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PE3IOME

BeepeHue. CnuHanbHasA mbileyHas atpodusa 5q (CMA) — nporpeccrpytollee HelipoMblleyHoe 3aboneBaHne, 06yCIOBNEHHOE MyTaLmeil B
reHe SNN1. NaToreHeTMuecKan Tepanus CyLeCTBEHHO M3MEHWA eCTeCTBEHHOe TeueHre 3aboneBaHus, HO He obecrneunna NoIHOro BoCCTa-
HOB/EHVA paHee yTpaueHHbIX MOTOPHbIX GyHKLMIA. Ha GpoHe coxpaHAIoWencs MblIeYHON ClaboCcTn peabunutaumsa oCcTaéTcs BaKHENLWM
KOMMOHEHTOM KOMMIEKCHOTO BefileHWsA nauneHToB. Lienb nccnefoBaHua — oueHUTb 06bEM 1 CTPYKTYpY peabunutaumn y naumueHtoB co CMA
1-3-ro TMNOB, NONyYaloOLMX NAaTOreHeTUYECKyYIo Tepanuio, N onpeaenuTb eé CBA3b C ANHAMUKOW MOTOPHOIO PasBUTUA MO YNCITY MOTOPHbIX
HaBbIKOB.

Marepuanbi n metoppl. B nccnenosaHme BkiatoyeHo 143 naymeHta co CMA 1-3-ro Tunos (59 — CMA 1-ro Tuna; 52 — CMA 2-ro Tuna; 32 —
CMA 3-ro Tvna) B Bo3pacte 0-18 net. MeanaHa BpeMeHu o Havyana naTtoreHeTuyeckomn Tepanum ot aebiota 3abonesaHuns paBHanack 6,0 [3,0;
13,0] mec npu CMA 1-ro Tuna, 45,0 [14,0; 90,0] mec npu CMA 2-ro Trna u 100,0 [67,0; 147,5] mec npu CMA 3-ro Tna. MNeprog HabnoaeHns
cocTaBuw 3 roga oT UHMLUMAaLMK natoreHeTuyeckon Tepanmu. OyHKLMOHabHbIN CTaTyC OLleHUBaNM No 8 MOTOPHbIM HaBblkam COrMIACHO KpuTe-
puam BO3. O6bEM peabunuTaLlyin onpeaenany no onpocy u MeANLIVHCKON [JOKYMEHTaLN.

Pe3synbratbl. Ha doHe naToreHeTnyeckom Tepanun y nauneHtos co CMA 1-ro Trna oTMeuyeHa NONOXMTENbHAA AMHAMMKa Pa3BUTUA K KOHeY-
HOW TOUKe HabMIOAEHNA: yaepKaHue rofoBbl yBenMumnnoch ¢ 35,6% cnyyaes po 82,5%, nepeBopotbl — ¢ 1,7% Ao 67,5%, camocToATenbHOe
cupieHne JOCTUTHYTO Y 75% peTeid, y 15% nosAsmnack onopa Ha Horu. Y nauneHToB co CMA 2-ro Tmna Ha naToreHeTn4eckow Tepanun 3apukcu-
poBaHa cTabunusaumsa 6a3oBbIX GYHKLUMIA 1 yMEPEHHBIN MPUPOCT CIIOXKHbBIX MOTOPHbIX HaBbIKOB (OCBOEHMEe MoN3aHnA yBennumnoch ¢ 12,5%
10 17,4% nauneHToB; CTOAHUA C noafepKKo — ¢ 8,3% ao 21,7%; xoabbbl ¢ nopaepxkon — ¢ 2,1% po 13%; caMoCTOATENbHON X0AbObl —
10 7,9%). B rpynne nauyneHtoB co CMA 3-ro Tina MOTOpHaa AnHaMuKa Ha GOHe NaToreHeTUYeCKon Tepanum xapakTeprsoBanacb Npenmy-
LLEeCTBEHHO COXPaHEHNEM MMEIOLLMXCA HAaBbIKOB C OTAENbHLIMU YNyYllEHVAMU (HaNpUMep, POCT YacTOTbl NON3aHUA A0 42,9% W e[UHUYHDBIA
Clyyaii NOSABNEHNA CAMOCTOATENbHOW XOAbObI Y MICXOAHO «CUAAYEro» NaumeHTa). Y NCXOAHO «xoAAumx» nauyeHTos co CMA 3-ro Tvna otmeya-
nacb cTabunmsauyua coctosHmA. BoisBneHa 3HauMMasn CBA3b MEXAY YMC/IOM NPUOBPETEHHBIX MOTOPHBIX HABBIKOB 1 06BbEMOM peabunuTaumn
y naumeHtoB co CMA 1-ro Tuna, a TakXe y NCXOAHO «cmaaunx» nauneHntoB co CMA 2-ro n 3-ro Tunos (p < 0,014). Y naunentos co CMA 1-ro
TWNa perynapHas KOMMIeKcHas peabunuTauysa obecneurBana JOCTOBEPHO Goree BbICOKME MOKasaTenm MOTOPHbIX HaBbIKOB MO CPaBHEHMIO
CO BCEMU ApYrmMu noaxoaamu (ppadj < 0,001). Y naumenToB co CMA 2-ro Tvna perynapHble ¢opmMbl peabunutauun (KOMMIeKcHas Uy gomalu-
HAA) AEMOHCTPUPOBaNV NPEUMYLLECTBO Nepes KypcoBol peabunvtaumen (ppadj < 0,024). B rpynne co CMA 3-ro Tmna y cngaunx naymeHTos
peabunutayma Kypcamu (KypcoBas) B TeUeHVe rofa NpuUBOAMIA K NyUllemMy MOTOPHOMY OTBETY Ha SleYeHMe MO CPABHEHMIO C AETbMU, HE MOoJTy-
yaLWMMn peabunmTaumnm (ppadj =0,028).

3aknioueHune. PeabunuTtaLioHHbIe MePONPUATUA Ha PerynApPHO OCHOBE, 0COBEHHO B KOMMIEKCE C Kypcamu Ha 6a3e MeANLIVHCKUX LIEHTPOB,
6bINY CBA3aHBI C JIYYLIMM MOTOPHbBIM OTBETOM Ha NMaToreHeTUYeCKyo Tepanuio Kak y naumeHtos co CMA 1-ro TMna, Tak U y UCXOAHO «CULAYNX»
nauueHToB co CMA 2-ro 1 3-ro Tvnos. MNonyyeHHble AaHHbIE NMOATBEPXKAAOT BaXKHYHO POSb HEMPEPbIBHON peabunutalmuy B COCTaBe CTaHAapTa
BefieHNA naymeHTa co CMA Kak Heo6XO[MMOro YCNOBUA [OCTVXKEHWSA HaUNyyLLIero MOTOPHOrO NPOorpecca Npu COBPEMEHHbBIX TepaneBTUYe-
CKMX NaTOreHeTUYeCKnx Noaxoaax.
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ABSTRACT

Introduction. Spinal muscular atrophy (SMA) 5q is a progressive neuromuscular disorder caused by a mutation in the SMN17 gene. Pathogenetic
therapy has significantly altered the natural course of the disease but has not ensured complete restoration of previously lost motor functions.
Given the persistence of muscle weakness, rehabilitation remains a crucial component of comprehensive patient management. Objective of
the study. To assess the volume and structure of rehabilitation in patients with SMA types 1-3 receiving pathogenetic therapy and determine
its association with the trend in motor development based on the number of motor skills.

Materials and methods. The study included one hundred forty three patients with SMA types 1-3 (59 — SMA 1; 52 — SMA 2; 32 — SMA 3)
aged of 0-18 years. The median time from the disease onset to the initiation of pathogenetic therapy was 6.0 [3.0; 13.0] months in SMA type
1,45.0 [14.0; 90.0] months in SMA type 2, and 100.0 [67.0; 147.5] months in SMA type 3. The observation period was 3 years from the initiation
of pathogenetic therapy. Functional status was assessed using eight motor skills according to WHO criteria. The volume of rehabilitation was
determined through interviews and medical documentation. Statistical analysis was performed using SPSS Statistics, version 26.0 (IBM, USA).
Results. During pathogenetic therapy, patients with SMA type 1 demonstrated positive developmental course by the end of the follow-
up period: head control increased from 35.6% to 82.5%, rolling from 1.7% to 67.5%, independent sitting was achieved in 75% of children,
and 15% developed the ability to bear weight on their legs. In patients with SMA type 2, pathogenetic therapy resulted in stabilization of
basic functions and a moderate increase in more complex motor skills (crawling improved from 12.5% to 17.4%; supported standing from
8.3% to 21.7%; assisted walking from 2.1% to 13%; independent walking — 7.9%). In the SMA type 3 group, motor progress on therapy was
characterized mainly by preservation of existing skills with some improvements (e.g., an increase in the frequency of crawling to 42.9% and
a single case of new-onset independent walking in a baseline “sitter”). In baseline “walkers” with SMA type 3, stabilization was observed. A
significant association was identified between the number of acquired motor skills and the volume of rehabilitation in patients with SMA type
1, as well as in baseline “sitters” with SMA types 2 and 3 (p < 0.014). In SMA type 1, regular comprehensive rehabilitation resulted in significantly
higher motor skill scores compared with all other approaches (ppadj < 0.001). In SMA type 2, regular forms of rehabilitation (comprehensive or
home-based) demonstrated advantages over course-based rehabilitation (ppadj <0.024). In the SMA type 3 group, among “sitters,’ course-based
rehabilitation during the year led to a better motor response to therapy compared with children receiving no rehabilitation (;opadj =0.028).
Conclusions. Regular rehabilitation interventions, especially when combined with center-based rehabilitation courses, were associated with
better motor responses to pathogenetic therapy in both SMA type 1 patients and baseline “sitters” with SMA types 2 and 3. These findings
confirm the important role of continuous rehabilitation as part of the standard of care for SMA, serving as a necessary condition for achieving
optimal motor progress under modern pathogenetic therapeutic approaches.
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BBepgeHme

CnivHanbHas MeinieyHas atpodus (CMA) — Tsokénoe
ayTOCOMHO-PELIECCUBHOE HelpoaereHepaTuBHOE 3ab60J1e-
BaHWe, MPUBOIAIIEe K Ne(PUIIUTY MOJHOLIEHHOTO Oelika
SMN, mporpeccupyonieil rTubes MOTOHEPOHOB CITUH-
HOTO MO3ra U BstoMy napanuuy [1—3]. TpanuuuoHHo 3a-

OoJsieBaHUE MOAPA3ACASTIOT HA 1—3-11 TUIIBI B 3aBUCUMOCTU
OT Bo3pacTa MaHH(MECTAIINN U MAKCUMAJIbHBIX IBUTATE/Ib-
HBIX BO3MOXKHOCTEH manuenTa [4—6].

BHenpeHue maToreHeTMYEeCKO Tepanmuu (HYyCHHEp-
CeH, pucauiiaM, oHaceMHoreH abOemapBoBek MHH)
KapIMHAJIbHO M3MEHMJIO ecTecTBeHHoe TeyeHue CMA,
3aMeUTMB IIPOTPECCUPOBAHNE BTOPUYHBIX OCIOXHEHUI
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1 CO3[1aB YCJIOBUS IJISI COXPAHEHUS ¥ pPa3BUTHUSI MOTOPHBIX
(ynkuumii [6—16]. B aT0ii HOBOIi MapagurMe CUCTEMATH-
yeckas peabuIvTalus IepecTaja ObITh IaUTMaTUBHOM
MEpOM, MNpeBpaTUBIIKUCH B 00S13aTeJbHBIA KOMIIOHEHT
JIeueHUs, yaydiaomuii 2pdekT papmMakoTepanuu U Ha-
MPaBJICHHBIM HA MaKCUMAJIbHYIO pealn3ainio (QyHKIIMO-
HaAJIPHOTO MOTeHIIMAA IMareHToB [17—25].

®du3znoornyeckoe 000CHOBaHUE HEOOXOAMMOCTH Pe-
abuauTaluMu MHororpaHHo. Bo-mepBbIx, H03MpoOBaHHAasK
¢du3nyeckass akTUBHOCTb CITOCOOHA CTUMYJIMPOBATh HEM-
POIIACTUYHOCTD 1 TTOMIEPXKUBATH MBIIIIEYHYIO MAcCy, 4YTO
0COOEHHO BaXXHO Ha (poHE MATOTCHETUYECKOTO JICUCHUS
[22, 26]. Bo-BTOpBIX, peaOuanTaLIMs SIBJISIETCST KIIOYEBBIM
METOIOM IMPOGUIAKTAKA BTOPUIHBIX OCIOKHEHUI: KOH-
TPaKTyp CYCTaBOB, CKOJIM03a, IBIXaTeJIbHOM HEIOCTATOY-
HOCTH, CBSI3aHHOM ¢ AedopManneii mo3BOHOYHMKA, KOTO-
pbIe caMH T10 ce0e YXYIIIAalT Ka4eCTBO XXKM3HU M OTPaHM-
YUBAIOT MOOMJIBHOCTD MTalleHTOB [27].

CospemeHHast peabunurtauus npu CMA — rubkas
cucTeMa MEpOIPUSITUI, HampaBJIeHHas Ha 3aMeIICHUE
OCJIOXHEHMI M pacKphiTe (DYHKIIMOHATBHOTO IMMOTCHIIN-
aja Kaxxnoro nauuenTa [17, 18, 20, 25, 28—31]. OcHOBHBIE
MOIXOIbI K peabunuTauny nammueHToB co CMA oTpaskeHbI
B ACHCTBYIOIINX KIMHUYECKUX peKoMeHaauusx [4, 5].

AddextuBHOCTL peadbmmutanuu pu CMA poctura-
€TCS, €CIM OHa COOTBETCTBYET CJICHYIOIINM MPUHIIUIIAM
(mpuHUMIIBI 3D (HOEKTUBHON PeaOUIUTALINNT):

1) paHHee HaYaJIO peabUIUTAIIMA — C MOMEHTA ITOCTa-
HOBKU ITMATHO3a WU TIPOSIBJICHUS IIEPBBIX CUMIITOMOB;

2) MyJIbTUOIUCIUTUIMHAPDHOCTh — COYETaHHE KOH-
CyJIbTallMM NPOMWIBHBIX Bpadeil, JIeueOHOU (PUBKYIBTY-
pbl (JI®K), sprorepannu, MCHOJb30BaHUS TEXHUYECKUX
cpenctB peadwmmranum (TCP), moronenuu, opre3npoBa-
HUS U TICUXOJIOTUYECKOM OIS PKKH;

3) MHIWBUOYaIU3alUsI — B COOTBETCTBUM C aKTyallb-
HBIM COCTOSTHUEM MallMeHTa M peryysipHas IepeolleHKa;

4) HempepbIBHOCTh — BHEAPEHHWE KOMIUIEKCA eXe-
JIHeBHOM AOMAllIHE! peaOUIMTAlMU B IPUBBIYHBIN PeXXUM
ITHS TIAIIMEHTA;

5) bokyc Ha KadecTBe XXKM3HU 1 MaKCUMAaJIbHOM caMo-
CTOSITEJIbHOCTH TTAlleHTA.

HecMmoTpst Ha moka3aHHYIO BaXHOCTh KOMIUIEKCHOM
peabuiuTaluuy, B peajbHON KJIMHUYECKOU MpPaKTUKe CO-
XpaHsSIeTCsl 3HAYMTEIBHBINA Pa3pblB MEXIY PEKOMEHIAIIM -
SIMU 1 (PAaKTUYECKUM OOBEMOM ITOJTydaeMOM MallieHTaMU
peabunutauroHHOM noMoiuu. McciaegoBaHus yKa3blBaloT
Ha TO, YTO HAa MOMEHT HayaJla MaTOTeHETHUYECKOTO Jieue-
HUS MHOTHE TTaIlMeHTBI, 0COOCHHO C TSKENBIMU (hOpMaMM
CMA, He moayyaiaud ameKBaTHOTO BOCCTAHOBHUTEIHLHOTO
neueHus [32]. OCHOBHBIMU GapbepaMU SBJISIOTCS TSKECTh
COCTOSTHUSI, OTpaHMYEHHAs] TOCTYITHOCTh pPeadWIMTAllU
1 HEAOCTaTOYHAsI MH(POPMUPOBAHHOCTh M1 MOTUBHUPOBAH-
HOCTh POIUTENICH, HEITPUBEPXKEHHOCTh MEIUIIMHCKUM pe-
KOMEHIAITUSIM.

CienyeT yYuTHIBaTh BaXKHOCTh ITPOAKTUBHOTO ITOIXO0-
Jla — TIPEBEeHTUBHOE HAYaJi0 peadMINTaIINM, 1O MOMEHTA
Hayajia (GOPMHUPOBAHMST BTOPUIHBIX OPTOMEANICCKUX OC-
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JIOKHEHU, MPeIoTBpaTUT UxX (popMupoBaHue (WM 3HA-
YUTEILHO OTCPOYMT UX TOSIBIICHME WUIM CHUBUT CTEIIeHb
WX TSIKECTH ), KOTOPBIC MOTYT OTPaHUYUTh (DYHKITMOHATb-
HBbIE BO3MOXHOCTH, HECMOTPS Ha YBEJTMYEHUE MBIIIICUHOMN
cuIbl Ha (DOHE MaToreHeTUYeCcKoTo JieueHus [33—38].

Eme omHoii akTyalbHOI 3amaueil SIBISIETCS TTOMCK
YYBCTBUTEIBHBIX MHCTPYMEHTOB IIJISI OLIEHKU 3((EKTHUB-
HocTU peabunutauny. OYHKIMOHAIBHbBIE LIKAJIbI, PEKO-
MEHIyeMble U OLEHKH 3(hGEeKTUBHOCTA THAaTOTEHETH-
yeckoit Teparmuu (CHOP INTEND, HINE-2, HFMSE,
RULM, MFM-32, 6MWT), Moryr ObITh HEZOCTATOYHO
YYBCTBUTEIBHBI UIST (DUKCALIMM MUHUMAJIBHOTO TIPOTpec-
ca y TIAIIMEHTOB C TSLKEIBIMUA OTPAaHUYCHMSIMU WJIU B CO-
CTOSTHUM CTaOMIM3allMi, HE OTpaXaThb BCE MMEIOIIAECS
HaBBIKM M MMEIOT OTPaHUYCHUS, CBSI3aHHBIC C METOIO-
JIOTUEH TIPUMEHEHUsI, 3aBUCSIT OT OITbITAa MCCIIEIOBATEIIs
[33—35, 37, 39—41]. B 3T0i1 CBSI3M IEPCIIEKTUBHBIM TIpEI-
CTaBJISICTCSI MCITOJIb30BaHWE KOJMYECTBEHHBIX ITOKAa3aTe-
JIeH, TaKMX KakK TTOACYET KIIFOUEBBIX IBUTATEIBHBIX yMe-
HUI, 9TO TTO3BOJISIET ACTAIM3NPOBATh TMHAMUKY axKe TIPU
OTCYTCTBMU CMeHbI yHKIMOHAIbHOro Kiacca (PK) [42].

Takum 06pa3om, B yCI0BUSIX HOBOI TepaneBTUUECKOM
spel Ipu CMA miproOpeTtaeT TepBOCTEIIEHHOE 3HaYeHUE
KOMITJIEKCHAs OlieHKa OOBbEMOB, MJOCTYIMTHOCTH M 3P deK-
TUBHOCTH PeaOUIUTALINN.

Ilea» HACTOSIIETO MCCIACHOBAHUSI — IIPOBEICHHE
OLIEHKM OOBEMOB M BUIOB peabMIMTALMU, TOJydaeMoOi
nauveHTaMu ¢ pa3nnyHbiMu TunamMm CMA Ha poHe maTo-
TeHEeTUYECKON Tepanuu, U aHaJu3 CBSI3U MeXIy 00bEMOM
peaduIMTal ¥ TUHAMUKONW MOTOPHOTO Pa3BUTHUSI, OIIC-
HUBAaeMOI 110 KOJIMIECTBY MOTOPHBIX HABBIKOB.

Matepuanbi n metoabl

Kputepuem BKItoUeHUS B McCliefOBaHUe ObLI IMAarHo3
CMA 5q, moaTBepXKaE€HHbBII MOJIEKYISIPHO-TEeHETUUECK~
MM METOJIaMH, B TOM YKCJI€ YCTAHOBJICHHBII 110 pe3ysIbTa-
TaM pacIIMPEHHOT0 HEOHATAILHOIO CKPMHMHTA B BO3PACTE
ot 0 mo 18 net. Bce netn HabOIIOOAINCH B IETCKOM TICUXO-
HeBpoJiornyeckoMm otaeineHun Ne 2 HayuHo-umcciiemoBa-
TEJIbCKOTO KIMHUYECKOTO MHCTUTYTAa TeANATPUU U JET-
ckoit xupypruu uM. akaja. FO.E. Benptumesa PHUMY nm.
H.N. IluporoBa u nojy4yaau OOUH U3 BUAOB MaTOr€HETH-
yeckoro jgeyenuss (MHH — onHacemHoreH abemapBOBeK,
pUCIUIUIaM, HYCUHEPCEH) WIM OblIa MPOBEIeHA MOCIeI0-
BaTeJbHasI CMEHa OHOTO BHUA JIUeHUs Ha npyroit. Jletu
Ha KOMOMHUPOBAHHOI TepalMy He BKIIOYAIMCh B UCCTIC-
noBaHue. OT Bcex 3aKOHHBIX IPEACTaBUTENIEH TAIIMEHTOB
MMOJyYEeHO TIHMChbMEHHOE WH(MOPMUPOBAHHOE COIIacue
00 yyactTum B ucciaegoBaHuu. KpurtepreM MCKIIOYEHUSI
SIBJISUICSI OTKA3 poauTesiell OT ydyacTusl X peOEéHKa B UC-
caenoBaHuud. B pabGote mpoBoauics peTpOCHEeKTUBHBIN
aHaJIu3 C cepueii MPOCIEeKTUBHBIX HAOIOACHU 3a MEPUOT
c ampenst 2021 r. mo nexabpb 2024 1.

B wuccnemoBanme BkiOYeHBl 143 manmMeHTa Cco
CMA 1-3-ro tumoB B Bo3pacte ot 0 go 18 ner. I'pyrma co
CMA 1-ro tuna (CMA1) cocrosuta u3 59 (41,3%) nauu-
€HTOB, Bce OHU OTHOCWINCH K DK «wiexkaunit» Ha MOMEHT
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BkmoyeHus. B rpynmy co CMA 2-ro tuna (CMA?2) Bo-
uuti 52 (36,4%) nmanumenta, cpeau Kotopwix 4 (7,7%) pe-
6énka umenu OK «iexaunii», a 48 (92,3%) — «cuasamii».
I'pyrma co CMA 3-ro tuma (CMAD3) skmouana 32 (22,4%)
namueHTa, u3 Kotopbix 19 (59,4%) MCcXOMHO OTHOCUIIMCH
K OK «cunstamii» u 13 (40,6%) — k DK «xonstunii».

T'ennepHbiii cocTaB OblLI OTHOCUTEIBbHO cOanaH-
cupoBaHHbIM: B rpynne CMA1 — 28 (47,5%) neBouexk
u 31 (52,5%) manpuuk; CMA2 — 29 (55,8%) meBouek
u 23 (44,2%) manpurika; CMA3 — mo 16 (50,0%) neBo-
YeK M MaJb4MKOB. Y manueHToB rpynnbl CMA1 mennana
BO3pacTa IosgBIIeHUsT cuMnToMoB coctasuia 3,0 [1,0; 4,0]
mec, CMA2 — 7,516,0; 11,0], CMA3 — 18,0 [12,0; 24,0].

BospacT Hayaja MaTOreHeTUYECKOM Tepamuu Cyle-
CTBEHHO paszauyajics Mexay deHoTunamu. Y nauueH-
ToB Tpynmnel CMAI MenmaHa Havajia JIeUEHUSI COCTaBU-
ma 9,0 [5,0; 18,0] mec, Torma Kak y HalMeHTOB TPYIIITHI
CMA2 — 55,0 [22,0; 100,5]. B rpyrmme CMA3 craprt ie-
YeHHUsl MPUXOAMIICS Ha elé OoJiee CTaplinii BO3pacT, Me-
nnana cocrasuia 114,0 [83,5; 166,5] mec. MeauaHna ot ae-
6roTa 3a60J1eBaHMs 1O Havyaja JeUYeHWsI COCTaBIJIA B TPYII-
ne CMAI1 6,0 [3,0; 13,0] mec, B rpynmmte CMA2 — 45,0
[14,0; 90,0], a B rpynmme CMA3 — 100,0 [67,0; 147,5].

PacnpeneneHue BUAOB Tepanmuy CYILIECTBEHHO pas-
Jmyanock Mexnay rpyrnmnamu. B rpynme CMAI oHaceM-
HoreH abenapBoBek MHH mnonyumnnu 15 (25,4%) nanu-
enroB, pucauriam MHH — 11 (18,6%), HycuHepceH
MHH — 15 (25,4%). Ilepexon ¢ HycHHepceHa Ha OHa-
ceMHOTeH abermapBoBeK ObLT 3apukcuposan y 10 (16,9%)
MalMEeHTOB, Iepexol C PUCIUIUIAMA Ha OHACEeMHOICH
abemmapoBek — y 7 (11,9%). Emé 1 (1,7%) maumeHT
MOCJAe0BaTeIbHO IIOJyYU HYCHMHEPCEH, 3aTeM pUC-
IUIUIAaM U Jajiee OoHaceMHOreH abemapBoBeK. B rpymre
CMA?2 nycunepceH moiydamu 19 (36,5%) manneHToB,
pucmuriam — 16 (30,8%), oHaceMHoreH abemnapBo-
Bek — 10 (20,8%). ITocnenoBaresibHast Tepamnus HyCUHEp-
CEHOM C MepexoAoM Ha OHACEMHOTeH aberapBOBeK OblLia
y 5 (9,6%) naimeHTOB, a IepPexoi C PUCAUIUIAMA HA OHA-
ceMHoreH abernapBoBek — y 2 (3,8%). [IpuMeHeHue Tepa-
nuu y mauueHToB B rpynme CMA3: HycuHepceH MmoJryda-
27 (84,4%) yenoBek, Toraa Kak pucauiuiam — 5 (15,6%);
OHAaceMHOreH abernapBOBeK B 3TOI I'PYIIIE HE MCIIOJIb30-
BaJICSL.

B uccinenoBaHuu UCIOJIB30BAIUCH YCIOBHbBIE 0003HA-
YeHUsI BUBUTOB:

» Busut 0.0 — 3a 0—3 Mec mo Havaa MaTOTeHEeTUYE-

CKOMU Tepaluu;

« Bu3uT 1.0 — yepes 1 rox (uHTEpBaAT 9—15 Mec);

» Bu3uT 2.0 — uepes 2 roga (uaTepBan 21-27 mec);

» Bu3uT 3.0 — uepe3 3 roga (uHTepBan 33—39 mec).

B pamkax oueHku 3¢p@GeKTUBHOCTA IMaTOTEHETHYEe-
ckoii reparmu (Bu3uThI 0.0—3.0) MpoBoAMIOCH UCCIEIOBA-
HUe 6 KJII0YeBbIX MOTOPHbBIX HAaBBIKOB (cuaeHue 10 ¢ u 60-
Jee 0e3 MoAmepXKKU, CTOSIHUE C IMOAACPKKOM, MojI3aHue
Ha YeTBepeHbKaX, CTOSTHHE 03 MOMIepKKM, X0ab0a BIOJIb
OMOPHI U CAMOCTOSITeJIbHAsI X0ab0a Ha 5 u OoJiee 11aros 0e3
nonaepkku) mo kpurepusim BO3. JIomoaHUTEIBHO Olie-
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HEHBI HaBBIKW YIep>KaHUS TOJIOBBHI B BEPTUKAJIBHOM IIO-
JIOXXEHMH U TIEpeBOPOTOB. BceM marmeHTaM npucBanBall-
cs1 @K B COOTBETCTBUU C MPEMIOKEHHBIMU KPUTEPUSIMU
10.0. IManunoii u coasr. [43].

O0BEM IMoTydaeMOoM AlIMEHTaAMU PeaOUIUTAIIUY O11e-
HUBaJd Ha OCHOBAaHMHM OIIpOCa POMUTEJICH/TTAlleHTOB,
a TaKkXe COINIACHO MEIWIIMHCKUM BBIITMCKAM IMAIlleHTOB
W3 CTAIlMOHAPOB 3a IO, IMPEIIISCTBYIONIMI BU3NUTY. Bee
ITOIXONBI K PeabMIUTALIMU OBLIN pa3aeIeHbl Ha 4 TPYIIIILI:

1. ITomHOE OTCYTCTBME JIIOOBIX BUIOB peadUIUTALINN:
pebEHOK He TMoJlyyaJ IOMAITHIOK peadwmmTanui (He
sanuMaica goma JIOK, opromeamyecKMMM pacTsKKa-
MU, HE UMEJT BO3MOXHOCTHU IOMAa 3aHMMATbCSl HA TPEHA-
XKEpax, He Tocelan bacceitH Ha peryIsipHOM OCHOBE U 1Ip.)
1 He npoiién 2 u 6oyee KypcoB BOCCTAHOBUTEIBLHOTO Jie-
YeHUS W peaOWIUTAIMKA B CIEHMATU3UPOBAHHBIX MEIM-
LIMTHCKMX YUPEXKICHUSX B TCUCHHUE T01a TIePeI BUSUTOM.

2. JloMamrHsgsa peabuimMTalus: B TeYeHUE roaa repen
OLIEHKOM peOEHOK 3aHUMAJIC PA3IMYHbIMU BUIAMU BOC-
CTAHOBUTEIBLHOTO JICYEHHUS IOMa Ha PETYISIPHON OCHO-
Be (He MeHee 2 pa3 B HelleJll0) U C TPUMEHEHUEM He Me-
Hee 3 pasnnuHbIx MeToguk (Hampumep, JIDK, maccax,
OPTONEINUECKNE PACTSKKH, 3aHSATHS Ha TpeHaXEpPax WiIn
nocelieHue OacceilHa Ha pPeryiasipHONl OCHOBE U JIpyrue
METOIMKH), UCIIOJIb30BaHNE KOTOPHIX BO3MOXKHO IO MECTY
XuteabcTBa. [Ipu 3ToM pedbEHOK He TPOXOA ABa U OoJiee
KYPCOB BOCCTAaHOBUTEJIPHOTO JICUCHUSI M PeadMIMTALINU
B CIICIIMATM3UPOBAHHBIX YUPEXKICHUSX B TCUSHHE IO/Ia TIe-
pen BU3UTOM (KypCOBYIO peaOUIUTAIIUIO).

3. KypcoBasg peabunurtauusi: peOGEHOK MPOXO-
I 2 u 6osiee Kypca BOCCTAaHOBUTEIBHOTO JICYEHUS U pe-
a0MJIMTALIMY B CTICHIMAIM3UPOBAHHBIX YUPEXKICHUSIX -
TenbHOCTBIO 10-14 mHel B TedeHMe Toaa Iepe] BUSUTOM.
I[Ipy 3TOM OH He mojyyan AOMALIHIOK PeabUIUTALUIO
B MHTEPBAJIC MEXIY KypCaMu.

4. KoMmIuiekcHasi peabMInUTaIus: peoEHOK PeryIsipHO
3aHUMAJICS 0OMa, TOJydaJ JOMAIIHIOK PeadMIUTAILINIO
U JIOMOJHUTENHLHO KYPCOBYIO peabunuranuio 2 U Oojee
pasa B rofi Iiepel BUSUTOM.

OCHOBHBIM METOIOM, OLICHMBAcMbIM B HCCJIEHOBA-
HUU, SIBJITIOTCSI HETEXHUUYECKHUE METONbI PeaOMIUTALINU.
OtaenbHOE MPUMEHEHNE TAKNX METOINK, KaK (hU3noTepa-
MMeBTUYECKOE JICUCHUE, IICKTPOCTUMYIISILIMS, HE YIUTHI-
BaJIOCh, TTOCKOJIBKY MX OOBIYHO BKJIIOYAIOT B IIPOrPAMMY
KOMIUIEKCHOM KypcoBoii peabuiautauuu. He olileHUBanIoch
ucrionb3oBanne TCP, MockonbKy B JaHHOM MCCIIeo0Ba-
HUM HE IPOBONWIACH OLICHKA OPTONEAMIECKHX OCIOX-
HEeHUI 3a00JieBaHus 1 He aHAJTU3UPOBAJIach IMTOTPEOHOCTD
MMaIleHTOB B KPeCIax-KOJISICKax, BEpTUKAJIM3aTOpaxX v Op-
TOIEeANYECKUX M3enusx. Yucio odcienqoBaHHBIX TaIlM-
€HTOB B KaXXIOI TOYKE MOTIJIO OTJIMYATHCS B CBSI3U C HE-
SIBKOW Ha BUBUTHI M/ VJIN OTCYTCTBUU JAHHBIX B MEITUITAH-
CKOM TOKYMEHTALIUU.

CraTUCTUYECKUI aHAIU3 MPOBEIEH C TIPUMEHEHUEM
nporpammHoro makera «SPSS Statistics v. 26.0» («<IBM»).
HyneByto rurore3y oTBeprajm Impu YpOBHE 3HAYUMOCTH
p < 0,05 (B ciyuae armocTepMOpPHBIX MOMAPHBIX CpaBHE-
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HUII — TpH CKOPPEKTHPOBAHHOM YPOBHE 3HAYUMOCTH
P < 0,05). KonmmuectBeHHBIE MEPeMEHHBIE OIMCHIBAIN
C TIOMOIIBIO CPETHETO 3HAUYCHUS M CTAaHZAPTHOTO OTKJIO-
HEHUS W/WIA MeIWaHbl U KBapTWICH, HOMOJHUTEIHHO
yKa3bIBaJId OMAIa30H 3HayeHMi. [10CKOIbKY YMCIIO MO-
TOPHBIX HAaBBIKOB MMEJIO HEHOPMAJIbHOE pacIipeiesicHue,
npumeHsiiu TecT Kpackena—Yosuiuca ¢ anocTepuopHbIMU
MTOMTApHBIMUA CPaBHEHUSIMHU, IJISI TIOIPABKM HA MHOXECT-
BEHHBIC CpPaBHEHMSI TIPUMEHsUTN MeTon boHdeppoHm.

Pesynbratbl

MomopHbie HasbIKu U 065€M Npos8oouMoli

peabunumayuu

Bce maumentsr B rpynme CMAL (n = 59) Ha cTapre
uccnemoBanus umenn K «iexauunii». Jlo Havana naro-
reHetdeckoit Tepanum (Busut 0.0) ymepXuBaTh TOJIOBY
B BEpTUKAJIIbHOM mojioxeHuu moriu 21 (35,6%) u3 59 ne-
teit. K Buzuty 3.0 3T0T HaBBIK oT™Mevasics yxe y 33 (82,5%)
n3 40 manueHToB. Yncno meTeif, ClOCOOHBIX BBITIOIHSITH
TIepEBOPOTHI B 00 CTOPOHBI B IMOJIOXKEHUH JIeXKa, BO3POCIIO
¢ 1(1,7%) u3 59 nHa crapre no 27 (67,5%) n3 40 Kk oKoHYa-
Huto HaOmonenus. Ha Bu3ute 0.0 H1 onuH pebeHOK He Jie-
MOHCTPHUPOBAJI YMEHUS CUIETh 0e3 momaepxxku 10 u 6oiree
CEKYyHII, OMHAKO K BU3UTY 3.0 3TOT HaBBIK C(hOPMHUPOBAIICS
y 30 (75%) 3 40 mauuenrtos; 4 (10,0%) u3 40 gereit ocBo-
WM IoJI3aHKMe Ha 4yeTBepeHbKax, 6 (15,0%) u3 40 mornu
CTOSTH C ToaaepxKoii, a 3 (7,5%) u3 40 — xoauTh ¢ MO~
IepkKoil. HaBBIKOB CaMOCTOSITEJTLHOTO CTOSTHUSI U CaMO-
CTOSITEJTEHOM XOObOBI B TEUCHUE BCEro Ieproia HaOIo-
IeHUs cpeau manueHToB B rpymnie CMALI, moayJarommx
IMAaTOTeHETUYECKYI0 TepaIinio, He ITOCTUTHYTO. B wmTore,

OpurrnHanbHasa cTaTbA

B rpyme CMAI 75% nalieHTOB U3 OLEHEHHBIX K TPEThe-
My roay HabmoaeHns focturin K «cuasaniis.

Ha navanpHOM 3Tane (Bu3uT 0.0) u3 59 manmeHTOB,
BKJIIOYEHHBIX B UCCJICIOBaHME, JaHHbIE 10 PeabUIuTaluu
OBUIM TOCTYITHBI 1151 57 yenosek. M3 vHux 37 (64,9%) ma-
mueHToB B rpyniie CMAL He moiyyanud peaOuiIuTaiuu,
TOraa Kak KOMILUIEKCHas peabuinTauus Oblia IIpeacTaBiie-
Ha b y 7 (12,3%). K Busuty 3.0 cutyauust IpyUHLIUIII -
aJIbHO M3MEHMWIACh: KOMIUIEKCHAsI peaOuInTalusl CTaHO-
BUJIACh Bemyleit hopmoit — y 24 (63,2%) us 38 mamueH-
TOB, 4 OTCYTCTBUE PEAOWIUTALIMNA BCTPEYAIOCH YK€ TOIBKO
y 3 (7,9%). ®aktuuecku y 92,1% nauueHTOB Ha 3-M romay
nccaegoBanus (K Bu3uty 3.0) IpuMeEHSIICS XOTS OBl OOUH
Bun peadbunuranuu. Takum o6pa3oM, HaOIIOOaICs BhIpa-
JKEHHBII Mepexoa OT BbICOKOUW MOJU OTCYTCTBUSI peadu-
JIUTAUIUY K JOMUHMPOBAHUIO KOMILIEKCHOI IpOrpaMMBbl
peabuauTaly y naureHToB B rpyrme CMAL (puc. 1).

B rpyrmme CMAZ2 Ha ctapte ucciaenoBanus (Busut 0.0)
onu10 48 manmenToB ¢ MK «cumsgunit». Ha Bcex sTammax Ha-
omoneHus 100% nalMeHTOB COXpaHsUIA YMEHUE YIepKu-
BaThb TOJIOBY U CUJIETh CaMOCTOSITeIbHO He MeHee 10 ¢. Au-
HaMuKa 0oJiee CJIOXHBIX MOTOPHBIX (DYHKIIMIA: 4acToTa
rmosi3aHust uaMeHsachk ¢ 6/48 (12,5%) no 4/23 (17,4%);
CTOSIHMSL C moaaepxkoi — ¢ 4/48 (8,3%) no 5/23 (21,7%);
XOIBOBI ¢ TTomuepxKoit — ¢ 1/48 (2,1%) mo 3/23 (13,0%).
CrocoOHOCTh K CAMOCTOSITEIbHOM XOAb0e pa3BuiIach MaK-
cumMainbHO K Busuty 2.0y 3/38 (7,9%) neteii, Takum obdpa-
30M UMY ObLT OCTUTHYT DK «xomsumii».

B rpyrmme CMA?2 y «cuasiuyux» MalMeHTOB Ha TIePBOM
ocmotpe (Buzut 0.0) maHHBIe IO peadWIMTAIIUU ObUIH
TIOCTYITHHI y 45 MaleHTOB, He MOJyJalu peaOuIuTaIrIo
noyty nojioBuHa — 20 (44,4%). K Busuty 3.0 monst Takux

Puc. 1. PacnpegeneHne BapnaHToB peabunutauuum y nauneHtos B rpynne CMA1 Ha Bu3suTax 0.0-3.0 (onucaTtenbHas cTaTUCTNKA).

Fig. 1. Distribution of rehabilitation approaches used by patients in the group SMA1 on visits 0.0-3.0 (descriptive statistics).
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Puc. 2. PacnpepeneHne BapnaHTOB peabunurtauuv y naymeHTos B rpynne CMA2 (ncxofHo «cupAyume» Ha cTapTe Tepanuu)

Ha Bu3sutax 0.0-3.0 (onucatenbHas CTaTUCTUKA).

Fig. 2. Distribution of rehabilitation approaches used by patients in the group SMA2 on visits 0.0-3.0 (descriptive statistics).

MalueHToB cHU3MIach 1o 4/22 (18,2%). HanpoTtus, KoM-
IUIEKCHasl peabuInTalusi, KOTOPYIO Ha cTapTe IoJydalu
auib 4/45 (8,9%), K KOHEYHOI TOYKe cTaja HauboJjiee
pacrpocrpanéHHoit — 9/22 (40,9%). loMalliHss U Kypco-
Bast (popMbl peabunurTauu K Bu3uty 3.0 pacnpeaensiiuch
Kak 8/22 (36,4%) u 1/22 (4,5%) coorBercTBeHHO. [1oTHAs
JMHaMKKa 00bEMa peabWIMTALIMKU Y TALIUEHTOB B IPyIIe
CMA?2 nipeacTaBjieHa Ha puc. 2.

V¥ nmarmenros B rpyrne CMA3, ncxonHo nmesimx OK
«cupguuit» (n = 19), 6a3oBble YMEHUS, TAKUE KaK yaep>Ka-
HUE TOJIOBHI U CUieHMe 6e3 OIopbl, (GUKCUPOBATIUCH Y BCEX
JeTeil Ha BCEM MpoTsoKeHUM HaomopeHus. Ilomsanue Ha
YyeTBepeHbKax oTMevanoch y 4/19 (21,1%) Ha crapre u'y 3/7
(42,9%) k Busuty 3.0; caMoCTOSsITe/IbHASL X0Ib0a JOCTUTHYTA
b y 1/7 (14,3%) pe6€Hka HaunHas ¢ Bu3uTa 1.0.

VY ucxomHo «cuaguux» mnauueHToB B rpynmne CMA3
Ha ocmoTpe 0.0 GONBIIMHCTBO HE MOJyYyalau peaduuTa-
mio — 13/18 (72,2%). Ha nocnenyomux BU3UTaxX 3Ta
JoJIs1 octaBanachk Beicokoit: 10/18 (55,6%) na Busute 2.0
u 4/7 (57,1%) — na 3.0. OcranbHbie HOpPMbI peadbuUIMTa-
LIMM BCTpeYaanuch 3HaUMTeIbHO pexe. KypcoBas peabuiu-
tauus cocransiia 3/18 (16,7%) Ha Busure 0.0, 3atem 8/19
(42,1%) na 1.0 u 6/18 (33,3%) Ha 2.0; k Busuty 3.0 e€ no-
ayvan nuib 1 (14,3%) pe6éHok. JloMallHssa U KOMILIEKC-
Hast popMbI BO BCEX TOUKAX He npeBbianu 5—14%.

Cpemu «xonsgumx» mauveHTtoB B rpynie CMA3 npu
TMepBOM OCMOTpE JaHHbIe ObUIM ToJy4yeHbl y 11 gerteii,
U3 KOTOPbIX 5 (45,5%) He nojiydaiu peabUIuTaluu1; OCTallb-
Hble 18,2% pacnpenesuiuch MeXay TOMaIlHEeH, KypCOBO
1 KoMruiekcHo# opmamu. K Busuty 3.0 gonst mereit 6e3
peabunuTaluy cHU3MWIach 10 1/6 (16,7%), a KOMILIeKCHas
peabunuTanus crana Benyiein — 4/6 (66,7%). Ionnas oau-
HamuKa y ranueHToB B rpyrie CMA3 nokasaHa Ha puc. 3.
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IIpoBeneHo nccienoBaHme CBI31 OOILETo YKMCia MOTOP-
HBIX HaBBIKOB C 00BEMOM peaduIMTaLMK 3a Tox (Ta0Jmua).
OrieHKa mpoBoaWIach, HaurHas ¢ Bu3uta 1.0. I1pu BeIsBIICe-
HUU CBSI3U OOIIEro YKMCJIa MOTOPHBIX HaBBIKOB C 0OBEMOM
peabuIuTaMK 3a TIPOIIEAIINIA TO eIMHULIEH HAOTIOACHUS
(«cny4aii») cYMTanCss MOMEHT BPEMEHM, B KOTOPBIA ObUIU
OlIeHEeHBI 00a nmoKasaTteisa. CiaemoBaTesIbHO, Y OTHOTIO Mally-
€HTa MOTIJIO OBbITh HECKOJIBLKO «CJIy4aeB», €CJIM TaKasl OLIEHKA
TIPOMCXONUJIA B HECKOJIBKUX BPEMEHHBIX TOUKAX.

B rpynmne nannentoB CMA1 MeanaHHOE YMCIIO MO-
TOPHBIX HAaBBIKOB OBUIO DPAa3JIMYHBIM U CYIIECTBEHHO
U JOCTOBEPHO OTJIMYANOCh IJI pa3HbIX OOBEMOB pea-
oumnurauuu: ot 0 [0; 1] mpu OTCYyTCTBUM peadUINTALIIU
no 3 [1; 3] npu mpuMeHEHUU KOMIUJIEKCHOI peabunura-
uun. CTaTUCTUYECKUI aHaJIM3 MOATBEPAWI 3HAYMMOCTh
atux pazmuuuii (p < 0,001), mpuyéM amocTepuopHbIe
CPaBHEHMUSI BBISIBWIM 3HAYMMbBIC OTIMYMS MEXIY KOM-
IUIEKCHOW peabuiauMTalMeil 1 BCEMU OCTaJlbHbIMU Bapu-
aHTaMU peabUInTaln (ppa g < 0,001).

JJ1s1 UICXOMHO «CUAAYMX» NalueHToB B rpyrmne CMA?2
o0I1Iee YMCI0O MOTOPHBIX HAaBBIKOB TakXke ITOCTOBEp-
HO pa3inyajoch B 3aBUCUMOCTHM OT (DOPMBI peabduIn-
tamuu (p < 0,001): MeamaHHbBIE 3HAYEHUS OMpPEneseHbI
oT 3 [2; 3] nmpu orcyTcTBUM peadbunurtanuu 1o 4 [3; 8] npu
JIOMalllHel peaduIuTaluuU. AMNOCTePUOPHbIE CpPaBHEHMSI
MMOKa3aJIi 3HAYUMbIEe OTJIMUMS MEXITY OTCYTCTBUEM peadu-
JIMTALIMA U KOMIUIEKCHOH peabuauTauneit (p]Da 6= 0,031),
a TakKe MeXXAy KypCcoBOIi M KOMIUIEKCHOM peabunuTanyei
(plDa G 0,007) u Mexnmy AoMalllHeil U KypCOBOM peaduin-
Talyei B TOJIb3y PEryasapHO TOMAaIlHEW peabuauTauun
(plDa G 0,024). Pe3yabTaThl yKa3bIBalOT Ha TIPEeUMYIIECTBA
PEeryJsSIpHBIX 3aHSATUN (KOMIUIEKCHOTO WM TOMAIITHErO
MOaX01a) Tepea KypCoBOM peabuInuTalei.
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Puc. 3. PacnpegeneHne BapuaHToB peabunutauun y nauneHtoB B rpynne CMA3 Ha Bu3suTax 0.0-3.0 (onucatenbHas cTaTUCTUKA).

a — NCXOQHO «Ccuasume» (Ha CTapTe Tepanum); 6 — UCXOAHO «xofauve» (Ha cTapTe Tepanum).

Fig. 3. Distribution of rehabilitation approaches used by patients in the group SMA3 on visits 0.0-3.0 (descriptive statistics).

a — patients who were “sitters” (at treatment initiation); b — patients who were “walkers” (at treatment initiation).

CBA3M 061ero Yncna MOTOPHbIX HaBbIKOB C 06bEMOM peabunutauunn 3a npeALecTBYOWNII rOA
Associations between the total number of motor skills and the amount of rehabilitation over the previous year

JloMariHsis
I'pynmna Her peabunurauumn  peabunurtauus Kypcoggﬁrgz?g:nsepgaunﬂ
Group No rehabilitation Home-based 1
rehabilitation
CMALI Ha cTapTe «JIexXaunii» . X .
SMAL at baseline: “lying” 0[0;1] 01001 110: 31
CMAZ2 Ha cTapTe «CUIsTIUin» . . .
SMA2? at baseline: “sitting” S Pnel 413:81 31231
CMAS3 Ha cTapTe «CuIsunii» . . .
SMA3 at baseline: “sitting” 21231 IR 6] 413; 6]
CMAS3 Ha cTapTe «XOIIIMii» 8 [8: 8] 8[8: 8] 88; 8]

SMAZ3 at baseline: “walking”

Original investigations

KomruiekcHast

peabwiMranus

Comprehensive
rehabilitation

3[1;3]
3[3;4]
3[3; 6]

8[8; 8]

<0.001
<0.001
0.014

1.000
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V¥ nanuenros B rpyniie CMA3 ucxogno ¢ @K «cums-
YUif» pasIUdus IO OOIIEeMYy YMCIy MOTOPHBIX HABBIKOB
MpU pa3HbIX 00bEMAX peabWIUTALMU TaKXkKe ObLIA CTaTU-
ctruyecku 3HaYUMBIMU (p = 0,014) ¢ my4dmmmMu pe3yibTa-
TaMM 1pM KypcoBoit (MenuaHa 4 [3; 6]) U KOMILIEKCHOI1
(memmana 3 [3; 6]) peabwimuTaunu. ANTOCTEPUOPHBIE TT10-
MMapHbIe CPaBHEHUSI BHISIBIUIM 3HAYMMBIE PA3IUIUs TOJIb-
KO MEXIy I'pyIIIaMU IOJIHOTO OTCYTCTBUS peabMIuTaLINU
¥ KypCOBOI peaduauTaium (ppa 6= 0,028). Takum odpazom
Te, KTO peadbMIMTUPOBAJICS XOTs ObI 2 pa3a B IO KypcoM,
nMeN OOJIbIIIee YMCIO0 MOTOPHBIX HABBIKOB, YeM T€, KTO
He peaduIUuTUPOBAJICS.

J1OTIOTHUTEIFHO TIPOBOIMIICS aHAN3 CBS3U YITydIIle-
Hust OK ¢ 06bEMOM peabuInMTaLMK 32 TTPEALIECTBYIOIMNI
roa. OmHAKO ero MPOBEACHUE OBLIO COMPSDKEHO C PSIIOM
OrpaHMYEHUI. AHAIW3 II0Ka3aj, 4YTO IIOHSTUE «YIyd-
menre ®K» B psnge ciyyaeB TepsieT 4yBCTBUTEIbHOCTD.
IIpencraBieHe MOTOPHOTO Pa3BUTHS HE KOJIMYCCTBEH-
HBIM (YMCJIO MOTOPHBIX HABBHIKOB), a KaTeropHabHBIM
(ynyuiienue ®K — «ma»/»HeT») IoOKasarejieM TpeOyer
TPUMEHEHHUsI IPYTUX METOJNOB aHanu3a (MeTon X* U ToY-
Hblil Kputepuii ®Puiliepa), obiagaronux 06ojiee HU3KOM
YYBCTBUTEIBHOCTBI0. DTO TPUBOIUT K MEHBIICH CTaTH-
CTUYECKOM MOIITHOCTH aHAJIN3a, YTO, BEPOSITHO, 1 00YCII0-
BWJIO OTCYTCTBME 3HAYMMBIX PE3yJIbTAaTOB B ITOATPYIINAX,
IIIe OHM OBLIY TTOJTYYCHBI ITPY aHAJIM3€ OOIIETro YMca MO-
TOPHBIX HABBIKOB.

BeposiTHO, IMEHHO I10 3TO MPUYWHE B TPYIIIE ALK~
eHtoB CMA1 u ®K «iexaunii» CBI3b MEXIY yIydIIeHUEM
®K 1 00bEMOM peadbMIUTalMK HE JOCTUINIA CTATUCTHYE-
ckoit 3HaunMocTu (p = 0,080), Torma Kak CBSI3b MEXIIY IHC-
JIOM MOTOPHBIX HaBBIKOB U OOBEMOM peabuIUTaLMU ObLia
3Haynmoit (p < 0,001). AHaTOrMYHO, B IpyMIle MAIMEHTOB
CMA3 n ®K «cungunit» cBs3b Mexay yiaydmennem K
1 00BEMOM peabUIUTALIMA HE JOCTUIIA CTAaTUCTUYECKOM
3HaynMocTH (p = 0,500), Torma Kak CBS3b MEXIy OOIIUM
YKUCJIOM MOTOPHBIX HAaBBIKOB U OOBEMOM peaduIuTaluu
6bu1a 3HaurmMoli (p = 0,014). Jluub B rpyrme CMA2 u @K
«CUASTYUI» Ha cTapTe ¢ 00bEMOM peadUIMTALIMU ObLIN 3HA-
YUMO CBSI3aHBI M YMCJIO MOTOPHBIX HaBHIKOB (p < 0,001),
u ynyuineHue @K (cmeHa Ha 6ostee Beicokuit) (p = 0,014).

Jna nmaumentoB u3 rpymnmnsl CMA3 ¢ ucxogasiM @K
«XONSIYMIf» CPAaBHUTEJbHBIN aHAJIU3 HEe TIPOBOIMIICS, TIO-
CKOJIBKY KOJIMIECTBO MOTOPHBIX HABBIKOB Ha ITPOTSIKEHU U
BCET0 HAOJIONEHMST OCTABAIOCh MAKCUMAJIBHBIM (1 = §),
Kak u cam OK.

IMonxon K uccaenoBaHUIO CBsI3eil 0ObEMa peadbuauTa-
iy ¢ GyHKIIMOHAIBHBIMA MOTOpHBIMH IiKaamu (CHOP
INTEND, HINE-2, HFMSE, RULM wu np.) He UCcTOJb-
30BaJICSI MO MPUYMHE HEBO3MOXHOCTH CTaTUCTUYECKOM
00paboTKM B TOUKE MEPEXOaA C OAHOM LIKaJbl HA IPYTYIO,
YUHUTBIBASI METOIOJIOTHIO IIPUMEHEHUSI IIKAJ (CMEHY IITKaJT
B 3aBucumMoctu ot @K u Bo3pacra naiueHTa).

O6cyxpaeHune

CTpyKTypa BKIIOYEHHOI BBIOOPKM CYIIECTBEHHO
omnpenesisijga OXUIAEMYI0 NUHAMMKY MOTOPHOTO OTBETA.
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IMauumenTtsl co CMA 1-ro Tvma, y KOTOphIX Ae0I0T 3a00-
JIeBaHUSI MPUXOAWIICS Ha MeAuaHHbIN Bo3pact 3 [1,0; 4,0]
Mec, a JiedeHHe HAUYMHAJIOCh OTHOCUTEIBHO pPaHO —
B 9 [5,0; 18,0] Mec, meMOHCTpUpPOBaIN HauboJjiee BbIpa-
JKEHHYIO TTOJIOXKUTEJIPHYI0O MOTOPHYIO TUHAMUKY. DTO CO-
rJIacyeTcsl ¢ JaHHBIMHU JIMTEPATYPhl, YKa3bIBAIOIIUMU, YTO
paHHUI BO3pacT Hayaja TepallMy M BbICOKasl HEMpOILIia-
CTUYHOCTh PAaHHETO JETCKOTO BO3pacTa CO3MAI0T YCIOBHUS
IUIST JOCTUKEHUST HOBBIX MOTOPHBIX HABBIKOB M (DEHOTH -
nmuIeckKoil Momudukanuu 3adoneBanusa [44, 45]. ¥V ma-
ueHToB co CMA 1-ro TMna B HallleM KUCCIEN0BAHUU OT-
MEUEHO CYIIIECTBEHHOE YIYUIIIEHNE MOTOPHBIX HAaBBHIKOB:
yaepXXaHKe TOJIOBbI yBEIMYMIoch ¢ 35,6 no 82,5%, nepe-
Bopothl — ¢ 1,7 no 67,5%, a caMOCTOSITeIbHOE CUICHUE
ObLIO JOCTUTHYTO y 75% nmeTeil, YTO COOTBETCTBYET (heHO-
TUIIYECKOMY CIOBHTY, OIIMCAHHOMY B CHCTEMAaTUYECKUX
0030pax, TIe TOCTMKEHNE HOBBIX MOTOPHBIX BEX IIPU Te-
parmy BCeMH TIperapaTaMu IUIsl IaTOTEHETUYECKOTOo Jieue-
Huss CMA Ha0I101a/10Ch Y 3HAYMMOM YaCcTU MALIMEHTOB CO
CMA 1-ro tuma |9, 44, 45].

V naumentoB co CMA 2-ro Tuma oTMedyajauch 3Ha-
YUTEJIbHO 0o0Jice TIO3MHUUM CTapT Tepamuu (Memua-
Ha 55[22,0; 100,5] mec) u mIMTeNbHBIN ITeproa 0e3 maTore-
HETHYECKOTo JieYeHNs (MearaHa BpeMEHU MEXKIy MHHUIIH-
anuei repanuu 1 gedoTom 3aboaeBanus — 45 [14,0; 90,0]
Mec). B cooTBeTcTBMM ¢ MaHHBIMM JINTEPATYpHI, TaKue
aHAMHECTUYECKHE XapaKTePUCTUKH OrPaHWYMBAIOT TIO-
TEHIIUAJT BBIPAXKEHHOTO MOTOPHOTO YIYYIICHUS, TIPUBOIS
MIPENMYIIECTBEHHO K CTA0MIM3alluM 0a30BbIX IBUTATE/Ib-
HBIX HABBIKOB M YMEPEHHOMY IIPUPOCTY CJIOXHOI MOTO-
puxu [11, 45, 46]. Y naunentoB co CMA 2-ro tTina 6suia
3aMKCcUpOBaHa cTaOMIM3als 6a30BbIX HABLIKOB U TIPU-
pocT cinoXHbIX (romsanue — ¢ 12,5 mo 17,4%, crosiHue
¢ noaaepxkoit — ¢ 8,3 no 21,7%, xonp06a ¢ moaaepKKomM —
¢ 2,1 10 13%; camocrositenbHast xonbba — y 7,9%), 4T0 co-
rJIacyeTcs ¢ JaHHBIMU 0030poB [11, 44, 45].

IMammentet co CMA 3-ro Tuma XapakTepu3oBa-
JUCh emé Oojee IMO3MHMM HAdajaoM Tepanmuu (Memua-
Ha 114 [83,5; 166,5] Mec) U IJIUTENbHBIM MHTEPBAJIOM
Mexny nebioToM u jeyeHueM (Meauana 100 [67,0; 147,5]
MeC), YTO OTpakaeT XPOHUYECKOE, MEIJIEHHO IpPOrpec-
cUpylolliee TeueHue 3a00JieBaHUSI OO0 TepareBTUYECKOTO
BMeIaTeNbcTBa. IloydeHHasT B 3TOM TpymIie ATMHAMUKa
MOTOPHOT'O Pa3BUTHUSI — MIPEUMYIIECTBEHHO COXpaHCHUE
CYIIIECTBYIOIINX HAaBBIKOB C OTIEJIbHBIMU YMEPEHHBIMHU
VIYYIIEHUSIMA — COOTBETCTBYET OITyOJMKOBAHHBIM TaH-
HBIM, THe cTabmnm3anus (U coxpaHeHue aMOyJIaTOPHOCTU
IIJIST XOIOSTYMX TTAITMEHTOB) PaCCMAaTPUBAETCSI KAK OCHOBHOM
OXUIAeMbIi pe3yJbTaT Tepaluy y MTO3MIHO JCYCHHBIX ITa-
LIMEHTOB cTapiiero Bo3pacra [11, 45, 46].

Takum o6Opa3oM, OMHAMHUKA MOTOPHOIO pa3BUTHUS
BO BCEX TPEX TPYIIIAX COBNAMACT C Pe3yIbTaTaMMi KPYITHBIX
0030pOB 1 TMOATBEPXKIACT (PEHOTUMUIECKYIO DBOJIOLIIIO
CMA nipu np¥MeHEHUHU MaTOTeHETUYECKMX MPeTapaToB.

Ilepen crapToM TIaTOreHETWYECKON Tepamuy 3Ha-
YUTEJIbHOE KOJWYECTBO MAIMEHTOB HE IIOJIyJYaJd HU-
KaKoro BUIa peaOWJINTAIIMK 3a TIPEIIISCTBYIOIINI TOI;

Original investigations
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B rpynne CMAI — 64,9%, B rpynne CMA2 ®K «cuns-
yuit» — 44,4%, B rpynne CMA3 @K «cuasunii»— 45,5%
n B rpyniie CMA3 ®K «xomstumit» — 72,2%. BeposiTHo,
Takasl CUTyallusI CBSI3aHA C OCHOBHBIMM OCJIOXXHEHUSMU
y neteii co CMA npu ecTeCTBEHHOM T€YEHUU, OCOOECHHO
y mamueHToB co CMA 1-T0 M 2-r0 THUIIOB, TAKUMU Kak:
TSKECTh COCTOSIHUSI peOE€HKa, 00YCIOBIeHHAs! 3aBUCUMO-
CTBIO OT PECNUPATOPHON MOANEPKKU, HATTMYUEM CKOJIM-
032 ¥ MHOTOUYMCIICHHBIX KOHTPAKTyp KPYIHBIX CyCTAaBOB,
JMOCTYITHOCTH PeaOMJINTAIIAN TSI TSDKEITBIX TTAIIMEHTOB.

IIpoMexxyTouHble OCMOTPHI IIOKa3ajlu KoJieOaHUs
B pacIIpele/IcHUM TTallMeHTOB 110 BUIaM peaOuIuTalIuM,
IIPU 3TOM OTMEYaeTCs TeHACHIMS K YBEJIMYCHUIO TOJIHU
MMAllMEHTOB, MOJYyYaIOIINX Pa3IMYHbIe BUIBI peaOInTa-
LIMM, U CHIDKECHUIO MOJIX TeX, KTO HE IMoJIyJaeT peaduian-
TallMOHHBIC MEPOITPUSITHSI.

Bo Bcex rpynmnax oTMmeydascs repexoj K oosee Iupo-
KOMY MPUMEHEHUIO KOMIUIEKCHOM peabuiauTauuu. Y Ta-
nueHToB B rpynie CMA1 oHa cTana JOMAHUPYIOIIMM IO/~
xomoM, a B rpynmax CMA2 (ucxomHo «cunsgane») u CMA3
(MCXOMHO «XOIsIuMe») €€ UCIOJb30BaHME TAKXKEe BBHIPOCIIO
K Bu3uTy 3.0. DTO CBUAETENLCTBYET O BKIIOUEHUU U BOB-
JICYSHUN CEMBM B IIPOLIECC PeadWIMTALlMM M, BEPOSITHO,
00 ynydyllleHMM COMaTUYECKOIo CTaTyca, OCOOEHHO Y TsI-
KEJIBIX MALMEHTOB, YTO TTO3BOJIMIIO YaIlle MOJIy4aTh KypChl
BOCCTaHOBUTEJBHOTO JIeYeHUST Ha 0a3e peadrImTallioH-
HBIX LIEHTPOB WJIM CTAIIMOHAPOB 1 YIIYYIIHMIIO TIPUBEPXKEH-
HOCTh KOMITJIEKCHOMY U HEIIPEPHIBHOMY TOIXOMY CO CTO-
POHBI pOAUTENICH STUX MAIIUESHTOB.

Otnnuug O0bUTM G6oJiee BhIpaxXeHBI B Tpyrie CMA3
Cpeny MCXOMHO <«CHUASYMX» IMAllMeHTOB, TN COXpaHs-
JIaCh TEHIOCHIMWS HU3KON TNPUBEPKEHHOCTH peadu-
auTauun — 57,1% He Mojydaad BOCCTAHOBUTENIbHOE
nedeHue K Bu3uTy 3.0. Bo3aMoXHO, 3TO CBSI3aHO C He-
MIOOLIEHKOU TsXKecTu 3abosieBaHUS U HEOOXOAUMOCTU
peabunutanuu cpeau nauueHToB co CMA 3-ro Ttuma,
HU3KON NPUBEPXKEHHOCTH MEIWIIMHCKUM DPEKOMEHIa-
IIUSIM CO CTOPOHBI CEMEI U MHBIM.

B HacTosiiieM uccienoBaHWM BBISBICHBI CBSI3U MEX-
Iy YKUCJIOM MOTOPHBIX HABHIKOB M OOBEMOM peaduIuTa-
LA Y MaluudeHToB ¢ pasznuyHbiMu Thamu CMA. Tak,
y nauueHToB co CMA 1-T0 THMIa M UCXOOHO «CUISTYMX»
co CMA 2-to 1 3-TO TUIIOB MeIMaHHOE YKCIIO MOTOPHBIX
HaBBIKOB 3HAYMMO OTJIMYAJIOCH IPU Pa3IMIHBIX TOIXOIAX
K peadMINTaly, HaJu4dre peaduIuTalunu ObUIO CBSI3aHO
¢ boiree BBICOKOM MoTOpHOI yHkmmei (p < 0,014). ¥V na-
meHToB co CMA 1-T0 THIIa arloCTePUOpPHBIE CPaBHEHMS
ITOKa3aJI TOCTOBEPHOE IIPEUMYIIIECTBO KOMILIEKCHOM pea-
OUIMTALMHA IO CPAaBHEHMIO CO BCEMU IPYTMMU BapUaHTaMU
(plmj <0,001). ¥ maumernToB co CMA 2-T0 TUTIA BBISIBIICHBI
MPEVMYIIIECTBA PETYJISIPHBIX 3aHSATHUM (KOMIUIEKCHOTO WU
JIOMAIlTHEro TIonxoda) Tieped KypcoBOIM peabuuTaimeit
(plDa g S 0,024). ¥ manmmentoB co CMA 3-ro TUIIa MCXOTHO
«CUIS9IUX» 2 1 boJiee KypCcoB peadmimTalunu B Tof (Kypco-
Basl peabMIMTALIMST) ACCOLIMUPOBAIUCH C OOJIBIINM YUCIOM
MOTOPHBIX HABBIKOB IT0 CPAaBHEHUIO C TTAIIMEHTAMM C OTCYT-
CTBUEM PeadUIUTAIINN (ppa P 0,028).

Original investigations
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CpaBHUTENbHBII aHAINU3 Pe3yJIbTaTOB COOCTBEHHOTO
WUCCIIEIOBAHUS M TAHHBIX JIUTEPATyphl 10 3¢ (HEeKTUBHO-
ctu peabvnmtanyy npu CMA noaTBepKaaeT MoJIydeHHbIe
Hamu pesyibTaTel. B uccnenosanuu I'.H. [ToHOMapeHKO
u coaBT. ¢ yqactueM 50 maumeHToB co CMA 2-10 1 3-TO
TUNOB (CpemHuit Bo3pacT 7,2 £ 2,4 roma) moKa3zaHO, YTO
KOMIUICKCHAsI MEIWIIMHCKAs peadmIMTaIvsl, BKIIOYAr0-
1asi KHHE3MOTePaIuio, OPTe3NPYIOIINe METOTUKHI 1 DJICK-
TPOHEMUPOCTUMYJISIIIUIO, TIPUBOIUT K YIYUIICHUIO KIMHM-
YECKOTO CTaTyCa, YBEJIWYCHMIO TOIBIKHOCTU CYCTaBOB
1 MOTOpHOU (yHKIMK. Mcrionp30BaHre y TTAIIMEHTOB CO
CMA KOMIUIEKCHO# MEIUILIMHCKON peabunTalny IoKa-
3aJI0 JOCTAaTOYHYIO CTaTUCTHIEeCKH 3Haunmyto (p < 0,05)
Pe3yIBTaTUBHOCTS [19].

B 0630pe H.I. Shin moka3aHo, 4TO TIOSIBJIEHME IATO-
TEeHETUYECKON Tepanmuy He OTMEHSIET HEOOXOMMMOCTH (Du-
3MYECKOl peadbmiIMTalKM, a HAIPOTUB — TpeOyeT e€ Kak
CPENCTBO MOINEPXKAHUS U PA3BUTHUSI MOTOPHBIX (DYHKITUIA.
Ilo MHeHHIO aBTOpPOB, peadMIUTALMOHHBIE BMELIATE)Ib-
CTBa CTAHOBSTCS BCE OOJIee MPOAKTUBHBIMU C TOYKH 3PSHUS
YBEJIMUYEHMSI TIPOIOJKUTEIBHOCTH XXU3HHU M CTA0MIIU3AINN
cocrostHus 3aboneBanus [31]. Y.G. Yi u coaBT. MOTYEPKU-
BalOT, YTO PEeaOUIMTAIIMOHHBIE CTpaTeTMH, BKIIIOYas I10-
3ULIMOHUPOBAHNE W (PUKCAIINIO, CTOSTHUE C TTOMICPKKOM,
KOpPpEeKIINIo aedopMalii OIOPHO-IBUTATEIBHOTO arlla-
paTa, pPaCTSLKKY, (DU3WYECKHUE YIIPaXKHEHMS, BCIIOMOTa-
TeJIbHBIC YCTPOMCTRA, JIETOUHYIO PeadMINTAIIMIO U JICUCHUE
nuccharui, MOTyT YIYJIINTh IBUTATEIbHYIO0 (YHKITUIO, pa-
00TOCOCOOHOCTD, MOBCEIHEBHYIO aKTUBHOCTh 1 KQUE€CTBO
KM3HU nauueHToB co CMA. DTo Momu€pKuBaeT BaXKHOCTh
HauMHATh 3TU TepaIlleBTUYECKHUE CTpaTeruy Ha Oosee paH-
HUX cTagusx 3aboneBanus [47]. Takum o6pa3oM, MOJTydeH-
HbIC HAMU JaHHBIC COIJIACYIOTCSI C pe3yJibTaTaMH OTeue-
CTBEHHBIX U 3apYOEKHBIX NCCIICIOBAHMUIA.

Wcrnionb3yeMblid TIOAXOHN KOJMYECTBEHHOU OLIEHKU
00111eTO Yrcjla MOTOPHBIX HaBBHIKOB 00ECIIEYMII TyBCTBH-
TEeJIbHOCTh aHaiMu3a (B OTIMYME OT aHa/IM3a CMEeHbI (DYHK-
IIMOHAJIBHOTO KJIacca), YTO AeJIaeT 3TOT METOI IPeaIToy-
TUTeNbHBIM. OMHAKO, YYUTHIBasi HEBO3MOXKHOCTD OLICHKU
JIeTe B CTaOMJIIBHOM COCTOSIHMM, Hampumep, CTaOMIbHO
«XOISIYMX» TMAIlMeHTOB, aHAIN3 HEOOXOIUMO IOITOJIHSITH
GYHKIIMOHAIBHBIMA MOTOPHBIMM miKajamu (CHOP IN-
TEND, HINE-2, HFMSE, RULM u np.) u apyrumu mMe-
TogukamMu. Hampumep, B nuccepraumnoHHoii padore U.C.
MarnbueBa, NOCBSIILIEHHON MEIULIMHCKON peadbuaiuTaLuu
mareHToB co CMA, npeioXeHO NCIToIb30BaHue (hyHK-
LIMOHAJIBHOTO MPOoGUJIs MallMeHTa Ha OCHOBE TIEPBUYHOTO
Habopa 06a30BbIX KaTeropuii MexXnyHapoJHON KiacCu-
dukaumn QYHKUIMOHUPOBAHUSI, OTPAaHUYEHUIN XU3HE-
nearenbHocT 1 310poBbs («ICF Based Documentation
Formy») mnsa onenku 3¢ (GeKTUBHOCTU peadMIUTALINN TIPU
CMA [42, 48].

3ak/ouyeHve

CucreMarnaecKast KOMIICKCHAS peaOIINTAIINS TIepe-
cTana ObITh MAJUTMATUBHOM MEPOIi, MpeBPaTUBILIUCH B 0051-
3aTeJIbHBIN KOMIIOHEHT JIeYeHUs, yaydinamomni a¢gdexr
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dapMakoTepanu W HAIIpaBJICHHBIA Ha MaKCUMAJIbHYIO
peamuzannio (YHKIMOHAJIBHOTO TIOTCHIIMANA ITallieH-
TOB B Pa3BUTHH, TOANCPXKAHUM U COXPAHEHUU MOTOPHBIX
HaBBIKOB y naumeHToB co CMA. B Hamem ncciegoBaHum
MMOKa3aHO, YTO pPEeTyJIsIpHAas HelpepbhIBHAS KOMILIEKCHAS
peabuiuTanus, BKIo4yalolias B ce0sl MoaaepXXruBarllue
Kypchl TpopeccuoHaNbHOM peabuIMTalMy Ha 6a3e Mean-
IIMHCKUX YIPEKICHUI B COBOKYITHOCTU C PETYISIPHBIMU
MOIEeP>KUBAIOIIMMUY 3aHSATHSIMU AoMa (TOMAIITHSIS peadu-
JINTALMsI) CIIOCOOCTBYET YBEIMYEHUIO 00bEMA MOTOPHBIX
HaBBHIKOB. OTCYTCTBUE PETyJISIpHON peaOWIUTAlUKA WU

orpaHUYeHue e€ JUIlIb 3MU30IUYEeCKMMU Kypcamu 0e3
BBITIOJIHEHUS UHAWBUYAIU3UPOBAHHOM €XETHEBHOM O-
MallHel MpOorpaMMbl CYILIECTBEHHO CHUXKAET BEPOSITHOCTD
MOCTUXEHUS KJIMHUYECKU 3HAYUMMBIX YJIyUYILIEHWH, Oaxe
MpU TIPOBENCHUN MaToreHeTudyeckor tepanuu. Konuue-
CTBEHHAas OllEHKa MOTOPHBIX HaBBIKOB OKa3ajachb 0osiee
YYBCTBUTEIBLHOM, YeM KaTeropuajabHash CMeHa (DYHKIIM-
OHAJIBHOTO KJIacca, YTO MOAYEPKUBAET BaXKHOCTb IPpUMeE-
HEHUs TOYHBIX, YMCJOBBIX MOKa3aTeaei ISl BbISBICHUS
JlaKe YMEPEHHOTO, HO KJIMHUYECKU 3HAYUMOTIO Mporpecca
B MOTOPHOM Pa3BUTHU.
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