObUIU BBISIBIIE-
HbI 3HaYMMBIE MPSMbIC KOPPEJSILIMU BPEMEHH 10 cTapTa
Tepanuu ¢ IBUraTeJbHBIMA HaBbIKaMH U OILIEHKOM amar-
TUBHOrO noBeaeHus (p <0,012). AHaJIOTUYHBIE CBSI3U OT-
Mevanuch B moarpyrnne CMA 3-ro tuna (p <0,048). Y na-
ueHToB co CMA 2-ro Tumna HabOaroaaluch 3HaYMMBbIe
MpsIMbIE KOPPEJSIIIMM BpEeMEHM [0 CTapTa Tepaluu
€O BCEMU CyOIIKaIaMu, 3a UCKJIIOUeHEM CyONTKasbl «Peub
1 KommyHMKaius» (p <0,002). MHbIMU clioBaMU, IIPU JTtO-
oom Turie CMA nozaHee Havalo Tepanuu (B pa3BepHyTO
cTaauu 3a00JIeBaHMST) aCCOLIMUPOBAHO C 00Jiee TSXKeJIbIM
MOpaXXeHWeM JBUTaTeIbHOM, alallTUBHOM, COIMaIbHO-
SMOIIMOHAJIbHON ¥ KOTHUTUBHOM cep (0osiee HU3KUMU
pe3yJabTaTaMM 10 COOTBETCTBYIOIIMM cyOiikaiam DP-3).
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Puc. 1. Pesyasmamei oyenku no cyouwkasam onpochuka Developmental Profile 3 6 pasznbix epynnax nayuenmoe co chuHaabHol mviueuroti ampogueii (CMA):
a — cyoukana «Puzuueckoe pazgumue»; 6 —cybukanra «Adanmusroe nogedenue»; 6 — cyoukanra «CouuanbHo-3MoOUUOHANbHOE PA3GUMUE» ; 2 — CYOUKANa
«Koenumuenoe pazeumue»; 0 — cybuwkana «Peusb u kommynukayus»

Fig. 1. Results of the assessment of Developmental Profile 3 subscales in different spinal muscular atrophy (SMA) groups: a — subscale “Physical development”;
0 — subscale “Adaptive behavior”; ¢ —subscale “Social emotional development”; ¢ — subscale “Cognitive development”; 0 — subscale “Communication”
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[TpoBoauicsa MOUCK MOTEHIMATBHBIX TTPEANKTOPOB
HU3KUX OLIEHOK IO OTIebHbIM cyoiukaiaMm DP-3. B pam-
Kax 3TOT0 aHaJIM3a MalleHTOB ¢ HU3KMMU ¥ HOPMAaJIbHBI -
MM (CpeIHUE W BBIIIE CPEIHEr0) OLICHKAMU CpaBHUBAIU
IO CJICIYIONIMM IT0Ka3aTe IsIM: T10J1, BO3pacT 1ebioTa, Bpe-
Ms OT HebloTa 10 Hayvaja Tepaluu, YMCJI0 KOMUii reHa
SMN2, ®K, vammune XAH n nucdarni Ha MOMEHT OLIEH-
ku 1o DP-3, Hanuure CHIDKeHUSI ToKa3aTesIsl IBUTaTeb-
HOTO pa3BUTUs (s Apyrux cyoukan). [Tokazarenn, Ko-
TOPBIC 3HAYMMO PA3INIAIUCh Y ITALIMEHTOB I10 OTACIbHBIM
cyowkanaMm DP-3, nmpuBeneHsl B Ta01. 2.

