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BBEJAEHUE

AKTyaJIbHOCTL TEMBbI UCCJICIOBAHUA U CTCIICHDb €€ pa3p360TaHHOCTI/I

CrmnaneHas Mbimednas arpopust 5q (CMA) — 3To TspKenoe HacleACTBEHHOE ayTOCOMHO-
peliecCUBHOE  HEPBHO-MBILIEYHOE 3a0oiieBaHHe, COMNPOBOXKIAIOIIeeCcs JereHepanuein aiabda-
MOTOHEHPOHOB CHUHHOIO MO3ra, MPOBOJsAIIEe K MPOTPECCUPYIONICH MBIIIEYHON ci1adoCcTH,
nepupepruyeckoMy napajandy U HapymeHuo GyHKIui BHyTpeHHHX opranoB (D’Amico, 2011; Ross &
Kwon, 2019; Finkel R.S. et al., 2015; Mercuri E. et al., 2018; Ky3zeunkosa JI.M. u coast., 2022).

B ocHoBe marorenesa jexuT aeduiur Oenka BeDKMBaeMocTH MoroHedipona (SMN, Survival
Motor Neuron), oOycnoBieHnHbiii mytanueir B reie SMNI, pacmnonoxeHHOM Ha IJIMHHOM IIjieue
xpomocomsbl 5q13 (3abuenkosa B.B., 2013; Lefebvre, 1998; Prior, 2007). B Poccuiickoii ®enepannu
4acTOTa HOCHUTEIHCTBA MyTalluu cocTaBisieT 1:36, a mpenanonaraemast yacrora 3aboneBanus — 1:5184
HoBopoxAEHHBIX (Mikhalchuk K. et al., 2023).

Jlo BHeIpeHUs B NPAKTHKY MATOTEHETHYECKOW Tepanuu 3a0ojeBaHHEe HMEJIO HEYKIOHHO
Iporpeccupyroliee TeUeHHE C BBICOKOW JIETANBbHOCTBIO: 0e3 pecrupaTopHoil momnepxkku 90%
nanueHToB co CMA 1 tuna norubator no 2 ner (Finkel RS et al., 2014). CMA 1 Ttuna siBisiercs
Haubosee pacnpocTpaHéHHo hopmoit u coctasiseT 10 60% Bcex cmyuyaeB (Mesfin et al., 2012).

Pa3paboTka MeTOIOB NATOIEHETHMYECKON Tepamuu — TEHHOW Tepanmuu W CIUIalCHHT-
MOIU(PHUKATOPOB, HAMpABICHHBIX HA IMOBBIINICHHE YpoBHS Oenka SMN, KapauHaIBbHO H3MEHHIIA
ecTecTBeHHOe TeueHue 3aboneBanus [20-22]. B macrosmiee Bpemsi kiaumHuveckuit ¢perorun CMA
oTmpesieNsieTcss He TOJbKO TUMoM 3aboneBaHus (0—4), OCHOBaHHBIM Ha BO3pacTe MaHHU(pecTauu u
MaKCHMaJlbHO JOCTUTHYTOM MOTOPHOM Pa3BUTHH, HO M BapbUPYET B 3aBUCHMOCTH OT CPOKOB Hadasa
NaTOTeHETHUECKON Tepanuu U 00beMa MyJbTHIUCHUIITHHAapHOH noanepxku (Mary K. Schroth et al.,
2025).

B Poccuiickoit denepanuu yrBEpKACHBI U JEUCTBYIOT KIMHUYECKUE PEKOMEHIALIMHU T10 JIEYEHUIO
CMA vy nereii u B3pocibix [23, 24]. Bce manueHTsl I€TCKOT0 BO3pacTa ¢ MOATBEPKAEHHBIM JHarHO30M
CMA nmnonywator mnatoreHeTudeckyro tepanuio (Brmomaseny JI.B. u coast., 2024). Buenpenue
pacmupenHoro HeoHaTanbHOro ckpuHuHra (PHC) (IlocranoBnenuem IlpaButensctBa P® ot
29.11.2022 Ne 2161) mo3BosisieT HAauMHATh MATOICHETHYECKYIO TEPanuio JI0 MOSABICHHS MEPBBIX
cumntoMoB CMA (mpeacuMnToMaTHYecKue ManueHThl), (GopMUpYys HOBBIM (eHoTur 3aboeBaHMs,
KOTOPBIH TpeOyeT UTMTEIBHOTO KIMHHUYECKOTO HAOIOACHUS, OIICHKHA U MEePECMOTPa CYIIECTBYIOMIEH

KJIacCu(pUKaIH.



BonbIIMHCTBO  KIMHUYECKUX  HCCIENOBaHUM, TOCBSIIEHHBIX OIEeHKe 3((EeKTUBHOCTH,
0€30MacHOCTH ¥ MEPEHOCMMOCTH MHHOBAIIMOHHBIX mpenapartoB JiedeHuss CMA, cocpenoTodeHbl Ha
TaKUX KIFOUEBBIX IMOKA3aTeNsIX, KaK BBDKMBAEMOCTh, MOTOPHBIE (YHKIUHU, (YHKIUH TIOTAHUS U
neixanus (Chiriboga et al., 2023; Darras et al., 2019, 2021; Finkel et al., 2017, 2022; Lowes et al., 2019;
Mendell et al., 2021; Mercuri et al., 2021; Oskoui et al., 2023; Shell et al., 2023). IIpu 3ToM YacTb
WCCIICIOBAHMI BKJIOYAJIa OTPaHWYCHHBIE 110 KOJHMYECTBY TAIMEHTOB BBIOOpKHU. Hampumep,
uccienopanre START (daza [) — 15 mmagennes (Mendell et al., 2017), FIREFISH (¢aza 1) — 17
nanuenToB (Baranello et al., 2021), NURTURE (¢da3a II) — 25 nereii (De Vivo et al., 2019).

HccnenoBanus B peasibHOM KIMHUYECKON MPAKTUKE 3a4acTylO0 TaKkKe OrpaHHueHbl HEOOIbIITNMUI
BEIOOpDKAaMH (OT HECKOJIBKMX TMAaIMEHTOB), KOPOTKMM CpPOKOM HaOmomeHuss (6-12 wmec.) wu
COCpPEIOTOUEHBI HA W3YYCHHU BIIHMSHHS [ATOTEHETHYECKON Tepamuu Ha MOTOPHYIO (YHKIUIO
(HeBmepskuikas K.C. u coast., 2021; HInumrokosa FO.A. u coart., 2023; HoBukoBa, 2023; [TanTeneena,
2022; PymikeBu4 u coant., 2021; Coratti et al., 2021; Fernandes et al., 2024 u np.).

YuuBepcanbHble kputepun dQPeKTHBHOCTH U HEIDPEKTUBHOCTH MATOTCHETUYCCKOW TEparuu
Juist Becex TunoB CMA B HacTos1ee BpeMs He pa3padoTaHbl.

[[kanbl, peKOMEHJOBAaHHBIE B KIMHUYECKUX PEKOMEHIAIMAX IS OLEHKH 3(QexkTHBHOCTU
natoreHetnueckoil tepamuu (CHOP INTEND, HINE-2, RULM, HFMSE u np.. Onucanus mkan B
Tabnmuuma 3 HIKE) HE aJanTHPOBaHbI W HEJOCTATOYHO YYBCTBUTENIBHBI I OLCHKH
npeacuMnroMatuaeckux namentos (Bishop K. M. et al., 2018; Glanzman A. M. et al., 2011; Pera M.
C.etal., 2017; Mazzone E. S. et al., 2017; Trundell D. et al., 2020). Kpome Toro, npuMeHeHHE JaHHBIX
KA 3aTPYAHSIET MPOBEIEHNE HETIPEPHIBHOTO HAOIIOIEHHS TI0 OJTHOM U TOH Ke IIKaje Ha MPOTsHKEHUN
JUIMTETILHOTO  TEepUOoJia KWU3HW TMAaIlMeHTa, IOCKOJIBKY WX HCIOJB30BAaHUE  OMPEICIIIeTCs
(YHKITMOHATBHBIM KJIACCOM M BO3PACTOM, a IMOJIYYCHHBIC PE3y/IbTaThl BO MHOTOM 3aBHUCST OT OIIBITa
uccinenosarens. [Ipu 3ToMm, Hcronb3yeMas B KIMHHYECKHX HCCIEAOBAHUAX OIEHKA JOCTH)KCHUS
KPYIHBIX MOTOPHBIX HAaBHIKOB HE BKIIOUYE€HAa B KJIMHHYECKHE PEKOMEHJALUU [0 JIEYEHUIO0 U
HaOIroAeHNI0 nanueHTos co CMA.

AptembeBa C.b. u coat. (2023) yka3pIBatOT, 4TO KPUTEPUSIMH HEAOCTATOYHON 3(PPEeKTUBHOCTU
MOTYT CIYXKUTh KJIMHHUYECKH 3HaYMMoOe CHIKeHue mo nByM MotopHbM mkanam (CHOP INTEND,
HINE-2 nnu HFMSE) n/unu yxynamieHue apixaTeabHOW (QyHKIMU. DTH KpUTEPUU pacCMaTPUBAIOTCS
KaK BO3MOXHOE OCHOBaHHWE JUIS CMEHBI TATOTCHETHYECKOM Tepamwe TPH HEAOCTAaTOYHOM
(cybonTumManbHOM) OTBETE, OAHAKO KPUTEPHH OTPaAHHUYCHBI TpeMs (YHKIIMOHAIBHBIMH IKaJaMH, HE
YUUTBHIBAIOT MPUYMHBI, TPUBEIIINX K YXYIIICHUIO ¥ HE BHEJPEHBI B KIIMHUYECKYIO MPAKTUKY.

B poccuiickoit momynsiuuu 601pHBIX cO0 CMA OTCYTCTBYIOT KOMIUJIEKCHBIE HCCIIEIOBAHMUS,
OIICHUBAIOIINE BIIMSHUE TATOTCHETHUYECKON Tepanmuu Ha BBDKUBAEMOCTh, (U3WYECKOE pa3BHTHE,

Oynb0apHbIe W JbIXaTeNbHBIC (QYHKIIMH, OPTOIMEIUYECKHUE OCIOKHEHUS W KOTHUTHBHBIE (DYHKITUU.



[penukTops! 3(deKTHUBHOCTH M NPOTHO3a IMpPH PA3IMYHBIX THIAX 3a00JIEBaHHUS HE OMPEICIICHBI.
CorynacHO JUTEpaTypHbIM JaHHBIM, TEPANEBTUUYECKUNH OTBET XapaKTEpU3YETCsl 3HAUYUTEIbHOU
reTepPOreHHOCThIO, CBA3aHHOW C KIMHUYECKMM pa3HooOpasueM 3a00yieBaHUS U BapHaOelbHBIMU
cpokamu Hauana tepanuu, 10 40-50% nanueHToB He JOCTUTAIOT «KIMHUYECKH 3HAYMMOI'O OTBETa»
(Bowerman et al., 2017, Mohanlal S. et al., 2025, Belanci¢ A. et al., 2025).

Takum 00pa3oM, B HacTosIee BpeMs OCHOBHBIM HMHCTPYMEHTOM MOHHTOPHHTa OTBETa Ha
NaTOT€HETHYECKOE JIeUeHUE OCTAETCs KOMIUIEKCHAs KIIMHUYECKas OIleHKa manueHTa. CucreMaTndeckui
cOOp M aHaNM3 NAHHBIX JUIMTEIFHOTO HAONIOACHUS 3a MAalMeHTaMH C pa3nuuHbIMH TUnamMu CMA,
NOJTYYaIOIUMH TTaTOTCHETHYECKYIO TEpanuio, MO3BOJIUT YTOYHUTH (OPMUPYIOIIUIcS (eHoTUn
3a0oneBanus Ha (OHE JIEYCHHS, CBOECBPEMEHHO BBIABISATH HEBPOJOTMUECKHE M COMATHYECKHE
OCJIOKHEHHUS. DTO TO3BOJIUT (DOPMHUPOBATH OCHOBY JJISi MPOTHO3MPOBAHMS OTAAJICHHBIX HCXO/0B

33.6OJ'ICB3.HI/I$I, OINITUMHU3AIMH U MMOBBIIICHUA KAaYCCTBA MYJIbTUAUCHUIIIMHAPHOTO COIIPOBOXKACHU .

Ieaps uccaenoBanusi.

Onennuts M3MEHEHHE (PEHOTHIIA y TMALNMEHTOB CO CIIMHAIBHON MBIIMICEYHOH aTpoduer (CMeHy
(GYHKIIMOHATIBHOTO KJIAacca, HEBPOJIOTHUECKOIO M COMATHYECKOro craTyca) Ha (hpoHE HpHUMEHEHHS

IMaTOreHEeTUYECKOM TCpalinu.

3agauu ucciaeI10BaHudA

1.  Onenutb 6eccOOBITUITHYIO BBDKMBAEMOCTh Ha (JOHE MPUMEHEHUS NMaTOr€HEeTUYECKON Tepanuu y
MAIUEeHTOB ¢ pa3auyHbiMu Turiamu CMA.

2.  Ilpoananu3upoBaTh JAMHAMHUKY (YHKIMOHAIBHBIX IOKa3aTeaed Ha (OHe MpUMEHEHHs
NIaTOT€HETUYECKOH Tepanuy y NalMeHTOB ¢ pa3andHbiMu THiaMu CMA.

3. Ompenenuth MPEAUKTOPHI MOBHIMIEHUS (DYHKIIMOHAIBFHOTO Kiacca (MOTOPHBIX BO3MOXHOCTEH)
IIpYU IPUMEHEHUH [TaTOT€HETUYECKON Tepanuu.

4.  TlpoBecTu KOMIUIEKCHYIO OLIEHKY COMAaTH4YE€CKOTO U HEBPOJOTHUYECKOr0 CTaTyCOB MAIUEHTOB CO
CMA Ha ¢oHe naToreHeTUYecKon Tepanuu.

5.  IIpoananu3upoBaTh TPYIIy MAallMEHTOB C HEIOCTATOYHBIM OTBETOM Ha MAaTOT€HETUYECKYIO

TepaIuio.



CreneHb HAYYHOW HOBU3HBI

Bnepseie B Poccuiickoit @enepanuu Ha caMOM KPYNHOW KOropTe INAlUHUEHTOB CO CIMHAJIBHOU
MbIlIeyHOH aTpodueii (n=149) nomyuyeHs! JanHbIe 00 3PHEKTUBHOCTH NATOr€HETUYECKON TEPAITuu U ee
BIUSHUM Ha (peHoTHn 3a00JIeBaHUs B TE€UCHHUE TPEXJIETHETO MEePHO/ia HAOIIOACHHUS.

BriepBeie mpoBeleHa OlLIGHKAa BIMAHUSA MATOTEHETHYECKONM Tepanuu Ha O0eccOOBITUIHYIO
BBDKMBAEMOCTH IMAlMEHTOB C pa3inuHbiMu TuniaMu CMA B poccuiickoil nomyssiiuu. [lokasano, uto
WHHOBAI[MOHHOE JIEYCHHE MOIUGPHUIMPYET ECTECTBEHHOE TEYCHHE OOJEe3HH, YBEIHMYMBACT
BBDKMBAEMOCTh 0€3 MOCTOSTHHON BEHTHIISIINY JIeTKUX 110 89,8% npu CMA 1 tuna u 10 100% mpu CMA
2 1 3 Tumna, KaK U y NalMeHTOB MOJIYYHUBIINX JICUCHUE HA TPEICUMIITOMATUYECKOM CTaIuu 3a00JIeBaHUS.
Tepanust crmocoOCTByeT (GOPMHPOBAHUIO HOBBIX KIMHUYECKHX (eHotunoB (Hanpumep, CMA 1
(GyHKUIMOHATBHBIN Kace «cuaguniny, CMA 2 QyHKIIMOHATBHBIN KIIACC «XOISUUIN»), HEJOCTHKUMBIX
0e3 MaTOreHeTUYECKOM Tepanuu Mpu eCTeCTBEHHOM TEYCHHH.

YTOYHEHBI TOPOTOBBIC 3HAYCHHUS JIJIsl IPEAUKTOPOB MPOTHO32 HAUTYYIIIET0 MOTOPHOT'O OTBETA Ha
MATOTCHETHYECKYIO TEpanuio: Bo3pact nedrora Oomnee 1,5 mecsue mnss CMA 1 tuna u Bpems 10
WHULHAIWY JieueHus MeHee 8,5 mecsueB ji1 CMA 2 tumna.

[TponeMoHCTpUPOBAHO, YTO HAYallo TEpaluy Ha MPEICUMITOMATHUYECKON CTaauu 3a00jieBaHuUs
MOJKET CIIOCOOCTBOBATh HE TOJIBKO (hOPMHUPOBAHUIO MOTOPHBIX HABHIKOB B paMkax HopmaTuBoB BO3,
HO W HOpMaJIbHOMY (PH3UUIECKOMY, IICUXOPEYCBOMY H COMATHUECKOMY Pa3BUTHUIO.

BnepBrie mpoBeieHa OlleHKa KOTHUTHUBHBIX, PEUYEBBIX, SMOIMOHAIBHBIX, KOMMYHUKATUBHBIX U
afanTUBHBIX QYHKIUH y manueHToB Bcex TunoB CMA. BeisiBieHo, 4to 10 79% u3 BceX MAIMEHTOB C
KIIMHUYECKUMHU TPOSBICHUSIMH UMEIOT HApYIICHHsI aIallTUBHOTO MOBEACHHUSI, a TIPU THKENBIX hopmax
CMA MoOryT BBISIBISTHCS IMOIIMOHATBHBIE, KOTHUTUBHBIE 1 KOMMYHHKAaTHBHBIC HapymieHus (10 30 —
40 %).

[loka3aHo BIMsSHHME Tepamud Ha COMATUYECKUMM W HEBPOJIOTMYECKUH cTaTyc. BblsiBieHa
FeTEPOreHHOCTh OTBETA HA JICUEHHE Yy NAIMEHTOB, MOJYYMBIIMX JICYEHHUS B PA3BEPHYTOW CTaauuU
3a00JI€BaHUs, TPOSBIISIONIASCS MPOTPECCUPOBAHUEM OTIEIBHBIX CHMITOMOB y YacTH TAIlMEHTOB.
YcraHoBiI€HO, 4YTO TpeTh maiueHToB (35,7%) NEeMOHCTPUPYIOT HEIOCTaTOYHBI OTBET Ha
MAaTOT€HETUUECKYI0 TEPANUI0, pa3audHblid B 3aBUCUMOCTH OT TUma: CMA 1 — mpenmyniecTBEeHHO

pecniuparopusie, CMA 2 — pecniuparopHbie 1 MOTOpHbIE, a CMA 3 Tuna — MOTOpHBIE YXYILIECHHS.

TeopeaneCKaﬂ U NMPpaKTHYIECKasA 3SHAYUMOCTD

PesynpTaThl wWcclieoBaHUsI pacHIUupsT mpenactaBieHne o0 wu3meHeHuun (enoruma CMA B

YCIIOBUAX peaﬂLHOﬁ KJINHUYECKOM IMMPAKTHUKHU, ITO3BOJIAT 0oJiee 00BEKTUBHO OLICHUBATh B(I)(I)CKTI/IBHOCTL



COBPEMEHHBIX METOJIOB MAaTOT€HETUYECKOM TEpamuM M YJIydllaT HPOTHO3 M HCXOABI 3a00JIE€BaHUS.
[IpenyioskeHHble B Xoae pabOThl PEKOMEHJAIMK [0 HM3MEHEHUIO CTaHIapTU3MPOBAHHOW OLIEHKU
3P PEKTUBHOCTH NATOT€HETUYECKON TEparuu ¢ UCHOJIb30BaHUEM Kiaccu(ukanuu (QyHKIIMOHATBHBIX
KJaccoB 1o kpurepusaM BO3 i KpynmHBIX MOTOPHBIX HaBBIKOB MO3BOJIAT MOBBICUTH 1I0CTOBEPHOCTh
MEXIKCHEPTHONH OLIEHKH M 0ojee NepCOHU(UIUPOBAHO YUMTHIBATh MHAMBUIYaJbHbIE OCOOEHHOCTH
nanueHTos co CMA.

[Toka3zaHo, 9YTO GOJBIIMHCTBO OOJBHBIX, MOTYYAIONIUX MATOTEHETUYECKYIO TEPAIHIO, B TEUCHUE
TpEX JIeT HaOJIIOAEHUS, BBDKUBAIM M HE TpPeOOBIM TNOCTOSHHOW BEHTUJISLMM JIETKUX, YTO
CBU/IETEJICTBYET O 3HAYMMOM BIIMSIHUM TE€paluu Ha BBDKMBAEMOCTh U COXPAHEHUE, a B PAJE CIIydyaeB
yiydineHue, pecnuparopaoil pyakmuu npu CMA (BO3MOXEH Mepexoj] ¢ MOCTOSHHON BEHTHIISAIUU K
MeHee, 4eM 16 yacoB B CyTku). Pe3ynbTaThl, MONXy4YeHHBIC y MAIMEHTOB IOJIYYMBIIMX JICYEHUE HA
IPEJCUMIITOMAaTHYECKON cTaauu 3a0o0jieBaHMs], MOJATBEPXKAAIOT KIIOUEBYIO pPOJb PaCUIMPEHHOIO
HEOHATAJIbHOI'0 CKPUHUHTA, Kak HarOosee 3¢ (eKTUBHOIO HHCTPYMEHTA MPO(UIAKTUKY U JOCTHIKEHUS
MaKCHUMaJIbHOTO TePareBTHYECKOro 3P eKTa Tepanum.

[TpenukTOps! Mporuo3a 3 HEeKTUBHOCTH Tepanuu MpHu pa3HbIX THIaXx CMA 1OKa3bIBaIOT, 4TO MPH
CMA 1 Ttuna ynyuiieHue MOTOPHBIX (DYHKIMI B OoJblled CTEleHH OOYCIOBIEHO I'€HETUYECKUMHU
daxropamu (unciom konmii resa SMN2) n knmunueckumu dakxropamm (BospacToM 1e0l0Ta) NpH
panHeM Havaiie Tepanuu. Torna kak npu CMA 2 kiroueBoe 3Ha4eHHE UMEET CBOEBPEMEHHOCTh Hayasa
JIeYSHMs], UTO OKa3bIBaeT O0Jiee 3HAUMMOE BIMSHUE HA IPOTHO3, YEM UCXOHAsS TSHKECTh COCTOSTHUSL.

[TonydenHnple B Xoae paOOThl JaHHBIE OLCHKHM HEBPOJOTMYECKOTO M COMAaTHYECKOTrO
oOciieZloBaHUSl TAIUEHTOB Ha (OHE TPHUMEHEHHUS MATOTCHETHYECKOW Tepanuy IMOITBEPKAAIOT
HEOOXOMMOCTh MEXKIUCHUIUIMHAPHOTO TMOAX0Aa ¥ (OPMHPYIOT OCHOBY [UIS ONTHMH3ALUU
HaIlMOHAJIBHBIX KIIMHUYECKUX PEKOMEHIAIH.

Ha ocHOBaHMM MOJNy4eHHBIX PE3yJIbTATOB MCCIEIOBAHUS BHECEHbI M3MEHEHHUS B CTPYKTYpPY
Poccuiickoro perucrpa ManMeHTOB CO CHUHAJBbHON MblieyHo arpodueln «HabmrogarenbHoe
uccnenoBanne. CrimHaNbHAs MBIIIEYHAsT aTPOQUs» C BKIIOYEHHUEM OICHKH MOTOPHOTO Pa3BUTHS U

(YHKLIMOHATIBHBIX IIKAJI.

MeToa0JI0THsl 1 METOAbI MCCJIET0OBAHMSI.

O0BEKTOM HU3YUCHUA JAHHOI'O0 HCCICAOBAHUA ObLIHN ITAIIUCHTBI C TCHECTUYCCKN YCTaHOBHeHHOﬁ
CMA (n=149), ¢ poxaeaus u 10 18 ner, moboro mona. Yacrora HaOmOmeHUS W 00CIEI0BAHUS

OonpeacislyiaCb UHANBUAYAJIIbHO JJIA KaXJOr'0 IMalUCHTAa B 3aBUCUMOCTH OT BHA NaTOreHEeTHYECKOM
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TepaIuu, TSHKECTU COCTOSIHUSA. MUHUMaIBHO | 1o/, MaKCUMalibHO 3 TO/1a OT CTapTa MaTOreHETUYECKON
TEpanum.

MeTtoapl  UCCIEAOBAaHUS:  MOJEKYISIPHO-TEHETUYECKUH,  AaHAMHECTHYECKUH,  KIMHUKO-
reHeaIornYeCKUi, 1a00paTOPHBIN, HHCTPYMEHTAIbHBIN, CTATUCTUYECKHH.

OO6cnenoBanue BKIIOYAJO B ce0si: cOOp aHaMHe3a (BKIIOYAs OlepaTUBHBIC JICUCHHUS, [IEPEIOMBI,
nepeHecéHHble 3a00JIeBaHUs, TOCIUTAIU3AIMK), ONPOC IMALMEHTOB M WX poauTened o0 obObeme
MPOBOAMMON pPEAOWIUTAIIMU, TPOBEICHUS BEHTWISIIMOHHOW TMOJJEPKKH, OICHKA KOJINYECTBA
OTepaTUBHBIX BMEUIATENIbCTB, IEPETOMOB UTMHHBIX TPYOUaThIX KOCTEH; OlleHKa (PU3MUECKOro pa3BUTHUS
(aHTpOIIOMETPHS), OLIEHKA COMaTUYECKOT0 U HEBPOJIOTUYECKOTO CTaTyCca, OLIEHKA HAIMYKS KOHTPAKTYP,
OIICHKa MOTOPHBIX HABBIKOB COTIacHO KpuTepusm BO3, TectupoBanue ¢ MOMOIIBI0 (PYHKIIMOHATBEHBIX
motopubix mmkan (CHOP INTEND, HINE-2, HFMSE, RULM, MFM-32, 6MWT); omuenka
KOTHUTUBHBIX (YHKIMIA ¢ momoripio Mmeromuku Developmental Profile-3 (DP-3). KowmmiekcHoe
71ab0paTOPHO-UHCTPYMEHTAIbHOE OO0CleJOBaHMe: KIMHUYECKHE AaHalu3bl: OOLIMI aHaliu3 KpOBH,
o0l aHaM3 MOYM, OMOXUMHUYECKUN aHAIN3 KPOBH, BKIIFOYAS SJICKTPOJIUTHI U YPOBEHBb KaJbIUS B
KpPOBH, KoaryjorpaMmma, TporoHuH |, ropMoHanbHBIN TTpoduis, ypoBeHb mucratnia C, ypoBeHb 25-
rugpokcuButamuda D (25(OH)D), wuccrenosanue ra3oB kpoBu; y mnampentoB CMA 1 Tuma
npoBoawioch crumynsuuonHas OHMIT B munammke; snextpokapauorpamma (OKI'), cyrounoe
XontepoBckoe MouHuTopupoBanne OKI, HOYHAs MyJbCOKCHMETpPUS; YIBTPa3BYKOBBIE METOJIBI
UCCIIC/IOBAaHMS:  yIbTPA3BYKOBOE HCCIIEJOBAHWE OPraHOB OpIOIIHOW TOJOCTH U  IOYEK,
IXoKapauorpadguueckoe HUcCcienoBaHue cepiaua; (YHKIUU BHEIIHEro [AbIXaHUA (CIIMPOMETPHS),
pentredorpadus (PI') mo3BoHOUHMKA M Ta300€JpEHHBIX CYCTaBOB; JACHCUTOMETpUs (¢ 6 JeT);
KOHCYJIbTAIIMH CIEIIHAIICTOB 10 TIOKA3aHUSM.

Tum uccnemoBaHusi — OTKPHITOE OJHOIICHTPOBOE PETPOCTIEKTHBHOE C CEpUEH MPOCTEKTHBHBIX
HaOII0IEHUH, KOTOPTHOE.

[To sTHYecKkuM cOOOpaKeHHUSIM, YUUTHIBasI MaToreHe3 3a00JeBaHNUsS U HEONIAronpUsSTHRIA UCXOT
3a0oneBanus 0Oe3 JI€UeHHWs, TPYNIBl KOHTPOJs B wHccienoBanuu Her (B Poccum Bce netm ¢

MOATBEPKAEHHBIM ArarHo3oM CMA mosydaroT maTOreHEeTUYECKYIO TepaIuio).

OcHOBHbBIE MOJOKCHUS, BLIHOCUMBbBIC HA 3alIIUTY

1.  TlatoreHermueckas Tepamusi SBISETCS KIIOYEBBIM (DAKTOPOM IMOBBIINIEHUS BBDKMBAEMOCTH H
CHIDKEHHUS 3aBHUCHMOCTH OT IOCTOSHHOM PECHUPATOPHOM MOIIEpKKH y manueHToB co CMA.
Tepanus hopMupyer yciaoBus Juisl mepexoa OT MOCTOSHHON BEHTUIISIUY K MeHee, ueM 16 yacoB

B CYTKH, YTO HCAOCTUXKUMO IIPU €CTCCTBCHHOM TCUCHUHN 3a00JIeBaHUs.
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2. VY manuueHToB, NOJYYMBIIMX JIEYCHHE HAa MPEICUMITOMATHYECKON cTaauu 3aboneBanus (rpymnmna
npea-CMA) MOTOpHOE pa3BHTHE COOTBETCTBYET BO3pacTHbIM HopmatuBam BO3. V 75%
narueHToB co CMA 1 Tumna npu paHHeM NMPUMEHEHHH ITaTOTeHETUYECKOW Tepariy JOCTUTAeTCs
yIIydlIeHUE MOTOPHBIX (DYHKIIUI1 U MOBBIIIEHUE (PYHKIIMOHAIBHOT'O KJIacca, a y MO3HO JICYCHHBIX
narueHToB co CMA 2 u 3 Tuna pe3ylnbTaToM SBISETCS CTaOUIN3alus COCTOSHUSI.

3. Jmst mammentoB co CMA 1 Tuna npeaukTopamMu yayqieHus yHKIHOHAIBHOTO KJIacca SIBISIOTCS
no3Hui 1e6roT 3a0oneBanus u O6onbee ynciao konuit rera SMN2, torga kak mpu CMA 2 tuma
Oosnee 3HAYUMBIM (DaKTOPOM JIOCTHIKEHHS BBICOKOTO (PYHKIIMOHAIBHOTO YPOBHS SIBIISIETCS
MEHBIINM HWHTEpBal MEXIy AeO0TOM 3a00JeBaHUS M BO3PACTOM Haudaja MaTOr€HEeTHYEeCKOU
Tepanuu.

4.  Hayamo nedeHus Ha MPEACHUMITOMATHYECKON CTAIUM CIIOCOOCTBYET HE TOJBKO HOPMAIBHOMY
MOTOPHOMY DPa3BUTHIO, HO M COXPAHEHUIO COMATUYECKOTO, MCHUXOPEYEBOTO M KOTHUTUBHOTO
pazButusa. Y mnamnueHtoB co CMA 1-3 tuma oTmedaercss yiaydlleHHE WM CTaOMIU3alus
MOKa3aTeJiel COMAaTUYECKOTO0 M HEBPOJIOTHYECKOTO CTaTyca, HO COXPAaHSETCS BBICOKHUUA PHUCK
Pa3BUTHS OPTOMEIUYCCKUX M JBIXATCILHBIX OCIOXXHEHHWH, a TakKe HapyIICHWH aJalTHBHOM
cdepe (0 79%). Y nmanueHToB ¢ paHHUM Je00TOM 3a00JIeBaHUs, MEHBIINM YUCIOM KOMHil reHa
SMN2, Gonee HU3KUM (GYHKIIMOHAJIBHBIM KIIACCOM, C Hajgu4ueM aucharud U XPOHUYECKOU
JBIXATEIIbHON HEIOCTATOYHOCTHIO OTMEUAIOTCS HAPYIICHUS B KOTHUTHBHOW, YMOIMOHAIBHOM,
KOMMYHUKaTHUBHOU cepax (10 40%).

5. Y omHOW TpeTH mNanueHToB ¢ KiauHWYeckuMu (opmamu CMA 1-3 Tuna HaOmomaercs
HEJOCTAaTOYHBIA OTBET Ha MATOTEHETHYeCKylk Tepamnuio. DakTopaMu, CHOCOOCTBYIOIUMHU
HEJIOCTATOYHOMY OTBETY, SIBJISFOTCS TPOTPECCHUPOBAHME CKEJICTHBIX nedopmanuii U HU3Kas
MPUBEPKECHHOCTh  COOJIIOJICHUIO  MEIUIIMHCKUX  PEKOMEHJAIM W BBITIOJHCHUIO
peabuINTAIIMOHHBIX MeporpusaThii. HemoctaTtounslii oTBEeT Hambojee 4acTo BBISBISETCA MPU
MainoM uucie konui rena SMN2 y namuentoB co CMA 1 Tuma, a Takke Mpu 3HAYUTEITHHOU
3a/lep’KKe Hayaja MaTOreHeTHYecKoro jeueHus y nanueHToB co CMA 2 Ttuna, yTo sBisSeTcs
3HAYMMBIMH ITPOTHOCTUICCKUMU KPUTEPUAMHU (QYHKITMOHATBHBIX HCX0J10B. B rpymme nmpen-CMA

HEIOCTAaTOYHBIM OTBET Ha TEpalrio OTCYTCTBYIOT.

BHenpenue pe3yJibTaTOB B IPAKTHUKY.

HOJ’Iy‘-IeHHI)Ie PE3YIbTATEI  UCCICAOBAHUSA  BHCAPCHLBI B  MNPAKTHYCCKYIO  ACATCIIBHOCTDH
IICUXOHEBPOJIOTHIYCCKUX OT}IGJ’IGHI/If/i HAYYHO-HUCCICA0BATCIILCKOT'O KIIMHUYECKOI'O HUHCTUTYTa

neAuaTpuu U 1eTCKoM xupypruu nMmenn akaaemuka O.E. Benstumesa ®I'AOY BO PHUMY um. H.1.
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[TuporoBa, a Takxke y4eOHBII MpollecC MOATOTOBKH CTYACHTOB M KIMHHUYECKUX OPAMHATOPOB Ha
kadenpe HeBPOJIOTUY, HEHPOXUPYPTHH U METUIIMHCKOM reHeTuku uM. aka. JI.O. banansaa Muactutyra
Heliponayk u Hedporexnonoruiit ®I'AOY BO «Poccuiickuii HanumoHAJIbHBIA HCCIIEI0BATEIbCKUI
MenuuHckui yHuBepcutrer uMm. H.M. Iluporosa» MuHuctepcTBa 31paBooxpaHeHus Poccuiickoit

denepanuu.

JIMYHBIA BKJIaJ aBTOPA

ABTOpY MNpPHHAAIECKHUT OINpEAeIsIomas poib B pa3paboTKe IMPOTOKOJIA HCCIEAOBaHNUS,
IIOCTAaHOBKE LieJed M 3a1ady, OOOCHOBAaHMM OCHOBHBIX I0JIOK€HHH. CaMOCTOSTENIbHO OTOOpaHbI
NalMeHThl, MpoBeJleH cOOp aHaMHe3a, MOAPOOHBIM KIMHUKO-HEBPOJOIMUYECKHMH M COMAaTHYECKUM
OCMOTp, TeCTHpOoBaHue 1o meroauke DP-3, rectupoBanue o GyHKIMOHATHLHBIM MOTOPHBIM IIIKAJIaM B
muHamuke (CHOP  INTEND, HINE-2, HFMSE, RULM, MFM-32, 6MWT). Asropom
[IPOaHAJIM3UPOBAHbl OCHOBHBIE OTEUECTBEHHBIE M 3apyOeKHblE MUCTOUYHUKH JIMTEPATypbl. ABTOPOM
IPOBE/ICHbl AHAIUTUYECKas M CTaTHCTUYecKas o0paboTka, a Takke JajbHeHIas MHTepHpeTaunus
MOJYYCHHBIX B XOJ€ AMCCEPTAI[IOHHOTO WCCIEIOBAHUS JaHHBIX, ()OPMYJIMPOBKA BBIBOJOB U

NPaKTUYECKUX PEKOMEHAlNi, HallMcaHue aBTopedepara u TuccepTanuu.

CooTBeTcTBHE JUCCEPTALIMH NACTIOPTY HAYYHOH CNIEHHATBHOCTH

HayuHble monokeHuss AMccepTalMiM COOTBETCTBYIOT Hacmopry crenuansHoctd 3.1.24

HespoJsorus.

CremneHb 10CTOBEPHOCTH

CreneHb JOCTOBEPHOCTH pE3YJIbTaTOB OMpEAENseTcs JOCTaTOYHBIM O00BEMOM BBIOOPKH
00CJIeIOBaHHBIX MAlMEHTOB C pa3HbIMH (OpMaMHU TEHETUYECKH MOATBEPXKIECHHOTO 3a00NeBaHus,
YETKOM TOCTAHOBKOM wened u 3anad. HaydHble MOJMOXKEHUS W TPAKTUYECKUE PEKOMEHAAIUU,
chopMynupOBaHHBIE aBTOPOM B JUCCEPTAIMH, OCHOBAaHbI Ha W3YYEHHH JOCTATOYHOTO OOBeMa
KIIMHUYECKOro MaTepuana. B paboTe ucmoiap30BaHbl COBPEMEHHBIE METOBI UCCIIEAOBAHNUS, TTOTHOCTHIO
COOTBETCTBYIOIIME TOCTaBICHHBIM 3anadaMm. (CraTtuctudeckas oOpaOOTKa BBIMOIHEHA COTJIACHO
COBPEMEHHBIM TPEeOOBAHUSIM MEIUKO-OMOTOTHYECKON CTAaTUCTUKUA. BBIBOJBI apryMEHTHPOBAHBI M

JIOTUYCCKU BBITCKAIOT U3 IMPOBCACHHBIX aBTOPOM I/ICCJ'IG}IOBaHI/II\/’I 1 ITOJIYUCHHBIX PE3YJIbTATOB.
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Anpobanus pe3yJibTaToB

Huccepramus anpoOupoBaHa Ha COBMECTHOM 3acenaHuu (mpotokon Ne§ ot 27.05.2025 r.)
kadeIpsl HeBPOJIOTHUHU, HEUPOXUPYPTHH U MEAUIIMHCKOM reHeTHKH uM. akaj. JI.O. banansna Muactutyra
HelpoHayK U HelpoTexHonoruit denepaibHOTO rOCyIapCTBEHHOIO aBTOHOMHOI'O 00pa3oBaTeIbHOIO
YUpEKICHUS BBICIIETO 00pa3oBaHus ‘‘PoccHilCKuii HAITMOHAIBHBIN UCCIEA0BATEIbCKUN MEIUITMHCKUNA
yauBepcuter umenn H.M. IluporoBa” MunuctepctBa 3apaBooxpaHeHus Poccuiickoit ®enepanui.
Juccepranus peKOMEHA0BaHa K 3allUTe.

Martepuansl auccepranuu Obuld TpencTaBieHbl Ha: [V koH(epeHIMU accouuanuu AETCKUX
HeBpostoroB B o0mactu Muosiorun «KHEOMMUMO» ¢ mexaynapoaasiM yuactueM 24-26 Hosa0ps 2022 rona,
r. Mocksa; |l KoHrpecc MonoabIx y4eHbIX ¢ MEXIyHApOoAHbIM ydactheM 1-3 mexaOpst 2022 ropa, T.
Coun, VII HayuHO-pakTH4YecKOW KOH(epeHIH AcCOoUMaluu AETCKUX HEBPOJOToB B 00JacTu
muonorun «HEOMUMO» 4-6 anpensa 2024 roga, . Mocksa; Beepoccuiickoil KOH(pEpeHIIUN SKCIIepTOB
B o0acTu peakux 3aboneBanuii «CeT 1o0pa Poccuu: myTh K criaceHuIo peakux xu3nHein» 18-19 mapta

2025 roxa, r. Mockaa.

y6ankanun

[Io Teme pmuccepranuu OMyOJMKOBaHBI 6 cTaThu B KypHalax, pekoMeHayembix BAK

Muno6pHayku Poccun.

CTpyKTypa U 00beM JucCepTAIMU

Huccepranus m3noxena Ha 208 crpaHUIle MAIIMHOMTUCHOTO TEKCTA, COACPKHUT 23 TaOIHIBI H
WITIOCTpUpoBaHa 74 pucyHkamu. Pabora cocTOMT W3 BBeAEHHs, 0030pa JUTEparyphl, oOIei
XapaKTepPUCTHKH O0CIEJOBAHHBIX JIMIl U METOJOB MCCIIEIOBAHUS, TJaBbl COOCTBEHHBIX PE3YJIbTaTOB
UCCIIEIOBaHMA, 00CYXK/ICHNS, 3aKITFOUEHUS, BBIBOJIOB, MPAKTHUECKUX PEKOMEHIAINH 1 INTEPATYPHOTO
yKaszaTensi, cofeprxkaiero crnucok 50 oreuectBeHHbIX U 207 3apyOeKHBIX HCTOUHUKOB U ITyOIHMKAAN

aBTOpa, MOATOTOBJICHHBIX ITO TEMC AUCCEPTALIUU.
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I''TABA 1. OB30P JIMTEPATYPbBI

1.1. Onpenesienne cIMHAIBHON MBIIIEYHOH aTPpopUN

[IpoxcumanbHast crnuHanbHass MblmevyHas atpodus 50 (CMA) - MOHOreHHOE, ayTOCOMHO-
peliecCUBHOE, HEPBHO-MBILIIEYHOE 3a00JIeBaHUE, TPUUNHAMU KOTOPOTO SIBJISIOTCS MaTOT€HHBIE MyTal[ul
B reHe BbbKHMBaeMocTd Motoneiipona (SMN1, Survival Motor Neuron). Myranuu B reme SMNL,
JIOKQJIM3YIONIUECS Ha JUIMHHOM Iiede XpoMocoMbl 5 (5q13), BenyT k morepe Oelika BBIKUBAEMOCTH
mortonelipoHoB SMN. Jlepuut 6enxa SMN npuBoauT k gereHepanuu anb(a-MOTOHEHPOHOB CITMHHOTO
Mo3ra, K arpoduu mnepudepuyeckoro HepBa, MPOrPECCHPYIONICH MbIIMIeYyHOW ciaboctu U
nepudepuueckomy napanudy [58, 74, 97, 207].

B 1891 roay aBctpuiickum Heposiorom I'. Bepauurom (Guido Werdnig), paboraroriem Ha
Kadeape MaTONOTHYECKON aHATOMUM YHUBeEpcuTeTa ['pama B ABCTpHH, BIEPBBIE TaHO OIMCAHHE
KJIMHUYECKON KapTHHBI 3a00JI€BaHMs B XKypHaJIe «ApXHMB MCHXHATPUU H HeBposorum» [109, 207].
OnHoBpeMeHHO HemenkuM BpadoM M. Toddmanom (Johann Hoffmann) npeacrapieHo cemp cinyuacs
U3 TpeX ceMel co cxoxel kimHudyeckod kapTuHod. B 1892 ronmy BBemeH TepmuH «CrHUHalIbHAs
MBbIIIeYHast aTpous» I OMIMCAHUS MIIAJICHIIEB C TPOrPECCUPYIONIEH C1a00CThIO, TPEMOPOM TaJIbIICB
pyk u cmepthio ot mHeBMonuu [207]. B 1956 1. O. Kyrennbepr (E. Kugelberg) u JI. Benanmep (L.
Welander) onucanu ¢popmy CMA ¢ no3aaum ae0r0ToM (0T ABYX J0 CEMHALATH JIET), OTHOCUTEIHHO
MSTKHM TeUeHHEeM | Ooiyiee OnaronpustHeiM mporrozom [207]. Drta dopma Oblia Ha3BaHa MO3KE
oomnesnnio Kyrennbepra—Benanaep. Haunnas ¢ 1964 rona, nesposior B. JlyOoBuir onmyOaukoBai psij
UCCIIEIOBAaHUM, B KOTOPBIX OMMCAN MPOMEXYTOUHbIM (PeHOTUIT 3a00s1€BaHus, MOTYYUBLINM Ha3BaHUE
«06one3np Jlyoosuma» [108, 109]. B 1991 roay B kiaccubuKalyy CIHHATBHON MBIIICYHON aTpoduu
OBLIIM BbIAENIEHBI TPU OCHOBHBIX THMa 3a0oneBanus: | tun — 6onesns Bepauura—I'odpdmana, 2 tum —

6onesnp Jlyoosuna u 3 tun — 6onesus Kyrensoepra—Bemanzaep [58, 74, 97, 207].

1.2. Dnugemuosorusa u narorenes CMA

B nacrosimee Bpemst npokcumanbHasi CMA sBisieTcst OJHUM M3 HauboJiee YacTo BCTPEYArOIIUXCS
MOHOT'€HHBIX 3a00JI€BaHMM, pacIpOCTPaHEHHOCTh MO Pa3HbIM MCTOYHHUKAM KOTOPOIO cocTaBiser 1:6
000 - 1:10 000 HoBOpOX)AeHHBIX [97, 176, 176, 224]. YacTora HOCHTEAbCTBA MyTarmii reHa SMN1 B
MHUPOBOW MOMYJISIMM COCTaBIsIeT NpuMepHo 1 ciyuyail Ha 54 uyenoBeka, BappUpPys B 3aBUCHUMOCTH OT

sTHHYecKOW npuHapiexHoctu [13, 14]. Tlo manaeiv ®I'BHY «MI'HIl» vactoTta TreTepo3uroTHOro
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HocutenbcTBa Aenenuu B TeHe SMN1 B Poccum cocraBmsier 1 Ha 36 denoBek, pacueTHas 4acToTa
3aboneBanus 1 Ha 5184 HOBOpOXKACHHBIX[176].

e SMN1, myrammu KOTOpOro MpUBOIAT K 3a0oyieBaHuUIO, ObuT ompezeneH B 1995 r. [153, 159]. B
reHOME YejIoBeKa mpejcTaBiieHsl ABa moutH uaeHTHdHbx rea SMN (SMN1 u SMN2) na xpomocome
5913 [153]. I'er SMN1 pacrionoxeHn Ha XpoMOCcOMe 5 OJIHIKE K TEJIOMEpPE, B APYrOil 4aCTH XPOMOCOMBI
3epKallbHO HAXOJIUThCS IMeHTpoMepHas komus rena SMN2. O6Ga reHa coctoar u3z 9 SK30HOB H
oTnuYarTCs 5 Hykieotuaamu B mocnegoparenbHocty JJHK. 'en SMNL siBiisieTcst OCHOBHBIM T€HOM JIS
CHUHTE3a MOJHOLEHHOro Oelika BbIKUBAEMOCTH MOTOHEHpOoHOB. XoTsa 6emok SMN skcmpeccupyercs
noBceMecTHO, myTanus reHa SMN1 npuBoIUT MpenMyIIeCTBEHHO K THOeTH MOTOHEHPOHOB CITUHHOTO
MO3ra, 4TO KJIMHMYECKH MPOSBIAETCS NPOTPECCUPYIOMIEH MBIIICYHOW CIaboCThi0, TUIOTOHHUEH,
apedIiekcrel 1 3aIep)KKOM UM PerpeccoM MOTOpHOTo pasutus [7, 159].

I'en SMNZ mnpeuMyIiecTBEHHO OJKCIPECCUPYET YKOPOUYCHHYIO M HECTaOWUIbHYI (opMy
matpuyHoiit PHK (MPHK), yto nmpuBoauT k cunte3y HedyHKIIMOHANBHOTO Oenka SMN npumMepHo B 85—
90% cny4aeB. Jlums He3HauUTENbHasE 4acTh TpaHCKpuNToB SMN2 comepXHUT 3K30H 7 M KOAMPYET
MOJTHOpa3MepHbIA (yHKITMOHATBHBIN O0e1ok SMN. KonndectBo komnuii rena SMN2 MokeT BappupoBaTh
or 0 mo 8. YcraHoBieHa oOpaTHas 3aBUCHUMOCTh Mexay uucioM komuii reHa SMN2 u TspKecThiO
KIMHUYeckuXx nposiBieHnid CMA: vyem Oombine ko SMN2, Tem Gosiee OnaronpusTHOE TEUEHHUE
3abosieBanus. TeM He MeHee, B HACTOsIIee Bpems Joka3zaHo, 4yro umcio komwmii SMNZ2 He Bcerma
OJTHO3HAYHO OTpakaeT TSDKECTh (EHOTHINA, NakKe CpPeId WICHOB OJHON CeMbM, YTO yKa3bIBaeT Ha
BIIMSTHUE IONOTHUTENbHBIX TeHETUYECKUX U STTUTEHETUYECKUX MOAU(PUKATOPOB TSHKECTH 3a00TIEeBaHUS
[7, 18,51, 72, 75, 93, 96, 200, 204, 204, 252].

[Tonck MoMpUKAaTOPOB, BIUSAIONINX Ha KIMHIYecKoe Teueane CMA, mpogoimkaercs. X MoxkHO
YCIIOBHO pa3leiTh Ha TPYIIBI B 3aBHCHMOCTH OT WX BO3ACUCTBHUS HAa YPOBEHb ()YHKIIMOHAIHLHOTO
6enka SMN. K uucny npsiMbIx MOJU(PHUKATOPOB OTHOCAT, B YACTHOCTH, TOYEUHYI0 MyTaruto ¢.859G>C
B 5k30He 7 reHa SMN2, koTopas accolMMpyeTcsl ¢ MOBBIILIEHHON MPOIYKIIKUEH MOJIHOpa3MEpPHOTo Oelka
SMN y marnmerToB co CMA, G1aroapst BKJIIOUYEHHIO B TPAaHCKpHUNT 7 3k30Ha rena SMN2 [7, 10, 16, 69,
70, 92, 93, 159, 246, 254, 255]. Takke BBIABIACHBI HEMPSAMble MOAM(PHUKATOPHI, BKIIIOYAs TEHBI,
y4acTBYIOUIME B peryasiuuuM nutockenera u F-aktuna (Hanpumep, PLS3), a Takxke TeHBI,
perynupyomue nuresetTndeckyto skcrpeccuto (SLC23A2, NCOR2, DYNC1H1 u np.), moTeHIHAIBHO
BOBJICUEHHBIE B naroreHes 3adosieBaHus. OmHako OOJIBIIMHCTBO MCCIEAOBAHMWM BIMSIHUSA DTUX
(bakTopoB OBLIO MPOBeIEHO IN VItro, B To BpeMsl KaKk B KHBOM OpPraHH3Me B3aMMOJCHCTBHS MEKIY

TCHCTUUCCKMMU U CPCAOBBIMH MCXAdHU3MaMH 3HAYUTCIBHO CJIOXHCC, YTO Tpe6yeT JadbHEHIIero

yrinyoneHHoro u3ydenus [7, 17, 28, 29, 31, 159, 255].
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1.3. Knaccupukanus U KInHnyeckasi kapruna CMA

B 1992 rony na uerBeproM 3acemanuu MexayHapogHoro koncopuuyma CMA B bonne,
'epmanus, nox srupoit ENMC (European Neuromuscular Centre, eBponeiickuii HepBHO-MBIIICYHBII
LIEHTp), BIIepBbIE ObliIa MPUHATA KIMHUYECKas Kiaccu(uKaius, KoTopasi COXpaHsIeTcs 10 HACTOSIIErO
BpeMeHHU B (aKTHYECKU HEM3MEHHOM BuJie. B manHo# kinaccudukauu Obuto BeiieaeHo Tpu Tuma CMA
B 3aBHCHMOCTH OT BO3pacTa MaHU(ECTAIMi 1 MAKCUMAIIBHO JTOCTUTHYTHIX JIBUTATCIILHBIX HABBIKOB (T.
e. crocoOHOoCcTh cuaeth wiu xoauTh) [180]. Tawke cymectByer kinaccudukaims no Darras BT ¢
BbIJIeIIeHHEM ToATHIIOB BHYTpd CMA 1-r0 1 3-T0 THIIa B 3aBUCHMOCTH OT Bo3pacTa jaebrora: 1a, 1b, 1c,
3a, 3b, 3¢ [101]. Ho B nmpakTH4ecKoii AeATEIbHOCTH JaHHOE pa3ecHHE UCIIOIB3YETCS PEAKO, TOIBKO
JUTSL PACCMOTPEHHSI HHIUBUYaTbHBIX OCOOCHHOCTEH TeUeHUs 3a00JIeBaHUS.

B Hacrosiiiiee BpeMsi cOTJiacHO JEHCTBYIOIIMM KJIMHUYECKHUM PEKOMEHAIUSAM BBIACISIOT IISITh

tunoB CMA: tunisl CMA 0-4 (Ta6uuna 1) [24].

Tabnuna 1 - Knunnueckas knaccudukainus CMA

Tun CMA Bo3spact ne6rora | MakcuMallbHO BO3MOJKHBIE JIBUTATEIIbHBIC HABBIKI
IIPU €CTECTBEHHOM TE€UECHUU 3a00JIeBaHUs

CMA 0 Brytpuyrpobno | Her

CMA I, 6ose3ns | [lo 6 mecsiiieB Moryr mnepeBopauMBaTbCs, HE CHIAT  0e€3

Bepauura-I'odhpmana MTOAJICPKKH

(OMIM#253300)

CMA 2, 0one3nb | 6-18 mecsen MoryTt cunets 6e3 moaaep>KKH, HE MOTYT XOJHUTh

Jly6oBuiia

(OMIM#253550)

CMA 3, 6one3np | Crapiie 18 | CnocoOHOCTH XOIUTh 0€3 MOIAEPKKU

KyrenbOepra-Benannep MecsI1IEB

(OMIM#253400)

CMA 4 Crapiue 20 ner He3nauurtenbHbIe MOTOPHBIE HAPYILIEHUS

B 2007 romy Obll mpeanoXeH albTEPHATHBHBIM MMOAXOJ — KJIACCUpUKAIMS IO

(YHKLIIMOHATBHOMY KJIACCy, OCHOBaHHAsl Ha COXPAaHEHHBIX [BUTAaTEIbHBIX BO3MOKHOCTIX [239]:
- «He-cuasune» (non-Sitters) — He MOTYT CHIETh CAMOCTOSTEINBHO;
- «cunpguuey (sitters) — CUIAT CaMOCTOSITENIBHO, HO HE XOJT,
- «xomsuuey (walkers) — crmocoOHBI XOTUTb.
Ota QyHKIMOHANbHAs KJIaccu(pUKaIUs Jieraa B OCHOBY eBponeiickoro nporokosna TREAT-NMD

2017 rona, rae ObLIM CHCTEMAaTU3UPOBAHBI PEKOMEH/IAIMH 10 BEJICHUIO TTAIMEHTOB B 3aBUCUMOCTH OT
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ux (yakuoHansHoro kmacca [170]. Jlns ymoOCTBa B KIMHHUYECKHX PEKOMEHIAIMsIX Poccuiickoi
®enepaunu o CMA TepMUH «He-CUASYHE» ObUT 3aMEHEH Ha «iexaune» [23, 24]:
- JIeKa4uM;
- CHUISIYUH,
- XOISTYHH.
Kpurepun (GyHKINOHATIBHBIX KJIACCOB B JICHCTBYIONIMX KIMHUYECKUX PEKOMEHIAIMIX HE

ompenencHsl [23, 24].

CnunajbHasi MplmiedHasi arpogus 5 g 0 Tuna

CnunajabHasi MbllleyHasi aTpopus (0 TMHa SBISETCS CaMbIM TSDKENBIM M Haubojee peliko
BbIABIIsIEMbIM THIIOM CMA 10 IpUYMHE BBICOKOW CMEPTHOCTHU B niepBble AHU ku3HU. [Ipu 0 Tune CMA
NepBbIC CHUMIITOMBI BBISIBIISIIOTCSI BO BpeMsi OEpEeMEHHOCTH (MaJiasi MOJBHMKHOCTH TUIONA) M MMEIOT
TSDKEJIbIe JIbIXaTelIbHble HAPYUICHUs YK€ MPHU POXKACHUH, TpeOyrollie NHBA3UBHOM BEHTHIIALMOHHON
HOJIEPXKKH. MiaJieHIbl yale BCero Noru0aroT 0 MOCTaHOBKHU JIMAarHo3a, He JJOXKHUBast 10 Bo3pacra 6

mecsies [115].

CnuHanbHas MbllieyHasi atpogus 5 1 Tuna

CnnHanbHasi MblieyHasi arpogusi 1 Tuma (CMA 1, 6one3ns Bepauura-I'opdmana) sisnsercs
HaunOoJiee TSHKENBIM U PacpOCTPaHEHHBIM THUIIOM U cocTaBisieT npumepHo 50%-80% Bcex ciyuaeB
CMA [57]. Jetn HuKorhaa He NpUOOPETAIOT HABBIKA CAMOCTOSITENBHOIO CHJCHHUS, a B CJydae
NpUOOpETEHUsI HaBbIKa MEPEBOPOTA WM YAEpPXKAHHUS TOJOBBI B BEPTHKAIBHOM IOJIOXKEHUU OBICTPO
yTpauuBaioT ux. [Ipu oTCyTCTBMM MaTOreHeTnyeckoro geueHus nauueHTsl co CMA tuna 1 o6b14HO He
BBDKHMBAIOT Jonblne mepBbix 2 siet [57, 97, 237]. s CMA 1-ro Tuma XapakT€pPHO pa3BUTHE
nepudepuyeckoro terpanapesa. [lepBble KIIMHUYECKUE PU3HAKY BBISBISIOTCS B TIEPUOJ 10 6 MecsLeB
JKU3HHU U XapakTepu3yercs: TSxKENoU nuddy3HO MBIMIEYHON C1ab0CThIO0, BRIPAXKEHHON THIIOTOHUEH,
apegiekcuelf, OTCYTCTBUEM pa3BUTHS MOTOPHBIX HAaBBIKOB, MPOrPECCUPYIOLIEH JIbIXaTeIbHON
HEJIOCTaTOYHOCTBhIO M HapylieHueMm riotanus [14, 57, 76, 89, 142, 155, 187, 189, 232, 250, 251].
DacuuKyISAIUN S3bIKa SABISTFOTCS OJJTHIM M3 HanOoJiee XapaKTepHBIX M PAHHUX KIMHUYECKUX TIPU3HAKOB
CMA 1 Tuma, 4acTo BBIABISEMBIM YK€ B MiTaZieHueckoM Bo3pacTte [129].

Cornacuo nannbM Finkel et al. (2014), 68% nanueHTOB yMUPAIOT B BO3pacTe JI0 JABYX JIET MPH
OTCYTCTBUY PECHHPaTOpHON mojnepxku, mo aanHeiM Oskoui (2007), a Taxke Apyroro KpymHEHIIEro

KOTOPTHOTO MCCIe0BaHUs, 0K0JI0 90% yMUPAIOT 10 JOCTHKEHHsI Bo3pacTa 18 mecses [118, 187].
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B psanpe wuccnepoBaHuid, NMPOBENEHHBIX [0 MOSBICHUS MoIuUUUpPYIOLIEH Tepanuu, ObUIH
CUCTEMATHU3UPOBAHbl JAaHHbIE O KIMHUYECKOM KapTuHe mnauueHtoB ¢ CMA 1 tunma B pamxax
JuaTensHoro Habmrogenus. Tak, B MyibTHLEHTpoBOM wHccienoBannun NeuroNEXT ectecTBeHHOro
teuennss CMA MenuaHa Bo3pacTa JOCTHXKCHHS KOMOMHHPOBAHHOW KOHEYHOW TOYKH (CMEPTh WM
HEO0OXOUMOCTh B TOCTOSTHHOW BEHTUJISIIUOHHOMN MOJJIEp)KKE, HE MeHee 16 4acoB B CyTKH) COCTaBHIIA
8 mecsrieB (95% noBepuTENbHBIN HHTEPBaAT: 6—17 Mecs1eB) y neTei ¢ iByms komnusimu reaa SMN2 [154,
155]. CxoHbIe JaHHBIC TIOAYYCHBI B MEXKIyHAPOIHOM peTpociekTiuBHOM Hcciaenoanun ANCHOVY,
I/l MeJlMaHa BO3pacTa JOCTUKEHHS JETaJIbHOT0 UCXOa WM MOCTOSIHHON BEeHTUJISIIUM cocTaBuia 7,3
Mmecsia (ToBepuTenbHblil mHTEepBai: 5,9-10,5) [76].

Pecnimpatopusie Hapymenus npu CMA 1 tuna ¢opMHUpYyIOTCS paHO U SBISIIOTCS OCHOBHBIM
dakTopoM, ompeneNsomuM Mporuo3 3adonesanus [88, 118, 205, 233, 243]. [letu 1eMOHCTPUPYIOT
BBIPAXEHHYIO CIIAa00CTh JBIXATENIbHON MYCKYIaTypbl, BKIItOUask MEeXPEOEPHBIE MBIIIIbI, YTO IPUBOJUT
K TIapaJIOKCalIbHOMY THUITY JbIXaHUs, (GOPMUPOBAHUIO XapaKTEPHOU «KOJIOK01000pa3zHoiiy nedopmanmu

rpynHoii knerku (Pucynok 1).

A & 2 a' 7
Pucynoxk 1 - "KonokonooOpa3znasa" nedopmanuu rpyJHoi kieTku y nanuenta co CMA 1 tuna

TeueHnue 3a00JeBaHUS CONPOBOXKAAETCS TMIIOBEHTWISIMENW, HapyIIEHHEM OTKAalllJIMBaHUS,
pa3BUTHEM aTEJEKTa30B M 4YacThIX NHEBMOHMK. Hayano MOCTOSIHHOM pecnupaTOpHON MOANECPKKH
buKcHpyeTcs, Kak MpaBHiIo, B Bo3pacte okoio 9 - 11 mecses [76, 118]. ITpu sTom Gomnee yem y 60%
JIeTel pecrnupaTopHble SMU30Abl (MHMEKIMH HWKHHUX JIBIXaTENbHBIX MyTeH, OpOHXUOIUTHI)
CTaHOBHJIMCH HEMOCPECTBCHHOM MIPUYMHOI JIeTanbHOro ncxoza [118].

Ha d¢one mporpeccupoBanusi 3a00jeBaHUsS y J€TE€H pa3BUBACTCS BBIPAKEHHAs Cl1abOCTh
Oyb0apHBIX MBIIII, MBIIII TYJIOBUIIA U KOHEYHOCTEN, KOHTPAKTYPbI, CKOJINO03, Aeopmaiiust rpyJHoN
KJIETKH, CIIOCOOCTBYIOIIUE MPOrPECCHPOBAHUIO [IbIXaTEIbHON HepocTaTrouHoCTH [245]. BhipaxeHHbIe
nedopMaIuu TpyIHON KIETKH U o3BOHOYHUKA pr CMA 1 Tuna sSBISIIOTCS paHHUMU TPOSIBICHUSMH,
KOTOpBIE YCHUJIMBAIOT PECHUPATOPHYI0 HEIOCTATOYHOCTh U YCYTYOJSIOT OrpaHHuYeHUs (PU3nUYecKou

aktuBHOCTH. [lo maHHBIM psina uccienoBannii, 10 60-90% marMEeHTOB pa3BUBAIOT CKOJIMO3 B PAaHHEM
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BO3pPACTe, HEPEAKO TPEOYIOIINN OPTONEANIECKOTO HIIM XUPYPrHUecKoro BMemareabcrsa [127, 170].
Xupyprudeckasi KOppeKIusi CKOJIM03a MOXKET CTa0WIM3UPOBAThH IMOJIOKCHHUE TYJIOBUINA U YIYYIIUThH
KAaueCTBO JKW3HM, OJIHAKO HE TMPEMSITCTBYET CHIDKCHUIO JIETOYHOW (YHKIIMU B JOJITOCPOYHOMN
nepcnekTuBe mpu ecrectBeHHo Tedennn CMA [8, 127]. Ocreomopo3s, pasBuBaromuiics npu CMA
BCJIE/ICTBHE BBIPKEHHOM T'MIIOAMHAMMHU, a TaKXKe HapylIeHWH MeTaboiu3Ma KOCTHOM TKaHHU, Takke
cBs3aH ¢ gedunurom 6emxka SMN [170].

Ha ¢one napymieHuss (GyHKIUU TIOTaHUS U JbIXaHUS y MHoruxX manmueHtoB CMA 1 Ttuma
HaOmoaercs runorpodus. OIHOBPEMEHHOE YBEJIWYEHHE IHEPreTHMUECKUX 3aTpaT 3a cueT paboThl
JBIXaTENIbHOM MYCKylaTypbl (OpMHUPYET COCTOSHUE HYTPUTHUBHOM HEIOCTaTOYHOCTH, KOTOpas
ormeuaercsi y 37% NalMeHToB ¢ paHHUM HavajoM 3aboneBanus [220]. [TorpeOHOCTH B HYTPUTHBHOU
MO/JIEPKKE (B TOM YHUCIIE YePEe3 TaCTPOCTOMUUECKYIO TPYOKY) pa3BUBAIOTCSA YkKe K 6—7 MecslaM >KU3HHU.
B Bo3pacte 12 mecsneB 6onee 75% mnanueHTOB HYXKIAIOTCS B 30HIOBOM SHTEPAbHOM MHUTAHUU, YTO
00BSICHSICTCS BBIPQXKEHHOM MBIIIEYHON CcIa00CThI0 M HEBO3MOXKHOCTBIO MOJAIEPKUBATH JOCTATOYHBIN
00BEM MUTaHUS MepopabHO [76].

Macco-pocToBbie mokazatenu y nauueHtoB co CMAIL Tuma Takke OTCTal0T OT HOPMAaTHBHBIX
snaueHuii [65, 105, 166, 206, 206, 220]. Pe3yabTaThl UTATBSIHCKOTO HccieaoBanus De Amicis et al.
(2021) nokassiBatoT, uto y gereii ¢ CMA 1 u 2, He MoJay4aBIIMX MOAU(DUIMPYIONIETO JICUEHUS,
OTMEUAIOTCs crienu(rIeckrue 0COOCHHOCTH pocTa M MuTaHus. B mccnenoBanue ObUTH BKITFOYCHBI 133
pe6énka ¢ CMA 1 u 82 — ¢ CMA 2. V¥ nereit ¢ CMA 1 menuannsiii Bo3pacT coctapisin 0,6 rona, y
CMA 2 — 4,1 rona. UMT y narmentoB ¢ CMA 1 Obu1 B cpeTHEM 3HAUUTEIHHO HIDKE, YEM Y 3/I0POBBIX
CBepCTHUKOB: y Haxosmmxcs Ha UBJI — no -3,1 SD, y TeX, KTO IBIIIUT CaMOCTOSTETbHO — OKOJIO -
2,1 SD. Taxxe otMeueHo, uto uHaekce Macchl Tenia (MMT) y nereii ¢ CMA 2 B psijie ciydaeB Takke ObLT
CHIKEH, 0COOCHHO Y MOJy4aroIuX HCKyccTBeHHOe muTanue [105].

Motophoe pa3utue aereit ¢ CMA 1 tuma cymiectBenno camxkeno [14, 76, 100, 106, 154, 155,
172, 187]. Cormacuo mamueiM De Sanctis et al. (2016), Hu oguH manuweHT U3 33 BKIIOYEHHBIX B
WCCJICJIOBAHKE HE IOCTHUT TAaKHX BEX, KaK CAMOCTOSITEIILHOE CHJICHUE, TIOJI3aHNe, CTOSTHUE WITH X0/1h04.
UacTuuHOE pa3BUTHE MOTOPHBIX HABBIKOB OTMEYACTCS JIUIIb B OrPAHUYCHHOM YHCIIE CITyYacB:
KPaTKOBPEMEHHOE yep>KaHUE TOJIOBBI, PEKe — XBaTaTeNbHbBIN pediiekc U N30IUPOBAHHbBIE IBHKEHUS
Hor. [IporHo3 3a0oseBaHus B 3HAYUTENBHOMN CTENEHU 3aBUCUT OT 4ucia komuii reHa SMN2: nanudue
TOJIBKO JIBYX KOIMI IeHa acCOLUUPYETCs ¢ Haubosee TSHKENbIM TeYEHHEM U MUHUMAIbHONH MOTOPHOM
aktusHocThio (Kolb et al., 2017; Mercuri et al., 2020). B panHem HeoHATaTLHOM TIEPUOJIE Y MAIIUEHTOB

pa3BUBACTCS CHHIPOMOKOMILIEKC «BSJIOT0 pedeHka» (PucyHok 2).
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Pucynox 2- HauHéHT co CMA 1 T;IHa

AHaJIOTHYHBIE BBIBOABI caciaHbl B 0030pe Mercuri et al. (2020), rae momguepkuBaeTcs, 4Tto B
KOTOPTHBIX HCCJIEJJOBAHMSIX BHE 3aBHUCHUMOCTH OT HWCXOJHBIX OaljioB MO IIKajge OOJbHUIIBI
Owranenbpuu A7 ONCHKU JBUTATEIBHBIX  (PYHKIMH TAIMEHTOB C HEPBHO-MBIIICYHBIMU
3abonesanusmu (The Children's Hospital of Philadelphia Infant Test of Neuromuscular Development,
CHOP-INTEND) [132] uu y oxHoro pebGéHka He HaOJIIOAAIOCh MPUPOCTa MOTOPHOW (YHKIUH BO
BPEMEHH, a HalpOTUB, 3a(UKCHPOBAHO YCTOMYMBOE CHIKEHHUE IOKa3aTeseil, 4To MoguEépKUBaeT
MOHOTOHHO TpOTpeccHpylolee TeueHne 3adoieBaHusi. bpicTpee BCero mporpeccMpoBald JETH C
HeOHaTa bHBIM HavasioM u 2 xormmmsimu SMN2 —1.71 6amia/MecsIl, 9To MOJYEPKUBACT KPUTHICCKYIO
TshKeCTh 3Toi (hopmbl. bonee nmo3auee Hayano 3aboneBaHMs TAaKKE COMPOBOXKAATIOCH CHUKEHHEM, HO
HECKOJILKO Ooiiee MemiueHHoi: or —1.02 mo —1.32 Oaura/mecsily B 3aBUCUMOCTA OT HKCXOIHOI'O
(GyHKIMOHATBHOTO cTaTyca. Y manueHToB ¢ 3 konusiMu reHa SMN2 cHmkeHne ObUIO MUHUMAJIBHBIM,
YTO TOJATBEPKIAET HEOOXOAMMOCTh CTPATH(UKAINU KIMHHYSCKUX HMCCICIOBAHUN TI0 YHCIY KOIWN
rera SMN2. Tloseimennasie ucxomubie O0amwtel mo CHOP INTEND accommmpoBanmchk ¢ 0Oomee
MEIJIEHHBIM CHIDKEHHEM. TeM He MeHee, YIy4IleHUS COCTOSHHUS He HaONII0Jaloch HU Yy OJHOTO
nanuenta. Bce mammentsl ¢ CHOP INTEND Beime 40 (2/30 ¢ 2 xomusMu) B JandbHEHIIEM
JEMOHCTPUPOBAIM CHUKCHHE — TaKHE BBICOKHE OaJIbI KpaHE PEIKH Y HEJICUEHBIX TMAICHTOB U
MOT'YT CJIY’)KUTh KOHTPOJILHON TOYKOM TpH orieHke 3 dekTuBHOCTH Tepanuu [172].

[Ipeanonaraercs, yto aepuuut Oenka SMN B mpeHaTraabHOM MEPHOAE MOXKET HapyIIaTh
IPOILIECCHI HEMpOoreHe3a 1 HOPMAIbHOTO (hOPMHUPOBAHHUS IIeHTpatbHOU HepBHO# cuctembl (LTHC) [160,
209, 253]. B psnme nHabmrogeHuid npu Tsokedbix ¢opmax CMA ObutM ONMHUCaHbl BHYTPHYTPOOHBIC
anomaimu paszutusi [THC, BKITI09as THIIONIIa3uio MO3KEUKa U MUKpoIe(hatnio, a TakKe MOpaKeHUs
JIPYTHX OpPraHOB W CHUCTEM — TaKWe KaK BereTaTUBHas NUCHYHKIUS, BPOKICHHBIC MOPOKH Cep/lla,
MATOJIOTHUS TIEYCHH, MOHKETYA0YHON JKeIe3bl, KUIICYHHKA U Pa3IMYHbIe METa0OINYECKIE HAPYIICHUS
[95, 138, 148, 160, 163, 169, 184, 216, 247, 256, 256].

Jlo HemaBHEro BpeMEHHM KOTHUTHUBHBIE oOcoOeHHocTH marueHToB co CMA  ocraBamuck
HEJIOCTAaTOYHO U3YYECHHBIMH. DTO OBLIO CBSI3aHO, TJIABHBIM 00pa30M, C BEIPAKEHHBIMH JBUTATEITbHBIMU

" PpCCIIUPATOPHBIMU HAPYIICHUAMUA Y JEeTeH C TSKEeIbIMU q)OpMaMI/I 3a6OJICBaHI/IH, 4TO OI'paHUYUBAJIO
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BO3MOXHOCTb IPOBEICHUS CTaHAAPTHBIX METOI0B HEHPOICHXOJOTMYECKOM M KOTHUTUBHOW OLEHKU
[60, 136, 163, 249].

Pannue uccnenoBaHMs YKa3blBAIM HAa COXPAaHHOCTh WM JIaXKe MPEBBIMICHHE KOTHUTHBHBIX
crnocoOHocTel y manueHToB ¢ CMA 1o CpaBHEHHIO C KOHTPOJEM, IIPU €CTECTBEHHOM TEYEHUU
3aboseBanus [151, 176, 177, 249]. B nmocneanue rosl MOSBUIKNCH JAHHBIC O BO3MOXKHBIX KOTHUTHBHBIX
Hapymenusx npu CMA, Brmouas nereid Ha Moaupuuupyromeidl tepanuu. OHM HE SBISIOTCS
YHHUBEPCAJIBHBIMU M 33aBUCAT OT TUIa 3a00JieBaHUs, BO3pacTa, CPOKOB M Hadaja JICUCHHs, a TaKKe
WH/IMBUYaJIbHOTO Pa3BUTHUS. 3apyOeKHbIE UCCIIEJOBAHUS IEMOHCTPUPYIOT FE€TEPOr€HHYIO0 KApTUHY —
OT HOPMaJbHOI'O, COOTBETCTBHUS BO3PACTYy, O YMEPEHHBIX WIM crneuupudeckux aeGuuuToB B
koruuTuBHOM chepe [53, 130, 151, 163, 176, 177, 199, 221, 235, 249].

Takum oOpa3zom, ectectBeHHoe TeueHue CMA 1 xapakrepusyercs paHHUM JeOIOTOM,
CTPEMHUTEIBHO  IPOIPECCUPYIOUIMM  CHMXKEHMEM  MOTOPHOM M JbIXaTeabHOM  (PyHKIMH,
OPOTPECCUPYIOIIMMHU  HApyIIEHUSIMM  TJIOTaHMs, TsOKEIbIMH  JegopMalusMU  CKelera |
MeTa0OJIMUeCKUMH  HapymeHusMu. Hecmotps ©Ha BHeapenue B 2017 roxmy cranmapToB
NOJJICP)KUBAIOLICH Teparuy, BKIOYAs HYTPUTHBHYIO M PECHUPATOPHYIO MOINEPKKY, OOIBITMHCTBO

HanucHTOB morudano B TeUEHHUE IEpBOro roaa >XM3HU MMpu €CCTCCTBCHHOM TCUCHUHA 3a0071eBaHUs [119]

CnuHanbHasi MbllleYHasi aTpodus S ( 2 Tuna

CnuHanbHasi Mblmieynasi arpogus 2 tunma (CMA 2, Gone3up JlyOoBuiia) neOroTUpyeT B
JIEeTCKOM Bo3pacTe, Mexay 6 um 18 mecauamu. JleTh MMEIOT MEpUOJ HOPMAIbHOIO (PU3MUECKOIO
pa3BUTHSL JOCTUrasi HABBIKA CUJCHUA 0€3 MOIePKKH, Oosee Jierkue (PeHOTUIIBI UMEIOT ONOpPYy Ha HOTH,
HO He MOTYT XOJUTh 06e3 mocroponHeil nomoiu. ITo Mepe nporpeccupoBanus 3abosieBaHUs OOJbILIAS
yacTh OOJIBHBIX YTPauMBaeT ONOpYy HAa HOTH. boiee Tsxkenbie GopMbl yTpaunBalOT HaBbIK CUACHUS 0€3
OTIOPBI WJIM TOJHOCTBIO CTAHOBSITCS <JISKAYUMMU») MallMeHTaMU. MplllleuHas TUIIOTOHUS U CHU)KEHUE
CYXOXXMJIbHBIX pe(IeKCOB OTMEYAIOTCSA Y)K€ Ha pPaHHUX JTanax OO0JIe3HH, NMPHU ITOM XapaKTEPHBIM
JIOTIOJTHUTEIBHBIM MPU3HAKOM CITY>KUT MOCTYpPAJIbHBIM TpeMoOp MajblieB, HauOojee BbIpaXKEHHBIH TpU
yaep)KaHUM pyK B ompenenéHHoM mnonoxeHud. Ilo wmepe mporpeccupoBaHus 3a00€BaHUS
HaOMoal0TCs aTpousl MBI IJIEYEBOI0 M Ta30BOT0O TMOfACA, Pa3BUTHE KOHTPAKTYp M CKOJIHMO3A.
MoHO OTMETHTh (ACUMKYIALUHU sI3bIKa, XOTsI OHM BCTpedaroTcs pexe, yeM npu CMA 1 tuna.
KoruutrusHoe 1 peueBoe pa3BUTHE Y I€TEN OCTAETCS HOPMAJIBHBIM.

[Tpu ecTecTBEHHOM TEYEHHWH YPOBEHb BBIKMBAEMOCTH K 25 romam cocrtaBisier 68,5% [250].
Haubonee HeOiaaronpuaTHbBIN IPOrHO3 y MAalMEHTOB C PAHHUM HaudajioM 3a00JeBaHMsl, OTCYTCTBUEM

CIIOCOOHOCTHU CTOATD, BBIan(eHHOﬁ JHUCTaIbLHOM c1a00CThIO B BCPXHHUX KOHCYHOCTAX, HAPYHICHUAMUA
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JIbIXaHKsI B TEPBBIC 5 JIET JKU3HM W 4acThiMH dmm3oiaMu nHeBMoHuU [250]. IporpeccupoBanue
3a00JIeBaHNs CBSI3aHO C IIOCTENCHHOM yTpaToil paHee NPHOOPETEHHBIX MOTOPHBIX HABBIKOB U
pPa3BUTHEM  TSKENIBIX CHCTEMHBIX  OCIIOKHEHUH, MPEUMYIIECTBEHHO  OPTOMEIUYECKOr0 U
pecriuparopHoro xapakrepa [56, 78, 88, 91, 105, 137, 145, 174, 181, 205, 206, 219].

Honrocpounoe HaOmoaeHUE 3a nanueHTamu ¢ CMA 2 TuIia OKa3blBaeT yCTOMYMBOE YXY/IIIIEHUE
MotopHOoi (ynkuuu. B 2-metHem koroptHoMm wuccnenoBanun NatHis-SMA cpemu  «iexadnx»
nareHToB ¢ CMA 2 npu eCTeCTBEHHOM TeUeHHH HaOJII01aI0Ch T0CTOBEPHOE CHUKEHUE MEIMaHHOTO
nokasarejs o0Ieli MOTOpHOM (PYHKIMH TI0 MIKale aBurarenbHoil ¢pynkuuu (Motor Function Measure
(MFM-32,[228]) na 3,13 6amta (P = 0,041) 3a 24 mecsma Habmoaenus. Hapsaay ¢ 9TuUM, y «CHASIUX)»
MAIMEHTOB HAOJIIO/aloch CHWKeHHe Ha 1,56 Oamra 3a TOT ke mepuoi. DTO YKa3bIBaeT Ha
nporpeccupoBaHue nepudepuueckoi MbleuHou ciadoctu [56].

Hapymienust nutanus 1 HyTpuTUBHOTO cTtatyca npu CMA 2 BBIABISAIOTCA Y 3HAYUTEIBHON JOIU
nanueHToB. B uccnenoBanuu Messina et al. (2008), sxmouaBmiem 122 marenta ¢ CMA 2 B Bo3pacte
or 1 no 47 mer, 37% nereld uMmenn U3OBITOYHYIO MacCy Tela JUIsi COOTBETCTBYIOIIETO BO3pacTa.
OrpanudeHne packpbITHs pTa HaOmonanock y 30% narmueHToB, HapymeHus xkeBanus — y 28%, a
3aTpyaHEHHOE TII0TaHue — Yy 25% MalueHTOB, MPUYEM BCE 3TH MPOSIBICHUS YUalIaIUCh C BO3PACTOM.
[Tpo6iems! ¢ nmutanuem orMedanuck y 15 u3 103 naruentos (14%) 6e3 pecniupaTopHOi MOAIEPKKH, Y
6 u3 15 manuentoB (40%) Ha HEMHBA3MBHOW BEHTHJISILIMY U Y 2 U3 4 MAIIMEHTOB ¢ Tpaxeoctomueii [175].

B uccienoBanun Mehta et al. (2016) mokazano, uto y 47% nereit ¢ CMA 2 Tuna HaOIr01aeTCs
3HaunTenbpHoe cHmkenne UMT no Z-mkane (BMIZ, Body Mass Index-for-age Z-score, uugekc Macchbl
TeJIa 10 BO3pacTy B Z-0lLI€HKAaX ), ypoBeHb Tskénoro aedunuta nuranus (BMIZ < -3) yennuuics ¢ 2%
1o 17% 3a Tpu roga Habmoenus. Yaie neguiuT Maccsl oTMeuancs y nanuenToB crapiie 20 et (55%
B Bo3pacte 2147 ner). Y maueHToB ¢ 30HAOBBIM MUTAHUEM OBUIO OTMEYEHO KaK HEIOCTaTOYHOCTh
nutanus (35%), Tak u oxupenue (29%), 4TO yKa3bIBaeT Ha CJIOXHOCTh MOA0Opa aJeKBaTHOU
KaJOPUITHOCTH palrnoHa y ganHoi rpymmsl [166]. CormacHO JaHHBIM MHOTOIIEHTPOBOTO MCCIIECAOBAHHUS
De Amicis et al. (2021), Bec u UMT y nereit c CMA 2 B Bo3pacTte 10 6 JIET CyINIECTBEHHO HUXE, YeM Y
3JI0POBBIX CBEPCTHUKOB, HO C BO3PACTOM ITOKA3aTENN COIMIKAIOTCS.

PecniupatopHbie OCHOXHEHHUS SBJSIOTCS OJHUMHU M3 HamOojee 3HAYUMBIX [UIsl MPOTHO3a
3aboneBanus [56, 105, 205, 227, 234, 243]. Cornacuo aanubiM NatHis-SMA, y 34% manuentoB ¢ CMA
2 THIIa B TEYCHHE I'0Jia HAOJIOJATMCh KaK MUHUMYM OJIMH 3ITH30]T PECITUPATOPHON WH(EKIIMA HIKHUX
JIBIXaTEIbHBIX MyTeH, a Y 5 MalMeHTOB AUarHOCTUPOBAHO OOCTPYKTUBHOE armHod cHa [78].

CornacHo JaHHBIM MPOCTIEKTUBHOTO HAIIMOHAILHOTO KOTOPTHOTO MCCIEAOBaHUS, Y MAIIUEHTOB C
CMA 2 Tuma mnpu ecTeCTBEHHOM TEYCHHHM HaOIto/1aeTcsl IJMHEHHOe CHIDKEHHE ToKa3aTenei

dopcupoBanHoii xu3HeHHOM EMKocTH N€rkux (DXKEJT) co ckopocthio B cpennem 1,4% B rox [243]. K
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Bozpacty 18 mer cpemnuit ypoenb @DXEJI cocraBmser oxono 28,8% OT HOMKHOro, 4TO
CBHJICTEIBCTBYET O TSDKEJBIX PECTPUKTUBHBIX U3MEHEHHSIX NErouHoi Gynkuuu [233].

[Toka3aTenb MUKOBOW CKOPOCTh KAl Tak)Ke 3HAYUTEIBHO CHIDKEHA W Yy OOJBIIMHCTBA
nanueHToB ¢ CMA 2 tumna He npesbimaeTr 160 1/MuH, 4To He obecnieunBaeT 3GHEeKTUBHOE YIAICHUE
CeKpeTa M3 JAbIXaTeJbHBIX IyTEH M AacCOLMUPOBAHO C BBICOKUM PHCKOM PEHUAMBUPYIOIIMX
pecniuparophbix uHMekuii [233]. CyiecTByeT 10CTOBEpHas 00paTHAsI CBSA3b MEXK/Y BHIPAKEHHOCTBIO
nedopmanuu mo3BOHOYHUKA M CHIDKCHUEM JI€rounon ¢pynkmu [205].

OproneauyecKkue HApYIIEHUS TaKXKe 4acTo BCTpedarorces y maruento ¢ CMA 2 [57, 127, 137,
174, 203]. Oproneanyeckre OCIOKHCHHS Pa3BUBAIOTCS IPAKTHYECKH HEU30EKHO M BKIIOYAIOT
KOHTPAKTYpbl, BBIBUXH W TIOJABBIBUXH Ta300€PEHHBIX CYCTaBOB, JedopMalud CTON U
nporpeccupyromuid  ckonuo3. Jlepopmanum ckenera, OCOOCHHO CKOJHMO3 W HMCKPUBJICHHUS Ta3a,
MPEJCTaBISIIOT Cco00l BTOPUYHBIE OCIOKHEHHUS. Y OONBIIMHCTBA MAIlMEHTOB HAOIIOJAIOTCS
COIMyTCTBYIOIIKE AedopMalluu TPYyIHON KIETKH, claBleHue pédep M HAKJIOH Tasza, YTO 3HAYUTEIHHO
CHIDKACT KU3HCHHYIO éMKOCTb JIETKHUX U HapyIIaeT AbIXaresibHyo GyHKiuio [88].

Kak nmpasuiio, nedopmariysi mo3BOHOYHMKA BBIABISIETCS 70 4 JIeT, UMeeT S-00pa3Hyto Gpopmy H
IPOTPECCUPYET €O CKOPOCThI0 5—15° B rox mo mkaine Ko6ba [127]. Xupyprudeckas cTaOWIn3arius
MO3BOHOYHMKA pPEKOMEHIyeTcss mpu nocTwkeHun yria Ko6b6a OGonee 20°. Jlyumme pe3ynbTaThl
JIOCTUTAIOTCS IPY ONIEPATUBHOM BMEIIATeNIbCTBE B Bo3pacte 10—12 net, korja mo3BOHOYHUK COXPaHSET
HOJIBIYKHOCTh M KIMEETCSl BO3MOXKHOCTB MOJTHOIICHHOU Koppekuuu [127]. Cornacho nanueiv Chou et al.
(2016), HECMOTpS HA OTCYTCTBUE CTATUCTHUYCCKH 3HAYUMOTO yiay4iienus nokasaresneit ®XKEJI B pannue
U CpelHUEe CPOKM IOClie ONepalud Ha IO3BOHOYHUKE, OTMEYEHO JOCTOBEPHOE CHM)KEHUE STHX
napameTpoB B JosirocpoyHom nepuoze (p = 0,028), uTo moauepKrUBaeT MPOTPECCUPYIONMINM XapaKTep
3a0oieBaHMs JaXe MPU CTPYKTypHOU Koppekimu aedopmanuii [88]. Buemnuii Bux nmamuenTa mocie

OIICPATUBHOT'O JICUCHU CKOJIMO3a Ha PUCYHKC 3.

Pucynok 3 - Bun nanmenra CMA 2 Tuna rnocie opTonegn4eckoi KOppeKLnn CKOJIn03a
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KoHTpakTypbsl KOHEUHOCTEHN TaKX e SIBISAIOTCA 4acThIM MposBieHueM y aered co CMA 2 tuna
[127]. B HMXXHUX KOHEYHOCTSIX CruOaTeibHbIe KOHTPAKTYPhI Ta300CIPEHHBIX W KOJICHHBIX CYCTaBOB
MOTYT HOSBISTHCS YXKe ¢ 2 yieT. Y OonbmmHCTBa nanueHToB ¢ CMA 2 Ha0iromaroTcesi BEIpaKeHHbIS
OTpaHUYEHUS TOJBUKHOCTH T'OJIEGHOCTOITHOTO CYCTaBa, BKIIOYAs 3KBUHYCHYIO Je(OpMAalMiO CTOIBI.
KoHTpakTypbl BepXHUX KOHEUHOCTEH MEHEE BHIPAXKEH U YaCTO COMTPOBOXK/IAIOTCS TUIIEPMOOUIBHOCTHIO
Jy4e3alsiCTHBIX CYCTaBOB. XHUPYPrU4ecKoe JICYCHHE KOHTPAKTYp MOXKET OBITh 3(PPEKTUBHBIM,
OCOOCHHO Y TAIUEHTOB C TSOKENBIM (UOPO30M MBIIII, OJHAKO PEIICHHUE OJDKHO MPHHUMATHCS
WHAUBUAYAIbHO ¢ yu€ToM oOmiero coctosnus. [lepuos nMMoOMIM3alMU MOXKET CIIPOBOLIMPOBATH
IIOTEPIO OCTATOYHOM JABHUraTeIbHON QYHKIMH maenTa [127].

Jedopmariust Ta300€APEHHBIX CYCTaBOB (ITOJABBIBUXU M BBIBUXH) BCTPEUAIOTCS MIPUMEPHO y 30—
40% narmentoB ¢ CMA 2 tuna (Sporer et al., 2003). OcHoBHbIe pUYHHBI AeHOopMaLUil BKIIOYAIOT
c1aboCTh CTAOMIM3UPYIOIIUX MBI Oelpa U OTCYTCTBUE (PU3UOJIOTMYECKOM OCEBOWM HArpy3Ku Ha
cycraB. HecMOTps Ha BBICOKYIO YacTOTY MaTOJOTHH, KIIMHUYECKass cUMOTOMaTHKa (00Jb, TPyIHOCTH
Mocajiku) BcTpedaercs: penko. OnepatuBHas KOPPEKIUs BhIBUXA HE PEKOMEHJIOBAHA M3-3a BBHICOKOTO
pUCKa TIOBTOPHOW JeCTaOWMIM3alid M OTCYTCTBUS BBIPAKEHHOTO (DYHKIIMOHAIBHOTO BBIMTPBIIIA.
[Ipenmourenue oOTAAaeTCs KOHCEPBATUBHOMY TIOJIXOMYy, OCOOCHHO Yy TMAalMEHTOB, YTPaTHBIIUX
CIIOCOOHOCTH K CAMOCTOSITEIIbHOMY TiepeiBHKeHu0 [127].

[IporpeccupoBanune u ocinoxHeHuss CMA 2 Tuma Takke BKJIIOYACT CYIIECTBEHHBIE KOCTHBIC
n3MeHeHns. OCTeonopo3 U MepeoMbl — 3HaYuMast pobiiema y aereit ¢ CMA 2, cBsizaHHast ¢ HU3KOH
(bu3nYeCKOil aKTUBHOCTHIO, YMEHBIICHUEM MUHEPATHLHOM TIIOTHOCTH KOCTEH U, BOZMOXKHO, BIUSHHEM
6enka SMN Ha akTHBHOCTBH ocTeokacToB [81, 182, 231, 231].

B xoropre nmanuentoB co CMA 2 u 3 tumnoB 67,5% umenu HU3KYI0 MUHEPAIbHYIO TJIOTHOCTH
KocTH, a 'y 2,5% Obu1 nuarnoctupoBan octeonopo3 (Peng et al., 2021). Cpennue Z-oteHku 115t 001ei
MUHEpaIbHOU MJIOTHOCTHU T€Nla U MOSICHUYHOTO OT/ieJia MO3BOHOYHMKA cocTaBuian —3,0 = 1,8 u —1,3 +
1,4 cootBercTBeHHO. Y neteit ¢ CMA 2 Tuma 5Tu 3HaueHUs OBbLIN JOCTOBEPHO HIDKE IO CPABHEHHIO C
nanuentamu CMA Tuna 3 (Peng et al., 2021). Taxoke B uccnenoBanuu Vai et al. (2015) y 50% nereii Z-
OIIEHKA MOsACHUIIBI OblIa HIKE —1,5, mpu 3ToM y 30% manueHToB ObUTH BBISIBJICHBI 0€CCHUMITTOMHBIE
KOMITPECCHOHHBIE TIEPETIOMBI TEJT TO3BOHKOB Ha peHTreHorpammax. B uccinemoanus Nasomyont et al.
(2019), neMOHCTPUPYIOT, UTO MPUMEHEHHE BHYTPUBEHHBIX OMCPOCHOHATOB MOKET CHHXKATh YaCTOTY
nepesioMoB ¢ 1,4 1o 0,1 cimydas B roJ1, mpu 3TOM Z-OLEHKH MUHEPAIbHOM INIOTHOCTH IEMOHCTPUPYIOT
MOJIOKUTENHHYIO TMHAMHUKY y OOJIBIIMHCTBA MAIIIEHTOB B TEUCHHUE T'0/1a JICUCHHS.

Takum ob6pazom, CMA 2 Tuma xapakTepusyeTcsl MPOTPEeCCHUPYIONIMM TeYeHHEM, IMoTepen
MOTOPHON ()YHKITUH, YACTBIM PAa3BUTHEM JIbIXaTEIbHBIX HAPYIICHHUH, 3HAUUTEIHHBIMU HAPYIICHUSIMU
KOCTHOW MHUHEpaIN3allii, HyTPUTUBHOTO IeUInTa, CKOJIMO03a, MaTOJOTHH Ta300€pEHHBIX CYCTaBOB

H KOHTPAKTYp. 210 IIOSBJICHU S Tepalmﬁ MO)II/I(bI/IHI/IPYIOHH/IX 3a60neBaH1/Ie, KJIFOUYEBBIM B BEJICHUU TaKUX
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NAllMeHTOB  OBUIO KOMIUIEKCHOE MYJIbTUIUCLUIUIMHAPHOE HAOMIOJEHHE, HaIlPaBICHHOE Ha
NoJ/Iep)KaHUE JbIXaTeNbHOW (YHKIMHU, NMPO(UIAKTUKY KOHTPAKTYp C HOMOIIBIO (H3UOTEpanuul U
UCIIOJIB30BaHUs OPTE30B, ONIEPATUBHOE JICUEHUE CKOJIM03a U KOHCEPBATUBHAs TAKTUKA B OTHOLICHUU

Ta300eAPEHHOM MMaTOJOTHH U TOJ/IepKaHie KauyecTBa sku3Hu [127].

CnuHajJbHasi MpliedHasi arpodus 5 g 3 Tuna

CnunanbHasi Mblmeynast atpogus 3 tuma (CMA 3, 6one3np KyrenbOepra-Benannepa) —
Oonee msrkas (opMa U3 KIACCHYECKHX THIIOB 3a00JIEBaHUS, B PSAAC CIIydyaeB XapaKTepU3YIOLIAsCS
COXPaHEHMIO CIOCOOHOCTHIO K CAMOCTOSTENbHON XO0JIbO€, XOTs CTENEeHb WHBATUAU3AINHN BapbUpYeET.
[Iporno3 y mamueHToB c Oosiee MO3THUM HaudajaoM (crapuie 3 JieT) 3a0ojeBaHUs, KaK IPaBUIIO,
OmaronpusitHee. Ho dYacTh mamyeHTOB YTpauuMBalOT CIIOCOOHOCTh K CaMOCTOSITEIbHOW XOIb0e H
nepexoasiT B GyHKIMOHAIBHBIN KIIACC «CUISTIAN».

[TponomxurensHOCTh Xu3HU pu CMA 3 Onrske K HOpME, MPU 3TOM OCHOBHOM KIMHMYECKUN
npoUiIh BKIIOYAET MEAJIEHHO IPOrPECCUPYIONIYIO ¢I1a00CTh MPOKCUMAIIBHBIX TPYII MBIIII, pa3BUTHE
CKOJIN03a, KOHTPAKTYp M OrpaHHuYeHHE MOJABMXKHOCTU. B mccnenoBanum Zerres et al. (1997) y 329
narueHToB ¢ CMA 3 tonbko 10 cinydaeB 3aKOHUMIINCH JIETAIbHO, OOJIBITUHCTBO — I10 MMPUYHHAM, HE
CBSI3aHHBIM Hampsmyto ¢ 3aboneBanuem. Ha 10-ii rog ot Hauana 3a6oseBanus xoas0y coxpansuiu 70,3%
ManueHToB ¢ aedroToM a0 3 jeT u 96,7% c nebrotom mocne 3 ser. Yepe3 30 yieT 3TH Mmoka3aTenu
camxkamuck 10 22,0% u 58,7% cootrBerctBenHo [250].

Cornacno nansubiM Kaufmann et al. (2011), reuenue 3aboneBanus y nanuentos ¢ CMA III B
TE€UYEHUE OJHOIr0 roja ocTaércs B IEJIOM CTaOMJIBHBIM. ABTOPBI MOJYEPKUBAIOT, YTO HauOoJIbIlee
yAy4IlIeHHe MOTOPHBIX IOKa3zaresnell HaOIoAanoch y aMOyJaTOpHBIX MAallMEHTOB MJiajuie 5 Jer,
BEpPOATHO, 3a CUET EeCTECTBEHHOI'O pa3BUTHUA WM oOyyatouiero 3¢¢ekra Mpu MOBTOPHBIX
TECTUPOBAHUSX.

Cpenu ocnoxnenuit y nmanueHtoB ¢ CMA 3 uacto BcTpeuaercs CKOIH03 — (OpMHUpYETCs Yy
OOJIBIIMHCTBA NMALMEHTOB B OAPOCTKOBOM BO3pacTe. XOTs €ro BEIpaXXEHHOCTh HIKe, yeM nnpu CMA 2,
OH MOJKET CITOCOOCTBOBATH YXY/IIECHUIO (PYHKITUU JIETKUX U TPEOYET OPTONEANIECKOTO HAOIIIOACHUS
[88, 145]. V nanmenTtoB ¢ CMA 3 tuma cpeanuii mokasatens ®IKEJI cocraBmser okoio 97% oT HOpMBI
(mpotuB 46% npu CMA 2), HO ