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AKTYANNbHOE COCTOAHUE .
MEJNKO-MCUXONOro-nEAArorM4ECKON nomotLun
OETAM CO CMUHANTbHOW MbILWLEYHOWN ATPO®UEN (CMA)

E. 1. Kamuna, C. Bb. J/Tasypenko, H. H. IlaBnoBa

AuHoTanua. B cmambe u3nodiceHbl pe3yibmambl cucmemMamu3ayuu HAayuHblX OAQHHbIX
0 cmeneHu paspabomaHHOCMU MeXHOAO02Ull NCUX01020-neddzo2uyeckoli NOMowu 8 KoM-
naekcHoll peabunumayuu demeli cO cnuHAAbHOU MblweuHoli ampoguetll (CMA) e pocculi-
CKOM U Me#cOyHapoOHoM onbime. [TpedcmaegneHo cogpemMmeHHoe COCMOosiHUe U AKMyaabHble
HanpaeneHus Ncuxon020-nedazo2u4eckoii nNomMowu cembe pebeHKa ¢ peOKUM 2eHemuue-
cKum 3abosnesaHueM Kak OOUH U3 Memodos KomnjiekcHoll peabusumayuu. O603HaueHbl
nepcnekmusbl UCCAe008aHUL 8 obaacmu u3yueHusi 0cobbix 0bpazoeamenbHbIX nomped-
Hocmell, onpedeneHust Kpumepueg 8bi60pa 06pa3oeamenbHO20 Mapwipyma u npo2pammbi
obyueHus demell ¢ pa3Hbim munom CMA. Bbisigneno, umo ougpgeperyuposanHbili no0xoo
8 OKA3aHUU NCUX01020-nedazo2uveckoil nomowju pebeHKy u pooumensim 8 pamkax Kom-
njaekcHoll peabuaumayuu no3eoaum ocyuwjecmgumb UHOUBUOYA/NbHbIL nNodbop Memoooe
80CCMAHOBUMENbHO20 /leueHUst 051 3amMedaeHuUs Namoao2uueckoz2o npoyecca u npogu-
AGKMUKU OCAOMCHEHULI.
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CURRENT STATE OF MEDICAL, PSYCHOLOGICAL
AND PEDAGOGICAL SUPPORT OF CHILDREN WITH SMA

E. I. Kashina, S. B. Lazurenko, N. N. Pavlova

Abstract. The article offers a systematized review of scientific data on current development
of psychological and pedagogical support technologies in complex rehabilitation of children
with Spinal Muscular Atrophy (SMA) in both Russian and international practice. In addition,
the paper presents current state and areas of psychological and pedagogical support of
families of children with the rare genetic disorder, as part of complex rehabilitation process.
Moreover, the article defines the prospects of studying the children’s special educational
needs, along with defining the criteria in selection of educational patterns and programs for
children with different types of SMA. As a result, the article concludes that a differentiated
approach in psychological and pedagogical support of children with SMA and their parents, as
part of a complex rehabilitation process, allows for individualized selection of rehabilitation
treatment methods that promote moderation of pathological processes and prevent possible
complications related to the disease.
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AKTya/IbHOCTB

CnuHanibHan MeblilweyHasa atpodusa (CMA) — pegkoe reHeTudeckoe 3aboneBaHue,
BXoAsllee B rpynny 3aboneBaHuii, CONPOBOXAAOLWUXCA AereHepaunein aBuraTenbHbIX
HelipOHOB B CMMHHOM MO3re K (U/1M) CTBO/ME FOMIOBHOMO MO3ra M XapakTepusyrLmuxcs
NpPeuMyLLLeCTBEHHO ayTOCOMHO-PELIeCCMBHbLIM TUMOM HacnieaoBaHus [1]. CornacHo ctatu-
CTUYECKMM [aHHbIM, pacnpoctpaHeHHocTs CMA coctaBnseT B cpegHem 5,5 Ha 100 Tbic.
HaceneHus, y HOBOpPOXAeHHbIX — 1 Ha 6—10 Tbic. [2]. Bnarogaps MHOroNIeTHUM MeXauc-
UMM/IMHAPHBIM KITMHUYECKUM UCCefoBaHMAM 60/1e3Hb 13yyeHa 00CTaTO4yHO NoApo6HOo,
CO3/aHbl 1 YTBEPXAEHbI CTAaHAAPTbI ee PaHHEero BbIAB/IEHUSA, NOCTOAHHO COBEPLUEHCTBY-
IOTCA C MO3WLMKN NPUHUMMOB A0Ka3aTe/IbHON MeuUVHbl MeXayHapoaHble 1 OTeYeCTBeH-
Hble K/IMHUYeCcKne pekoMeHgauun rno siedyeHnto 6osbHbIXx co CMA [3]. OgHOBpeMeHHO
C K/IMHUYECKMMU UCCNefoBaHUSMU pas3nyHbIX METOLOB Tepanuu BefeTcs paspaboTtka
1 anpobaums NPOTOKO/I0B KOMM/IEKCHON peabunutauumn naymeHToB co CMA, Tak Kak 3a-
60neBaHMe COMPOBOXAAETCA HAOOPOM KAMHUYECKUX CUHAPOMOB, CYLLECTBEHHO oOrpa-
HUuYMBaoLMX ncuxodusnyeckoe OYHKLMOHMPOBaHWE U XU3HeAeATelbHOCTb 60/1bHOrO.
3aboneBaHne HepBHOIi CUCTEMbI, CNeACTBUEM KOTOPOro CTAaHOBUTCS OrpaHuyeHue nog-
BMXHOCTU pebeHka co CMA, HeraTuBHbIM 06pa3oM BAMSIET Ha MPOLLECC NCUXUYECKOro
pa3BuTKS, Tak Kak y AeTeli He NPOUCXOANT HaKOM/eHUs AOCTATOYHOro pPasHo06pa3HOro
CEHCOPHOro U MPaKTUYeCcKOoro onbiTa B3aMMOAENCTBUA CO CPeaoit 411 CBOEBPEMEHHOMO
nepexoga Ha HOBbIi 60fiee COBEPLUEHHbIV YPOBEHb MO3HAHWSA OKpYXarowen OeicTBu-
TenbHocTn. OTAenbHaa npobsiema cBsidaHa € TPYAHOCTAMM OCBOeHWUs fetbmu co CMA
peybto Kak cpefcTBOM KOMMYHMKALUMM B YCNOBUSAX HAPYLLEHUS MbILLEYHOW NHHepBaL K.
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3aKoHOMEepHO, YTO K/H0UYEBbIM KOMIMOHEHTOM KOMMMEKCHOM peabunntaumm naumeHToB co
CMA 0603Ha4YeH MeXAUCUUNIMHAPHbIA NoAX04 C yYacTMeM cneumannuctoB ncuxosoro-
nefarorn4yeckoro npoguns.

CornacHo HopMaTuBHbIM JOKYMeHTaMm, Ans Kaxaoro 6o1sHoro CMA B3pocnoro u aet-
ckoro Bo3pacTa B Poccuiickoii ®epepaunmn paspabatbiBaeTcs MHAMBUAyaslbHas Npo-
rpamma peabunutaumm n abunutauum (UMNPA), Bkaovaowas B cebs cnegyowme suabl
NOMOLLM: MeAULUHCKYIO (hapMakosiormyeckoe nedveHve ¥ BO3AeicTBMe OU3NYECKNX
N cpefoBbiX (DaKTOpPOB), COUMaIbHYIO (YAOBNETBOPEHME COUMASIbHBIX HYX[ pebeHka)
N MCUX0NOro-nefarornyeckyto (cogaHme ycnoBuin ons pasBUTUSA NCUXMYECKUX BO3MOX-
HOCTel, yNyylleHUss 3MOLUMOHA/IbHOTO COCTOSIHWS, MOBbLILWEHNUS CTENeHW COoLManbHOM
KOMMETEHTHOCTU, peanm3aunm IMYHOCTHOIO M TBOPYECKOro noteHumana) [4]. Mcuxonoro-
negarornyeckme TEXHONOrMM ¢ Hay4YHbIM 060CHOBaHNEM KOPPEKLMOHHOIO 1 BOCCTAHOBU-
TeNbHOro ahhekToB LOMKHbI MCMOMBb30BaTLCA HA BCEX Tanax MeAWLMHCKOW fesTerb-
HOCTMW: AMarHoCTMYECKOM, NPOUNaKTUHECKOM, NPOCBETUTENLCKOM, peabuinTalMoHHOM.
Bbicokasi coumanbHas 3Ha4YMMOCTb BOMPOCOB BOCMUTaHWA 1 06pasoBaHusl AeTeli co
CMA ykasblBaeT Ha HEOOXOAMMOCTb NPOBEAEHNA Hay4YHOro aHasIn3a COCTOSAHWUS MCUXO-
fnoro-nejarornyeckoli NOMOLLM B KOMIMJIEKCHOW peabunutauun geteil faHHON Kateropum
AN onpefeneHns akTyasbHbIX HanpasneHuii uCCnefoBaHunin, YTo 1 CTaso LEeMblo HaCTo-
Alleli ctatbm.

OcHoBHaga 4YacThb

B HacTosLllee Bpemsa B 60/bLUIMHCTBE CTpaH EBponbl, AMeprku 1 A3nn OCyLLEecTBNSA-
€TCA Hay4HbI MOUCK METOA0B NeYeHNs HEPBHO-MbILLEYHbIX 3a60/1eBaHNi, B HaCTHOCTU
CMUHA/IbHOI MblleYHOW aTpodmeir. Pe3ynstaToM MHOFONETHWX WCCefoBaHWiA CTasio
co3gaHne iekapCTBEHHbIX NpenapaToB 1 aJifopPUTMOB MeANKO-CoUMasibHON peabunura-
LUun ANnsa ynyyleHus KavyecTsa X13Hy naumeHToB co CMA pasnuyHbix TUNos [5].

Mo gaHHBLIM aMepUKaHCKMX UCCieA0BaHM MO COCTOAHMIO Ha 31 aekabpsa 2016 r., 6asa
baHHbIX Cure SMA noc/ie KOPPeKkTUPOBKM COAEPXUT AaHHble 0 1966 yenoBek, U3 HUX
51,9% wmmetot | Tn CMA, 32,3% — Il Tun 1 15,8% — Il Tun [6]. KaHagckuii pernctp Heps-
HO-MbILWEYHbIX 3a60MeBaHWii N0 COCTOAHMIO Ha mapT 2020 r. coaepxan AaHHble 0 250
naumeHTtax co CMA [7].

CornacHo ceegeHuam ®rBHY «Meanko-reHeTUYecKknii HayuHbIn LEHTP M. akageMmka
H. IN. boukoBa», B Poccun yactota MyTauuii B reHe y Hocutenein SMN1 nmeeT cooTHoLLe-
Hue 1:36 [8]. B P® He cyuiecTByeT odhunLmanibHOro permctpa naumeHtos co CMA, Ho, co-
rnacHoO cTatucTuke 6narotBoputensHoro gpoHga «Cembn CMA», Ha 31.12.2019 r. gna-
rHocTupoBaHo 913 naymeHToB co CMA, k 2020 r. 4uncno 60/bHbIX yBEMMUMAOCL A0 998
naymeHToB. Bcero B Poccum npubnmsntensHo ot 5000 go 7000 ntogei ¢ gaHHbIM 3a60-
nesaHuem [9].

OCHOBHbIMW NPUYNHAMWN YBENUYEHNSA YaCTOTbl pacnpocTpaHeHHocTn CMA asnawTcA
Kak UCTMHHOe HapacTaHue 3abo/1eBaemMocTy, Tak 1 MeguKo-coumanbHble daktopsl. Co-
BpeMeHHble BO3MOXHOCTU MeAMLUHbI NO3BOMSAOT BbIXaXXUBaTh AETEN, POXAEHHbIX C KpU-
TUYECKN HU3KOW Maccol Tena, AeTeli C TAXeNbIMU NepuHaTasbHbIMU natonoruamm (ac-
ukemsa, pogoBas TpaBMa, MHAEKUMOHHbIE 3a60/1eBaHus). PaclumpeHue B1aoB U hopm
Me[MKO-COLNATbHOW U SKOHOMUYECKOW NOAAEPXKKN HE CMOI/I0 MEPEeSIOMUTb CIOKUBLLYHO-
CSl HEraTMBHYIO AVHAMUKY Nokasartesieli COCTOSHUS 340P0Bbs AETCKOr0 HaceneHns cTpa-
Hbl Y MPUBESO K NOSAB/IEHMIO HOBOTO MOKO/IEHWA HOCUTeNel reHHbIX MyTauuii. Ha ysenuye-
Hve KonuuyecTBa geteil co CMA NoBAMSAIO0 Takke NOBbILEHNE YPOBHSA ANArHOCTUYECKMX
BO3MOXHOCTEl MOSIEKYNSAPHO-TEHETMYECKOW Bepudmkaumm [10].
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C 1 anBapa 2023 r. scTynui B cuny npukas Ne 274H «O6 yTBepxaeHumn Nopsaka oka-
3aHUA MeAMUMHCKON NOMOLUM naumeHTam C BPOXAEHHbIMU U (M) HacNneACTBEHHbIMM
3aboneBaHnAMU» [11]. TecTpoBaHMe HOBOPOXAEHHbIX HA Ha/IMYNE HAC/1eCTBEHHbIX 3a-
60/1eBaHMin BbIPOCNO € 5 A0 36 HO30/10MWiA, B CKPUHUHT BKIOYEHa U anarHoctuka CMA.
Takum 06pa3oM, B CKOPOM BPEMEHMN OXUAAETCS elle 60nblUee KOMYeCTBO AETel C 3TON
peakoii 601e3HbH0.

Mpu 3Ha4YMTENBLHOM Nporpecce B 06n1acT hapMakosiorMyeckoro fIeYeHns 1 npuMeHe-
HVS HEMEeAMKAMEHTO3HbIX TEXHOMOMMn AN BOCCTAHOB/IEHUS ABUraTe/bHbIX BO3MOXHO-
cTeli nauveHToB co CMA, opraHusauus 1 cogepxaHue ncuxonoro-nefarormyeckoro co-
NPOBOXAEHMS B MOMHON Mepe He onpegeneHbl. C Lenbio 0606LLEHNS HAYYHbIX AAHHbIX
B 06nacTu opraHu3aumm obpas3oBaHns U NCMXOOr0-NefarorMyeckoi NomMoLwy AeTSM Co
CMA Kak HeOTbLEM/IEMOI COCTaBASAOLWENA KOMMIEKCHON peabunutaymm Hammu 6bia1 Npo-
BEJEeH Hay4HbIi MOMCK N aHa/IM3 iMTepaTypHbIX UCTOYHMKOB NO AaHHOW TemMe, KOTOpbIii
rnokasaui criegyrolee.

BnepBble cnvHanbHas MblweyHasa atpodmsa onvcaHa B XIX B. aBCTPUIACKUM HEBPO-
norom I BepguHrom. B 1891 r. B XypHane «ApXuMB NCUXUATPUU U HEBPONOTUU» Bpad
B CBOEil cTaTbe npeactaBu/l onucaHwe nNatomMopdosIorMyecknx U3MEeHEHUN pas/inyHbIX
rpynn Mbilwy, nepudiepuyecknx HePBOB U CNMHHOTO MO3ra, NPeAnooXu HacneacTBeH-
HbIl XapakTep 3a6oneBaHus. B 1892 r., He3aBUCUMO OT cTaTbk . BepauHra, HemeLKuii
HeBponor W. FogpdpmaH 060CHOBaT HO30/10TMYECKYD CaMOCTOATE/IbHOCTL 3ab0/ieBaHuns
CnNuHauibHasA MblweyHasa atpodua. B 1893 r. yyeHble npeacTtasuiv onnucaHne 7 criyvaes
n3 4 cemeil, a TaKke pesynbTaTbl UCCNefoBaHus ayToncuii 2 60nbHbIX ¢ CMA, N0 AaHHbIM
KOTOPbIX 6bI/IN BbISiB/IEHbI XapaKTepHble NatoMopdosiormyeckme nameHeHus [12].

TepMnH «CnuHasibHas aMuoTponsa» SABASETCA LUMPOKUM MOHATUEM, 06beAWHsI0-
MM rpynny 3a60n1eBaHunii, CONPOBOXAAOLLMXCS AereHepaunen auraTesibHbIX HeliPOHOB
B CMWHHOM MO3re 1 (Unn) CTBOME TONIOBHOTO MO3ra M XapakTepusyowmnxcsa npenvyLie-
CTBEHHO ayTOCOMHO-peLLeCcC/BHbIM TUMOM HacnefoBaHus [2].

Ha cerogHsilwHWiA aeHb nog TepmmnHom CMA cneynanictamn NoOHMMaeTcsi Hanbonee
pacnpocTpaHeHHas copmMa 3aboneBaHus, OOYCNOBMIEHHOE MyTauUsiMU B FeHe BbDKW-
BAeMOCTM MOTOPHbIX HellpoHoB 1 (survival of motor neuron 1 — SMN1), pacnonoxeH-
HOM Ha A/IMHHOM niede 5-ii xpomocombl. 3Ta popma cTtana ob6o3HaqaTees kak CMA 5q,
nnun npokcmmanbHass CMA [13].

CornacHo MexayHapoAHbIM CTaHAapTaM, AMarHOCTUYECKUA anropuTM BKIKOYaeT Me-
[OVKO-TeHEeTUYeCKoe uccnegosaHune, oueHKy (PYHKLUMOHAIbHbIX BO3MOXHOCTEN naumeHTa
C Y4EeTOM PeKOMEHA0BaHHbIX MeXAYHapOAHbIMKN 3KCnepTaMmu BepUdULIMPOBAHHbIX LUKa
(RHS, RULM), a Takxe (yHKLMOHa/bHbIE, pagmnonormnyeckme u GMoxmMmyeckne MetTogbl
nccneposaHus [14]. OcHoBononarawwmym cpeam Kputepmes AOCTOBEPHON AMArHOCTUKN
ABNSAETCA MOUCK reHETUYECKOW MyTauuu, 4YTO paccMaTpuBaeTcs B KayecTBe 30/10TOro
cTtaHgaprTa [15].

K knnHmyeckum nposisneHnsam CMA oTHocATcs: 6ynbbapHble HapyLlieHus (ocnabneH-
HbI KPUK Yy AeTEN, hacumKynsaummn a3bika), HapyLeHUs ObIXaHWs, KOHTPaKTypbl CyCTaBoB,
CHWKEHMe Un OTCYTCTBUE r1y60KNX pednekcos, aTpodmsa MblLL, KX C1abocTb U rmMno-
TOHUA [12].

Takke nposiBneHns 60n1e3HM MOryT BapbupoBaTbCs B 3aBUCMMOCTM OT TUNa 3abonesa-
HuA. B HacTosAwee Bpems Bbigensotca 4 tuna CMA:

1) CMAITtuna (6onesHb BepaHura —ModdmaHa) — octpoe 3aboneBaHne y MaageHLUes,
Tshkenas copma. K gaHHomy Tuny otHocaTes Ao 30% Bcex cnyvyaeB CMA. Mposiensercs
B Bo3pacTte o1 0 oo 6 mecsues [16]. XapakTepHbiMu npusHakamu CMA | Tuna sBnsoT-
CA CTpeMUTENbHOEe MPorpeccMpoBaHne CUMNTOMOB, rly6okas ¢1abocTb U BbipaXeHHas
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Anddy3Has MbllleyHas rMnoToHUs, HapacTaHne MbIleYHol ¢naboCcTn B KOHEYHOCTSX,
NPUBOASLLEA K PEe3KOMY BblPaXKEHHOMY OrpaHWYeHUI0 akTUBHbIX ABWXeHURn. CpegHsas
NPOAO/IHKUTENBHOCTL XM3HK pebeHka co CMA | Tuna coctasnser B cpegHem 5,9 mecsaua.
95% nauneHTOB He A0XMBAalOT 40 Bo3pacTa 2 sieT. OCHOBHAasA npuynHa CMepTu — Abixa-
Te/lbHast HeJOCTaTOYHOCTb Ha (DOHE MHTEPKYPPEHTHBIX PECNMPATOPHbIX 3a60/1eBaHWIA.

2) CMA Il Tvna, NpoMexXyTouHbIA BapraHT (cuHgpom [ly6osuua). Hanbonee pacnpo-
CTpaHeHHbIn BapnaHT CMA (45% cny4yaeB). Ualle BbISIBNISETCS y AeTel nocne 6 mecsues
XWU3HM 1 [0 ABYX NeT [2]. Npofo/mKUTeNbHOCTb XMU3HU BapbupyeT oT 2 ao 20-30 net. MNpu-
YMHOW BOMBLUMHCTBA PaHHNX CMepTeli ABNAITCSA pecnmpaTopHble MHekumn.

3) CMA Il Tna — oHoweckas dpopma (6onesHb Kyrenbbepra — BenaHgepa). K gaHHo-
My TUMYy OTHOCMTCS OKOMo 18% Bcex cnyyaes 3abonesaHus. JguratesibHas akTMBHOCTb
BO BHYTPMYTPOOHOM nepuoge y AeTeil foCcTaToyHa, Npu poxaeHWn pebeHoK 3740poB,
4e60T CMMMTOMOB MPOUCXOAMT B MPOMEXYTOK OT 2 A0 15 neT. bonbHble npeabasniaioT
Xanobbl Ha 3aTpyaHeHus npu xoabbe, b6ere, nogbeme Uan cnycke, npucegaHum [17]. bo-
Ne3Hb nporpeccupyet MeasieHHo, Y B 60/bLUMHCTBE Cly4aeB MOXHO OXuAaTb HoOpMaslb-
HYI0 NPOAO/IKUTENBHOCTb XNU3HU.

4) CMA IV tuna. [le6toT 3aboneBaHns — B Bo3pacTHOM guanasoHe ot 10 go 30 nert.
XapakTepHoli 0COB6EeHHOCTbIO ABMSETCA CTEPTOCTb K/IMHWYECKMX NPU3HAKOB B BUAE He-
3HAUUTENbHOIO OrpaHnyeHns PyHKUMN NepeaBuXeHns, 3aTpyaHeHuii npu 6ere, npucena-
HUSIX, MPbIKKaX, YMEPEHHON rmnoTpodhmmn MbillL, 6egep v Ta3oBoro nosica [1; 18]. TeueHune
3a60/1eBaHNA Yallle cTaumMoHapHoe.

PaHHee BbIsIBieHMEe MaToNorMM No3BONSET HavyaTb OkasaHue MomoLLM 3aboneBLUMM
Ha paHHuX aTanax 3abonesaHus, B YacTHOCTU CMA | Tuna, Tak Kak OHO SIBNISAETCA camMbIM
OonacHbIM.

Ha cerogHsiLLHNA MOMEHT paguKasibHOro fiedyeHnss CMA He CyLeCcTBYET, HO B COBpe-
MEHHOI thapmMakonorum caenaH NpopbIB N0 CUHTE3Y NpenapaTos, BIUSIOLWMX HA TeYeHne
60ne3Hu 1 ee ncxofd. PaspaboTaHbl TPU NeKapCTBEHHbIX CPeACcTBa, MOANULMPYIOLLNX
N AENCTBYIOLMX HA NpUYnHYy pa3sutus CMA:

1. Nusinersen (CnuHpasa) — npenapaTr yBenuumMBaeT NpPoM3BOACTBO 6enka SMN
N3 «pe3epBHOro» reHa SMN2 ¢ ncnosnb3oBaHNEM MOMEKYS, CTPYKTYpa KOTOpbIX pa3pabo-
TaHa 4N NeveHns CNMHasIbHOM MbllevHon aTpodhmu. Mpenapar NpMBOAUT K KIMHUYECKN
3HAUMMbIM Y/yULIEHUAM U OCTaHaB/IMBaET NporpeccupoBaHne 3aboneBaHns. KpatHoCTb
BBeaAeHus: 1-in aeHb, 15-it geHb, 30-ii geHb, 60-ii geHb, NOTOM NOAAEPXKMBalOLWan A03a
BBOAMTCA Kaxkable 4 mecsua. MNauveHT HaxoaMTCs Ha noaaepXxunsatoLeli Tepanmm NoXms-
HeHHo [19].

B knuHuyeckom uccnegoBaHuy «CrnvHpasbl», NpoBefeHHOM komnaHveid ENDEAR,
13 121 naumeHta co CMA | Tna Bbbkunv 84% naumeHTOB, Nosy4yasLunx npenapar, u 61%
naumeHToB, nony4vasLmx nnaue6o [20].

2. Risdiplam (3Bpucan) — npenapar pa3paboTaH A48 A/IMTeNIbHOIO NOBbILWEHNS U NoA-
AepxaHusa ypoBHs 6enka SMN. MexaHu3m AelicTBMA npenaparta nNpMMEpPHO Takol xe,
Kak 1 y «CnuHpasbl», rnaBHOE OTMYMe — NepopasibHbI MeToq BBeAEeHUS npenapara.
Mo gaHHbIM KAMHMYEeCKMX ucnbitaHnin 2020 r., 6onee 88% mnageHues co CMA | Tuna
BbDKMMN 1 BOSIbLUE HE HYXJaNNCb B NOCTOSHHOW BEHTUNALUM NErkux nocne 2 net npu-
MEeHeHUs npenapara, B JaUlbHelLleM y AeTeil 0TMevasioch yny4lleHne ABuratesibHbIX Ha-
BbIKOB [19].

3. Onasemnogene abeparvovec (3onreHcma) — NepBblil Mpenapar reHHol Tepanuu,
npegHasHayeH Ans ycTpaHeHus reHeTuyeckoi npnunHsl CMA nytem 3aMeHbl AedIEKTHOro
nnau otcyTtcTBytollero reHa SMN1. BBoguTtca ogHOKpaTtHO BHYTPUBEHHO B Bo3pacTe Ao 2
net y nauneHtoB co CMA | Tnna. «3onreHcmMa» 3aperncTpuposaHa B Poccun 9 gekabpsi
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2021 r. Npwu oueHke adodpekTMBHOCTM Npenapara B PP 13 10 nauneHtoB co CMA, nony-
UYMBLUUX MHBEKUNIO «30/ITEHCMbI», Yepe3 6 MecsLeB NosoxuTenbHas AnHamuka Habnto-
panacb B 7 ciyyasx [20].

Takum obpasom, 6narogaps NOsIB/IEHWIO HOBbIX CMOCOOOB /IeYEHUs NPOMU3OLLIN 3Ha-
ynTesbHbIE MNOMOXUTE/bHbIE U3MEHEHNS B TeYeHne 3ab0o1eBaHns 1 NPOAO/HKUTENTBHOCTU
XM3HW nauneHToB co CMA. B €BS31 € 3TUM 0CO6YI0 aKkTyaslbHOCTb NPMOGPEN BOMPOCHI
BOCCTaHOB/IEHNS NCUXOIU3NYECKOTO (YHKLMOHMPOBaHWS 60/1bHLIX CMA 1 co3gaHus yc-
NoBWIA 4NS yAyULEeHNs KauecTBa UX XN3HW.

CornacHo npukasy MuHzgpasa Poccun ot 29.12.2012 r. Ne 1691H «O6 yTBEpXAEHUN
CcTaHgapTa crneuvan“3vupoBaHHOW MEAULMHCKON NOMOLLM AETAM NpW CVHAMbHbLIX Mbl-
LeYHbIX aTpodunsax» [21], cywecTByeT CTaHAapT OKasaHus MeANLMHCKOM NOMOLLM AeTAM
co CMA, rae yka3aHo, 4To pe6eHOoK ¢ faHHbIM 3a6051eBaHeM MMEET NPaBo Ha cTauMoHap-
Hoe Hab/ogeHne, OCMOTP CNeLnanncToB, a Takke Ha MoAAePKMBAOLLYIO JIeKapCTBEH-
Hyt0 Tepanuio 1 peabunnTaumMoHHbIE MEPONPUATUSA B paMKax CTalMOHapPHOro NeYeHus.

[nsa adhheKTUBHON KOPPEKLMUN KNIMHNUYECKUX CUHAPOMOB, B HACTHOCTM MbILLEYHOI cna-
60CTN, UCNONb3YIOT Pa3INYHbIe peabunnTaunoHHbIE METOAbI U CPeacTBa: KnHesnoTepa-
nus, opTesbl, KOPCEeTbl, NpucnocobnexHnsa Ansa nepeasumwkeHns [22; 23]. Llenb n metoamku
nporpaMmmMbl peaéunuTauny onpesenstoTca KOHCUIMYMOM CNeLnasimcToB Ha OCHOBaHUN
aHasM3a pesynbTaToB TeKyLLei OLEHKM COCTOSIHUS MOTOPHBLIX YHKUMIA 1 opToneanye-
CKMX NPOSIBNIEHWI, XapakTepa NcMxousnyeckmx HapyLueHuii.

[ns naumeHToB, CNOCOGHLIX K CAMOCTOATE/IbHOMY NEPeABKEHNIO, OCHOBHLIMUW 3a4a-
Yyamu peabuamTaummn ABNSIOTCA BOCCTAHOB/IEHME U yrydlleHne YHKUUM NOABUXHOCTU
[OBWKEHUSA CyCTaBOB C akLeHTOM Ha BepxHMe KOHEYHOCTH, a Takxe ynydlleHne 6anaHca,
BbIHOC/IMBOCTM, CO34aHue NpaBu/ibHOIO CTepeoTuna ABVXEeHWIA, ToNepaHTHOCTU K (on3un-
YeCKMM Harpyskam.

Mpyn BO3MOXHOCTM BEpTMKaM3aLumm n coxpaHeHns 601bHbIM CMA n03bl B NOIOXEHUN
C/as HasHa4yarTCs BOCCTAHOBUTESIbHbIE MEPOMNPUATUA O/ NPEefOTBPALLEeHNs KOHTpak-
TYP KOHEUYHOCTEW, yMeHbLUeHNs AedopMaLmii N03BOHOUYHKKA, YBeNMYeHns obbema fBu-
XEHWI, a TaKkKe COXpaHeHMs WK yBeSMYeHNs obbema ABWKEHWUI, nogaepxaHus u co-
BEpLUEHCTBOBaHMSA MOBW/ILHOCTY NauneHTa.

Peabunutaumsa nuvy, BepTukannsauums KOTOpPbIX HEBO3MOXHa, HampasneHa Ha nog-
OEePXKY BUTANbHbIX (DYHKLWIA OpraHn3Ma, CHUXEHNe puUcka pasBuUTUS OCNIOXHEHWN, CBS-
38HHbIX C BbIHYXAEHHbLIM MOJIOKEHNEM MaLneHTa, 3a CHET NPUMEHEHNSA METOL0B Yy/yulle-
HMA yHKUMM 1 Arana3oHa ABWMKEHUN, NpefoTBpaLLeHns o6pa3oBaHUsa KOHTPaKTYp.

B KMHMYECKNX peKoMeHJaunsaX ykasblBaeTcs, YTo, MOMUMO Pa3BUTUS ABVKEHWIA, KOM-
naekcHas peabunutaumns naymeHtToB co CMA fo/mKHA HOCUTb MYLTUANCLMNAVHAPHbINA
XapakTep 1 BKOYaTb MCUXO/I0ro-negarornyeckme MeponpusTis € Lenblo Co34aHus onTu-
MaslbHbIX YCNOBWIA AN NCUXMYECKOro pa3BuTus pebeHka 1 ctabunusaumm ncuxonorunye-
CKOTO COCTOSIHMS YX@XMBAKLLMX B3POCSbIX (poAnUTENER /MNn 3akOHHBLIX NpeacTaBuTenei
pebeHka).

HeobxoaAnMoCTb y4yacTmsa B KOMNAEKCHOW peabuavtauum cneynasnctoB NCUXooro-
nefarornyeckoro npodunia NoATBepXAaeTca HayYHbIMW SAHHBIMU O TOM, YTO KAa4eCcTBO
XN3HN aeTteit co CMA 3HauuTeNlbHO HWXE TaKOBOro y AeTeli C HEBPOSIOrMYeckummn 60-
nesHaAmMu gpyroii atuonorun. OgHako B ONy6/IMKOBAHHbLIX UTEPATYPHbIX UCTOYHMKAX
N ANCCEPTaLMOHHbIX NCCIeA0BaHUSAX Mbl HE HALLW ONUCaHUS Lenei n anroputMa ncu-
XO/10r0-neAarornyeckoin NoOMoLWM B CTPYKTYpPE KOMM/IEKCHOW peabunutaumm, Kak n pe-
KomeHgauumii no BktodeHnto geteli co CMA B obpasoBaTesbHblin npouecc. B 60/bLWVH-
CTBe 3apybexHbIX nccnefoBaHunii NCUXo10ro-negarornyeckasi IoMoLb pebeHky co CMA
N ero cemMmbe paccmaTpvBaeTCcs Kak MOMOLLb MCUXOM0rOB U coLnanbHbIX PaboTHUKOB
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B OpraHusaumun yxoaa v npucmotpa 3a 60/bHbIM, cofelicTBME B NONYYEHUN Heobxoan-
MbIX TEXHUYECKMX CPEACTB U BUAOB COLMa/IbHOW MOMOLLM, KOOpAMHAUNSA B3aUMOAeNn-
CTBUSA MeXAy NoCTaBLMKaMy MeMLMHCKOW, 06pa30oBaTesibHOM, NCUXO/I0TMYECKON 1 CO-
LnanbHON NoaaepXKu.

Oco60e BHMMaHUe yyeHbIX paspaboTke NCUX0I0rM4YecKoro acnekTa KOMM/IeKCHON pea-
ounuTaumMn 06BACHAETCS TSXKECTbIO COLMaIbHOTO HpeMeHr, KOTOPOEe SIOKMTCA Ha Nieyn
poguTteneii. BoNbLIMHCTBO B3POC/bIX HE UMEKT A0CTATOUYHbIX afanTalMOHHbIX Pe3epPBOB
Ans npucnocobneHus K TPYAHOW XXM3HEHHOW CUTyaLun, YBNEUEHNI0 BPEMEHHbIX U n3n-
YecKmUx 3aTpar Ha yxof 3a TSKeno60/bHbIM MasbILWoM. Ha hoHe nporpeaneHTHOro CHU-
XEHWs Ncmxonsnyeckoro hyHKLMOHMPOBaHNSA pebeHKka Npy OTCYTCTBUM padukKasibHON
MEeAMLMHCKOM MOMOLUM POAMTENU CTa/IKMBAKOTCA C MCUXOTPaBMaTUYECKMMU MepexnBa-
HVAMK CTpaxa, HeonpeaeneHHOCTU, NMEeCCUMMUCTUYECKON KapTuHbl Byayuiero. CoyeTaHne
NCUX0PU3NYECKOro UCTOLLEHNA U XPOHMYECKOT0 3MOLMOHA/IbHOTO CTpecca CBuaeTenb-
CTBYET O BbICOKOM pUCKEe BO3HUKHOBEHMS Y B3POC/IbIX AUCTPecca 1 NocTTpaBMaTnyeckoro
CTPeccoBOro paccTpoiictea [24]. B Poccuiickoii ®egepaumm NCUXonornyeckyo nogaepx-
Ky poauTenun getein co CMA moryT nonyumTb 6ecnnatHo, 06patuBLIMCL B 6r1aroTBopu-
TeNbHble POHAbI NOMOoLLM AeTAM co CMA 1 ux ceMbsiM («BaxkHble ntogm», «CeMby CMA»,
«CMAMOHO» 1 gp.). HecmoTps Ha Hannyve rocygapcTBEHHON CUCTEMbI COLMANbHOM No-
MOLLM, BOSTOHTEPCKMX OpraHn3aLunin n 6aroTBopuTeNbHbIX HOHA0B, 60NLLUMHCTBO poau-
Tenei getein co CMA roBopsiT 0 TOM, YTO UCMbITLIBAKOT PSS NeAarornyeckux u ncuxoso-
rMyeckmx TpygHocTteii. MNMpobnema AOCTYNHOCTM M KayecTBa NCUMX00ro-negarornyeckoro
conpoBoxaeHus 6o/1bHbIX co CMA B npouecce peannsaumm KOMNIEKCHOW peabunmrayum,
KOTOpasi MOXeT OCYLLEeCTBMATLCA B Pa3HbIX MHCTUTYLMOHASIbHBIX YC/10BUSIX, 06YC/I0BeHa
WHHOBALMOHHOCTbIO AaHHOro BMAa MOMOLLM U OTCYTCTBMEM Hay4YHO-O060CHOBAHHOIO Mo-
psgka ee peanusauuu.

OTAaenbHo Hepa3paboTaHHON TEMOI IBNSETCA OpraHn3auns obpasoBaHus 1 Bocnuta-
Husa geTeit co CMA kak B JOMALLHUX YCNOBKSX, Tak 1 B 06pa3oBaTe/ibHOM opraHv3auu,
B TOM 4ucne KpuTepun Bbibopa obpasoBaTesibHOro MapLipyTa 1 nporpaMmmMbl 06ydeHus
Ha pasHblIx aTanax 6one3Hu pebeHka. C yueToM Ncnxohnsnyeckmnx orpaHudeHnii s Bkto-
yeHus geteii co CMA B 06pa3oBate/bHbIii NPOoLECC HEOOXOAMMO CO34aTb CrneuuasbHble
ob6pasoBaresibHble YC/I0BUSA, NHAMBUAYA/IbLHO NOAGUPaTL TEXHUYECKNe cpeacTBa n 6es-
ONacHbIN peXxunM neJarormyeckoii Harpy3ku, yunmTbiBatoLLMi XxapakTtep MopOI0rnyeckmnx
U3MEHEHWI N TAKECTb KTMHUYECKOro COCTOAHMSA. OfHaKo [0 HACTOALLEro BpEMEHN AaH-
Hble BOMPOCLI He YperynnpoBaHbl U TPEBYIOT opraHn3aumn MexancLunIuHapHbIX Hayud-
HbIX UCC/Ie[0BaHUIA, YTO MO3BOMUT 3@ CYET COTPYAHMUECTBA YYEHbIX 06beauHUTb And-
hepeHuMpoBaHHble 061aCTV HAyYHOTO 3HaHUA 1 pa3paboTaTrb KOMMEKCHY nporpammy
MeAMKO-COLMasIbHOW peabunmTtaunm getein HOBOW Maslon3yyeHHOl KaTeropum.

3akIoueHue

CTpemutenbHoe COBEPLUEHCTBOBAHME MEAMUMHCKUX TEXHOMOrMii cnocobCcTBOBas10
paHHeMy BbISIBMIEHNIO HEPBHO-MbILLIEYHbIX 3a60/1eBaHWi y AeTeld. Ha HayasibHOW cTaamm
pa3paboTkn HaxoAATCA BOMPOChI HAay4YHOro 060CHOBAHUS MpPorpaMM U NPOTOKOI0B KOM-
NnIeKCHOW peabunvtaumm Aetein co CNMHaNbHOW MbIlLeYHOW aTpodimeli, YTo ykasbiBaeT
Ha 0CcOo6yH aKTyanbHOCTb AaHHOV 061acTU MeXANCLUMIMHAPHbIX UCCNELOBaHWIA.

B HacToswee Bpems peabunuTtauma aeteil co CMA HanpasneHa Ha KOppekuuio
[ABUraTenbHbIX HapyleHnid 1 3aMef/ieHne NporpeineHUnm naToorMyeckoro npowec-
ca npv pasnnyHbIX TMNax n ctaguax 3abonesaHns. HayudHblil momck n anpobaumsa ag-
(PEKTMBHBIX NCMXOMNOro-nefarormyecknx TEXHONOMMn NoOMoLLM cembe pebeHka co CMA

122 Hayka u kona / Science and School N¢ 12024



KoppekunoHHas neparormka

NO3BOAUT AOMNO/HUTL NPOrpaMMy KOMMMIEKCHON peabunutauuyv MHCTPYMEHTOM, npesa-
ynpexaawLlwmM BO3HUKHOBEHUE C/IOXHOW CTPYKTYpPbl BTOPUYHbIX U TPETUYHbIX COLM-
anbHbIX MOCNeacTBUiA 60NEe3HN, akTMBU3aLUM KOMMEHCATOPHO-MPUCNOCOBUTENBHbIX
hyHKUMI NS peanusaumm NCUXMYECKNX BO3MOXHOCTEN M counanmsauun pebeHka co
CMA Ha pasHbIx BO3pacTHbIX 3Tanax. O6beKTUBHbINA [Ny60KWii aHann3 pesynsTaTtoB cu-
Heprmyeckoro agpchekTa passiMyHbIX KOMOUHaLMI METOAOB U BOCCTAHOBUTE/IbHbIX Me-
ponpuaTuiA B KOMM/IEKCHON MEAVLUHCKON peabuimTaumm MOXET OCYLLEeCTBUTL TOJIbKO
KOMNEKTUB CNeunanucToB M3 pasHbiX NPogiecCcroHasnbHbiX obnacteil, OCHOBbIBASCh
Ha JaHHbIX MOHUTOPWMHra NCUXO(PM3NYECKOrOo COCTOSHUSA NauueHTa C NMOMOLLbI K-
HMYECKOWN OLLEHKM W MCMXOM0ro-nefarormyeckoil ANarHoCTUKA Ha pas/inyHbIX CTagusx
3a60neBaHNs, ¢ ouKcauneid fJaHHbIX O XapakTepe 1 NpPosiB/IEHNSAX MPOrpeccupoBaHns
60/1e3HM, KPUTEPMEB 1 MOKasaTenel, OPUEHTUPYIOLLMX Ha onpedesieHne coumanbHbIX
N obpasoBaTesibHbIX YC0BWIA, UX MOAUCMKaLMI0, MEPCOHNGULIMPOBaHHLIA BbIGOp an-
ropuTMa 1 cogepxaHus TepaneBTUHYECKUX U NCUXONOro-nefarornyecknx MetTogoB BO3-
fencTeus. Takxe cnegyeT onpefenvTb HaNpPaBeHUs U OpraHn3aumio NCUX0N0rnyYecKoi
paboTbl ¢ YneHaMn ceMby pebeHka co CMA, KOTOpble eXefHEBHO CTasIKMBaloTCA CO
MHOXECTBOM NCUXOCOLMa/IbHbIX U NeAarornyeckux npobnemsl B NpoLecce yxoaa u Boc-
nMTaHus. 3TO CBSA3aHO C TeM, YTO Ha )OHEe MPOrpeAMeHTHOrO CHMKEHMS Ncmxodmnan-
4YecKoro hyHKLMOHUPOBaHUS pebeHka Npu OTCYTCTBUM pafukanbHON MeaULMHCKOWN no-
MOLLM, pOAWNTENIM HAXOAATCSH B COCTOSIHAM HEOMpeaeneHHOCTU U UCMbIThIBAKT CTpax.
CoueTaHne Ncnxopm3anyeckoro UCTOLLEHNS 1 XPOHNYECKOTO 3MOLMOHASIbHOTO Hanpshxe-
HVS1 CBUAETENMLCTBYIOT O BbICOKOM PUCKE BO3HUKHOBEHNWS Y B3POC/IbIX AUCTPEcca U NOCT-
TpaBMaTM4ecKoro CTpeccoBOro paccTpoliicTaa.

JnddhepeHLmpoBaHHbIli NOAX04 B OKa3aHUW NCUXOMN0ro-negarormyeckoin nomoLm pe-
BGEHKY 1 poanTensam (3aKOHHLIM MPeAcTaBUTENAM) B KOMMNIEKCHON MeANLMHCKON peabu-
NTauMn Kak ¢ KITIMHUYECKMX NO3ULMIA, TaK U C YH4ETOM COBPEMEHHLIX AOCTWXEHWIA B 061a-
CTV MCUXOJ/IOTMN U NeAArorukn No3Bo/IMT OCYLLLECTBUTb UHANBUAYa/bHbIN NOA60P METO0B
BOCCTaHOBUTENBLHOIO fleueHnsl 415 3amef/IeHuss NaTosiornMyeckoro npowecca u npodm-
NaKTUKN OC/IOKHEHWUIA U, KaK CNeACTBME, YMEHbLUEHUS TSXKECTU MHBa/IMAN3ALMN Ha Npo-
TSOKEHMUN BCEW XN3HM NaumeHTa. Pe3ynstaTtom MeXANCLMNIMHAPHbIX YCUMUA CTaHOBUTCS
BO3MOXHOCTb aKTUBHOIO 6€30MacHOro BkoYeHns pebeHka co CMA B 06pa3oBaTtesibHbIl
npoLecc 1 06LLeHNE CO CBEPCTHUKaMW, PeasIMCTUYHOCTb NEPCMNeKTUB ero npodeccumo-
Ha/lbHOI peanu3aumm 1 ynyUlleHns KaiecTBa XN3HU.
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