V nauuenToB co CMA 1-ro Tvna Kaxablii U3 paccMa-
TpUBAEMBbIX ITOKa3aTeIei (3a UCKIIIOYEHUEM T10J1a) OKa3ajl-

Cs1 3HAUMMO CBSI3aH CO CHWUIKEHHOM OLIEHKOM IO OJHOM
WM HECKOJbKMM cdepaM pa3BuTus. Huszkue Gajibl 1o
BCEM MCCIIeA0BaHHBIM cyOiKanam DP-3 obl1u accoumnu-
pOBaHbBI ¢ 60jiee paHHUM Ne0I0TOM, MEHBIIUM YUCIOM
konuit SMN2, 661b111MM BpeMeHeM OT JebloTa 10 Havaja
Tepanuu, 6osee HU3KUMU K 1 o11eHKO# 1BUTaTEeIbHBIX
HaBBIKOB, HannuueM aucgaruu u X H. Takum odbpazom,
BCE BBIIIEYTIOMSIHYThIE TTOKa3aTeJIM MOTYT pacCMaTpyBaTh-
¢S B KaYeCTBE MOTEHIUAJIbHBIX MPEAUKTOPOB OTCTaBaHMS
B pa3nuuHbIX cpepax paszsutus npu CMA 1-ro tuma.

YV nauuentoB co CMA 2-ro TUIla HY OAWH U3 paccMa-
TpUBAeMBbIX TOKa3aTesaeil He ObLI CBSI3aH C KOMMYHUKa-
TUBHBIMU CIOCOOHOCTSIMU. BMecTe ¢ TeM HM3KMe Oalibl

TOM 15

Tadmuua 2. Omauusi nAYUEHMOE Co CHUMICEHHOU OUeHKOIL no cybuikaiam onpochuxa Developmental Profile 3 om nayuenmoe ¢ bicokoil unu cpeoneil OUeHKoll
(npusedetvi MOAbKO pazauuus, KOMopsie 00CMu2AU CMamucmu4ecKoil 3HaUUMoCm,)

Table 2. Differences between patients with low Developmental Profile 3 subscale scores and patients with high or average scores (only differences that reached

statistical significance are shown)

o outm i s

Bosblie BpeMeHu oT aedloTa 10

Het 3HaYMMBIX OTIMYUIA

dusnyeckoe Bosbiiie Bpemenu ot aedrora
pa3BuUTHE no crapta Tepanuu (p = 0,040)
Physical Longer time from disease onset

development

AnantuBHOE
MOBeIeHNE
Adaptive behavior

to therapy initiation (p = 0.040)

Bosbiiie BpemeHnu ot aedrota
1o crapra Teparnuu (p = 0,006).
Yarre xpoHUYecKast JbIXaTeJIbHast
HenocTaTtouHocTh (p = 0,001).
Yanie HU3Kast OlleHKa JBUTATEITb-
HBIX HaBBIKOB (p = 0,007)
Longer time from disease onset

to therapy initiation (p = 0.006). Higher

rate of chronic respiratory failure
(p =0.001). Higher rate of low motor
skills assessment (p = 0.007)

Yaiue MeHbllIee YUCI0 KOMUI
SMN2 (p = 0,007).

ConyanbHO- Yaiie XxpoHUYecKas AbIxaTeabHast
9MOITMOHATBHOE HemoctaTtoaHOCTh (p = 0,004).
pa3BuUTHE Yame nucharus (p = 0,044)
Social emotional Higher rate of fewer SMIN2 copies
development (p =0.007). Higher rate of chronic
respiratory failure (p =0.004). Higher
rate of dysphagia (p = 0.044)
Bonee panHwmit nedrot (p <0,001).
Yarie MeHblIIee YMCI0 KoM
SMN2 (p =0,001).
Yamre 6osiee HU3KUIM QYHKIIMO-
K. HaslbHBIN Kiacc (p =0,017).
OTHUTHUBHOE q
allle XxpOHWYECKas AbIXaTeTbHas
pa3BUTHE _
L HeaocTaTouHoCTh (p = 0,045).
ST Yame nucharus (p <0,001)
development >

Earlier disease onset (p <0.001). Higher
rate of fewer SMIN2 copies (p =0.001).
Higher rate of lower functional class
(p =0.017). Higher rate of chronic
respiratory failure (p = 0.045). Higher
rate of dysphagia (p <0.001)

rate of lower functional class (p =0.014)

crapta teparuu (p = 0,041). Yamre
0oJiee HU3KUI (DYHKIIMOHATBbHBIN
kinace (p =0,014)
Longer time from disease onset to
therapy initiation (p = 0.041). Higher

OT MaIlMeHTOB C BBICOKOI/CpeaHeit
OLICHKOW IO cyOIlKae
No significant differences from patients
with high/moderate scores
on the subscale

Bousbiiie BpemeHu ot nebroTta 10
crapta Tepanuu (p <0,001). Yarie
XpOHMYECKad AbIXxaTeJabHasd HEL0-

cratouHocTh (p = 0,020)
Longer time from disease onset
to therapy initiation (p < 0.001).
Higher rate of chronic respiratory
failure (p = 0.020)

Het 3HaunmMbIX oYMt
OT MallMeHTOB C BBICOKOW/CpeTHe
OLICHKO/ IO cyOlLKane
No significant differences from patients
with high/moderate scores
on the subscale

Bbonee pannmit nedrot (p = 0,042).
bosbiiie BpeMeHu oT aedroTa
1o crapta teparuu (p = 0,006)
Earlier disease onset (p =0.042).
Longer time from disease onset to
therapy initiation (p = 0.006)

Yariie 6oiee HU3KUMN (HYHKIIMO-
HaJpHBIH Kitace (p = 0,024)
Higher rate of lower functional class
(p =0.024)

Het 3HaunMMBbIx oT/IMyYUi
Yare xpoHrUYecKas AbIXaTeIbHasA OT MAllMEHTOB C BHICOKOM/CpeaHeit
HenmocTaToyHOoCTh (p =0,023) OLIEHKOI I0 cyOIlKae
Higher rate of chronic respiratory No significant differences from patients
failure (p =0.023) with high/moderate scores
on the subscale
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Okonuanue maon. 2
End of table 2

o ot i s

Bonee pannwmii ne6ror (p <0,001).
Yarie MeHblIIee YUCIIO KO
SMN2 (p =0,001). Yamie xpoHu-
YecKas IbIXaTesIbHas HENOCTATOY -
Hocth (p = 0,026). Yame aucharus
(» =0,001)

Earlier disease onset (p <0.001). Higher
rate of fewer SMIN2 copies (p =0.001).
Higher rate of chronic respiratory
failure (p =0.026). Higher rate
of dysphagia (p =0.001)

Peub 1 KomMmy-
HUKaIWAS
Communication

Ilpumeuanue. CMA — cnunanvHas moluieHas ampopus.

Het 3HaunMbIx oTinyuit

OT MaIlMeHTOB C BBICOKOI/CpeHEel OT MallMeHTOB C BHICOKOM,/CpeaHeit
OLICHKOI M0 CcyOIIKane

No significant differences from patients
with high/moderate scores

Her 3Ha4MMBIX OTIIMYMIA

OLICHKO IO CyOIIKaje
No significant differences from patients
with high/moderate scores

on the subscale on the subscale

*B epynne nayuenmog co CNUHAAbHOU MbluleuHol ampoghueil 1-eo muna demu ¢ paHHUM HA4AA0M Mepanuy Obiau MAaOue HaA MOMEHM
oyenxu no wikane Developmental Profile 3. Bozmodxcro, na momenm mecmuposanus maxue demu 6biau CAUUKOM MAbl, 4MOObl UX petdb

U KOMMYHUKAYUIO 8bICOKO OUCHUNU.
Note. SMA — spinal muscular atrophy.

*In the group SMA 1 separately, children with early therapy were younger at the time of assessment on the Developmental Profile 3 scale. Perhaps,
at the time of testing, they were too young for their speech and communication to be highly assessed.

10 OCTaJIbHBIM UCCJIeAOBaHHBIM cybiKkanaM DP-3 Obuiun
accoLMMpOBaHbI ¢ Oojiee paHHUM Je0I0TOM, OOIBIINM
BpeMeHEeM OT Jie0IoTa 10 Havajia Tepanuu, 6ojiee HU3KUM
®K u HammuueMm XA H. Dtr mmokasaTesim MOTYT paccMa-
TPUBATHCS B KAUECTBE TOTEHIIMATBHBIX IIPEANKTOPOB OT-
cTaBaHUS B HEKOTOPHIX chepax pa3Butus B ciiyuae CMA
2-T0 TUIIA.

¥ nauuenToB co CMA 3-ro Tuma 3HauMMoi oKa3zajiach
JIIITb CBSI3b MEXIY OTCTaBAaHUEM B Pa3BUTHHU B COLIMAIBHO-
SMOIMOHAIBHOM cepe u bonee HU3KMM DK Ha MOMEHT
oueHkM 1o DP-3. OgHako Kakue-To CBSI3U MOIJIM OCTaTh-
Cs1 He3aMEUEHHBIMU B CBSI3U C MaJIOM MOIITHOCTBIO aHa I -
3a (rmoaBeidopka nmauueHToB CMA 3-ro Tumna BKIoYaja
Bcero 9 neteit).

06cyxxaeHune

HccenoBaHuye MpoBecHO ¢ YY4eTOM pa3iesIeHUs Mal-
€HTOB Ha I'PYIIIIbI ¢ KIIMHUYeCKUMU nposiBiaeHussMi CMA Ha
MOMEHT UHUIIVALIY TePAITUU IT0 KPUTEPUSIM KJIAaCCUIECKOM
KAuHU4YecKon Kinaccudukauyu CMA (yduThIBaroleii Bo3-
pact ae6Ta 1 MaKCMMaJbHO TOCTUTHYTHIE MOTOPHBIE
HaBBIKW) U MOJYYMBIIMX TePAITUIO HA TIPEICUMITTOMATH -
yeckoit craguu. [IpoBeneHo obcnaenoBaHue 81 maiueHTa
¢ cumntomamu CMA (CMA 1-ro tumna — 43 maumeHTa,
CMA 2-ro tuna — 29 u CMA 3-ro tuna — 9 naieHToB)
n 6 TrareHToB ¢ nipen-CMA (Bcero 87 TalyieHToB).

[TanueHTsI ¢ KIMHUYeCKUMU hopMaMul 32001 BaHUS
(CMA 1, 2 1 3-10 TUTIOB) IEMOHCTPUPOBAIIU BhIpaXKeHHbIE
JBUTaTeJIbHbIE HAapyIIeHUs Ha MOMEHT HCCIIeIOBaHUS
(>89 % ob6cienoBaHHBIX) U UMEJIU 3HAYUTEIIBHOE OTCTa-
BaHKe (hOPMUPOBAHUS ATAIITUBHOTO TTOBeACHUS (=55 % 006-
ciaemoBaHHbIX). B rpynme nmanuentoB co CMA 1-ro tumna,

IIOMUMO JIBUTaTeIbHBIX M aJalTUBHBIX HAapyLICHUH, OblIa
BBISIBJICHA 3allepskKKa B PA3BUTUM COLIMATBHO-3MOLIMOHATBHOM
(17/43 (40 %) nauyeHTOB), Io3HaBaTenbHOM (13/43 (30 %))
1 KOMMyHUKaTUBHOIM (17/43 (40 %)) cdep. B uccnenoanum
oOHapyXeHa CBSI3b MEXKIY TSDKEJIBIMU JBUTATeIbHBIMU Ha-
PYILIEHUSIMU ¢ HeC(hOPMUPOBAHHOCTHIO aIAIITUBHOI, COLIM -
aJIbHO-3MOLIMOHAIBHOM, KOTHUTUBHOI, KOMMYHUKATUB-
HO#1 cep y oThX manueHToB. Jdetn ¢ 6omee Hu3kuM @K
(«1eXauune» ) UMeJIM OTCTaBaHUE BBIIIEC CPEIHETO U MHOTO
BBIILIE CPEAHEr0 B Pa3BUTUM aJallTUBHOM, COLIMAIbHO-
SMOLIMOHAJIBHOM 1 TTO3HaBaTeIbHOM cdep.

B nanHoli paboTe onpeieieHO CHIDKEHME TIoKa3aTelei
pPa3BUTUS 110 BCEM UCCIICIOBAaHHBIM chepaM y MallueHTOB
¢ nucdarveii u apIxaTeIbHOM HeTOCTaTOYHOCTHIO, YTO MO-
JKET OBITh CBSI3aHO C XPOHUYECKOI TUITOKCUEN TOJIOBHOTO
MO3ra ¥ HyTPUTUBHBIM JedururoM [13, 23, 26]. HeBo3s-
MOXHO JOCTOBEPHO YTBEPKIATh, SIBJISIETCS JIU 3afepKKa
pa3BUTHUS TEUEHHEM OCHOBHOTO 3a00JIeBaHMS JINOO CIIe -
CTBHEM OOE3ABMKCHHOCTH 1 INMUTUPOBAHHOM COIMATb-
HOW aKTUBHOCTH MaIlMeHTAa, OrpaHMYCHHOI BO3MOXXHOCTH
OBJIaICHUSI HAaBBIKAMU caMoo0caykuBaHug [15].

IIpu ecrectBeHHoM TeyeHun CMA Bo3pact aebroTa
M TSDKECTh 3a00JIeBaHUST CBSI3aHBI C YMCJIOM KOIWIA TeHa
SMN2, 9T0 NOATBEPKAEHO MHOXECTBEHHBIMU JaHHBIMU
nutepatypsbl. [lalueHTsl ¢ 2 konusamu reHa SMN2 Jaiie
COOTBETCTBYIOT KJIMHMYecKkol KapTuHe CMA 1-ro tuna
C paHHMM J1e0I0TOM U OBICTPBIM MPOIPECCUPOBAHUEM 3a-
o6oneBaHus [27—31]. B Halem uccienoBaHUM MPU OLIEHKE
JIBUTATEJIbHOM c(pepbl 3HAYMMOI CBSI3U OLICHKU C YMCIOM
koruit SMN2 v Bo3pacToMm JebloTa He yCTaHOBJIeHO. JlaH-
HBII pe3yJIbTaT IPOTUBOPEYUT KIIMHUIECKUM TaHHBIM, UYTO
TOBOPUT O TOM, YTO ABUTaTebHas cyoukana DP-3 He 00-
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JIaaeT JOCTaTOYHOM YyBCTBUTEIBHOCTBIO, YTOOBI Pa3INIUTh
HIOAHCHI IBUTATEILHOIO Pa3BUTHS y MalMeHToB co CMA
1—3-ro TroB (85 % u GoJiee TOIAnAIOT B OHY KATETOPUIO —
«oTcTaBaHue»). [Tonapiistoliee GOIBIIMHCTBO AETEH U3 TPYITIT
CMA 1—3-ro tumoB — 69 (85,2 %) — B vccieaoBaHUU TIPU
OIICHKE JIBUTATE/IbHBIX HABBIKOB OTHECEHBI K KATETOPUU «OT-
cTaBaHMe» (IIPU 3TOM «MHOTO BBIIIIE cpeaHero» — 0, «BblI-
e cpennero» — 1 (1,2 %), «cpenumii yposeHb» — 6 (7,4 %),
«HUXe cpefHero» — 5 (6,2 %)). Takas rpybast olieHKa He
TTO3BOJISIET BBISIBUTD CBSI3M IBUTATEIBHOM CYOIITKABI C YHC-
JioM Konuii reHa SMN2 u Bo3pacTtoM JaebroTa. st aHaam3a
JIBUTATEIBHOTO pa3BUTHS MaleHToB co CMA Heo0XoarMo
HCMOJIb30BaTh CrielMaTbHO peKoMeHIoBaHHbIe [40] u anamn-
THPOBAHHBIC METOIBI UCCIICAOBAHMS, TAKME KaK TECT JIeT-
cKoit 6ombHUIIEI PrtaneabGuu 11 OLEHKY TBUTaTeIbHBIX
(byHKIIMIT TAIIMEHTOB ¢ HEPBHO-MBIIIICYHBIMU 3a00J1eBa-
Hustmu (The Children’s Hospital of Philadelphia Infant Test
of Neuromuscular Development, CHOP-INTEND) [41],
pacIIMpeHHasl IIKaja OleHKW MOTOPHBIX (bYHKIIMI TIpU
CMA o6onbHunbl XammepcmuT (The Hammersmith
Functional Motor Scale Expanded, HFMSE) [42], niepe-
CMOTPEHHBII MOIYJTb OLIEHKM MOTOPHBIX (DYHKIIMIA BEpXHUX
koHeuHocTei (Revised Upper Limb Module, RULM) [43].
ITo octanbHBIM MCCIIEIOBAaHHBIM CYOIIIKaJaM B HaIlleM UC-
CJIeIOBaHUY TOJIy4YeHa CTAaTMCTUYECKU 3HAYMMasi CBSI3b
¢ yMciioM Konuit reHa SMN2 u Bo3pacToM JIebroTa 3aboie-
BaHMs. B Halleit pabote 1moka3aHo, YTO MallUeHTHI C MEHb-
LLIMM YMCJIOM Komuii reHa SMN2 v 6osiee paHHUM [1€0I0TOM
3a00JieBaHMsI IMEJIM OTCTaBaHUE Pa3BUTUSI B aIalITUBHOIM,
COIIMAJIbHO-3MOLIMOHAIBHOM, TT0O3HABATEILHON 1 KOMMY-
HMKaTUBHOI cepax.

M3BecTHO, YTO MO3MHO HayaToe JieUeHUE TTPUBOIUT
K XYIILIEMY ITPOTHO3Y IO BOCCTAHOBJICHUIO YTPaueHHBIX
MOTOPHBIX HaBBIKOB [44—48]. B HallleM ucciienoBaHUU
BBISIBJICHO OTPMIIATESIbHOE BIMSHUE 3aACPKKI MHULIMALIAN
Tepanuy Ha IBUTaTeJIbHbIC HABBIKUA M alallTUBHOE ITOBE-
JneHue. BhIsIBIeHHBIE 3HAYMMBbIE IPSIMbIE KOPPEISIIUNT
MEXXy IBUTaTeIbHBIMU HaBBIKAMU M ITOKA3aTeISIMUA pa3-
BUTUST IAIITUBHOTO MOBEIEHUST, COLMAIEHO-3MOLIMOHAb-
HOM M ITO3HABaTeJIbHOM chep MOIYT CBUICTEIbLCTBOBATh
0 BTOPMYHOM XapakKTepe 3TUX HapylleHuii. BeposiTHO,
aJianTays y IeTeil ¢ TSDKEIbIMU JBUTaTeIbHBIMU HapyIlie-
HMSIMU, YaCTO JIMIICHHBIX BOBMOXHOCTH UTPaTh, YUUTHCH,
B3aMMO/ICIICTBOBATh CO CBEPCTHUKAMU, TOPMO3UT (hopMU-
pOBaHUE HaBBIKOB CaMOOOCITY>KMBaHUST, KOMMYHUKAIIUH,
COIMAIN3allMM M OTPAHNUYMBACT JOCTYITHOCTh pa3BUBAIO-
IUX Tiporpamm. JIJ1st aleHToB (pU3MYeCKIe OrpaHmICHMST
MPHOOPETAIOT OCOOYIO0 3HAYMMOCTH B Bo3pacTte 3—6 JieT —
KJTI0YEBOM ITEPUOIE COLMATU3ALIMU, YTO, BEPOSITHO, CIIOCO0-
CTBYET ITPOTrPECCUPOBAHUIO [Ie3aalTallK, SMOLIMOHAIbHBIX,
KOTHUTHBHBIX M ITOBEIEHUECKIX PacCTPOiCcTB. OTCPOUCHHOE
JICUCHME HE TOJIbKO BIIMSIET Ha ITOTEPIO IBUTATENIbHBIX (DYHK-
LIMiA, HO M CHIDKAET peadMIMTalIMOHHBII MOTEHIIMAT Yepe3
BO3JIEIICTBUE Ha alalITUBHBIC HABBIKHY, COLIMAIEHO-3MOIINO-
HaJIbHYIO, PEYEBYIO M KOTHUTHBHYIO CHEepBI.

B rpynmie npen-CMA He 0b110 3a(DMKCUPOBAHO CHIKE-
HMSI HY B OTHOM 13 MCCIIeyeMbIX 001acTeil. DTa rpyIma J10-
CTOBEpPHO OTVIMYaiach ot Bcex 3 TurnoB CMA 1o cyO1ikazam
JBUTATENTbHBIX (DYHKUIMIA M aAaliTUBHOTO TToBeneHUsT. OTu-
YUsl TI0 IPYTUIM KCCIIEIOBAaHHBIM cepaM MOTJIN OCTaThCs
HEBBISIBICHHBIMU M3-3a MaJIOi MoITHOCTH aHam3a. Creno-
BaTeJIbHO, CKPUHUHT HOBOPOXAEHHBIX Ha CMA 1 IipeiciM-
NTOMaTUIECKOE JICYUEHUE MOTYT COXPAaHUTh M YIYUIIIMTh He
TOJIbKO JBUTATeIbHbIE BO3SMOXKXHOCTH MallUeHTa, HO U aar-
TUBHYIO chepy, TOTUePKUBAst BAXKHOCTb PAaHHE! TUarHOCTH-
KU 1 3TUOIIATOTeHETUYECKOM Tepariu.

Cpeny MOTEHIIMAIbHBIX MPEIMKTOPOB HapYIICHUS
HepBHO-TIcUxu4eckoro pa3sutusa npu CMA MoryT pac-
CMaTpUBaThLCSI BO3pacT AeOloTa, TeHeTUYecKue (haKTOphl
(uucio konuii reHa SMNZ2) 1 OCHOBHbIE CUMITTOMBbI, IO~
YepPKUBAIOIIKE TSKECTh 3a00J1eBaHUs (TsDKEJIbIe TBHMTa-
TeJIbHbIe HapyleHus, nucoarusi, X H), a Takke mo3aHo
HayaToe JiedeHre. BeIoeuTh cpei HUX OTAEIbHBIC T10-
Ka3aTesIu, OKa3blBamolllue HauboJplliee BIUSHUE Ha OT-
CTaBaHUE B TOI WM UHOM cdepe, He MPENCTaBISIeTCSI BO3-
MOXXHBIM, ITOCKOJIbKY ITOCTPOEHUE IMPOTHOCTHYECKUX
MoJesiell 3aTpyaHsIeTCs] HEOOMBIIUM YUCIOM YYaCTHUKOB
HCCIIEMOBAaHMS M, KaK CIIEACTBUE, HETOCTATOYHOI MOIII-
HOCTBIO aHaiM3a. TeM He MeHee HopMajibHOe (CpelHee
U BBIIIE) HEPBHO-TICUXUYECKOE PA3BUTHE MALIMEHTOB IPYITIThI
ripea-CMA 103BOJISIET MPEATIONIOKUTD, YTO HAYasIo Teparu
Ha TPeACUMIITOMATHYECKOM cTanum 3a00JIeBaHUS TTPEIO0T-
BpalllaeT MepBUYHbIC U BTOPUYHBIE oclioxkHeHUsT CMA,
B TOM YHCJIE U B HEPBHO-TICUXMYECKOM Pa3BUTHH.

ITpenMeToM MaHHOTO MCCIEAOBAHUS HE SBISUIOCH U3-
y4eHUe BIMSHMS KOHKPETHOTO BUA TepalluM Ha cdepbl
pPa3BUTUS, TAKXKE HE OLICHUBAJIOCh Pa3BUTHE IMAIlUEHTOB
B IMHAMUKE. DTU OrpaHUICHMS HE TTO3BOJISIIOT TOCTOBEPHO
OILICHUTD BKJIAJT 3TUOMATOT€HETUUECKOM Teparu B (hOpMHU-
poOBaHUE aNalTUBHBIX, SMOLMOHAILHBIX, KOTHUTUBHBIX
U pedyeBbIX QyHKIIMI. MeToarka uccienoBaHus He O3B0~
JISIET YCTAaHOBUTD, SIBJISIIOTCS JIM BBISIBJICHHBIC HAPYILICHHS
MePBUYHBIMU (CBA3aHHBIMU C Ieduumtom 6eaka SMN) nim
BTOPUYHBIMU (0OYCIOBJICHHBIMM IBUTATeIbHBIMM OIpaHU -
YEHUSIMU WJIM IIOPAXKEHMEM TOJIOBHOTO MO3I'a ITPH TSDKEIBIX
JbIXaTeJIbHBIX HAPYIIEHMSIX).

OCHOBHBIM OTpaHUYEHHMEM IPOBEIECHHOTO UCCIIENO0-
BaHMSI SIBJISIETCS HEOOJIBIION 00beM BHIOOPKHM MAlIMEHTOB
HekoTopwIx Tpyni (npea-CMA (n = 6), CMA 3-ro turma
(n=29)), 9yTO MpUBEJIO K MaJIOX MOIIIHOCTU aHau3a. M3-3a
3TOTO CBS3M MEXIY HEKOTOPHIMU aHAIM3UPYEMbIMU I10-
KazaTeJIsIMU (HaIpuMep, OTJIMYME MAlleHTOB TPYITIIbI
npen-CMA B KOTHUTUBHOM, peueBoit 1 SMOLIMOHATbHOMI
cepax oT geteit ¢ cumnromamMmu CMA u nIp.) MOTIU
OCTaThCsl HEOATBEPKACHHBIMU.

BaxHo moguepkHyTh, 4T0 DP-3 — CKpMHMHTOBBIMI
WHCTPYMEHT, OXBaThIBAIOIINIi KJIIOYeBbIe C(hepbl HEPBHO-
TICUXUYECKOTO pa3BUTUSI peOeHKa, 1 pe3yJIbTaT 3TOro UC-
CJeIOBaHUS HE SIBJISICTCS OKOHYATCIbHBIM JUArHO30M.
OcHOBHBIMU TNpeumyliecTBamu DP-3 ciyxaT Bo3MoX-
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HOCTb MCMOJIb30BaHUS Yy MAllMEHTOB, UMEIOIIMX TBUTa-
TeJIbHbIe OTPaHUYEHUSI, U TIPOBEACHUE OBICTPOI OLIEHKU
HEPBHO-TICUXWYECKOI0 pa3BUTHS (IBUTATEJIbHOM, agari-
TUBHOM, SMOLIMOHAILHON, KOMMYHUKATUBHOM, ITO3HAaBa-
TeJIbHOU cdep) y pedbeHKa ¢ poxaeHus g0 12 net. [Ipu-
MEHEHHEe MeTOoJa, OCHOBAHHOI'O0 Ha YHUBEPCAJIbHBIX
BO3PACTHBIX HOpMAaTHBaxX Pa3BUTUS, HE TpeOyeT 00s13aTe b-
HOTO BBEJEHUS TPYIIbI KOHTPOJISI, YTO TaKKe YIpoIaeT
€ro MCIoJib30BaHMe. MeToa BKJIIOYaeT CyOIIKaly IBUra-
TEJILHOTO Pa3BUTHSI, YTO MTO3BOJISIET B KAUE€CTBE CKPUHMH-
ra OLEHUTh HAIMYKME OTCTaBaHUSI B MOTOPHOM pPa3BUTUU
y 60abHBIX CMA pasHbix @K («wiexkauux», «CUITINX»,
«xopstuux» [10]), HO IJ1s1 HOCTOBEPHOI OLIEHKU IBUTATEIb-
HBIX HABBIKOB TPeOYeTCs UCTIOIb30BaHKE afalTUPOBAHHbBIX
CMeMATU3UPOBAHHBIX (DYHKIIMOHATBHBIX MOTOPHBIX LITKAJ
IUJIS1 OLIeHKU 3(h(PEKTUBHOCTU STUONATOTEHETUYECKOM Te-
panuu CMA [40].
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TPOJIMPYEMBIM, HO B CIy4ae MHULIMALIVMY JICYCHUST Ha CTa-
JIAW pa3BepHYTOM KIIMHUYECKON KapTUHBI MOJTHOTO Ky -
POBaHUSI KIIMHWYECKUX IPOSIBJICHUN HE MPOMCXOINUT.
Haine nccinenoBanye MoKa3sIBacT HATMYKME aJallTUBHBIX,
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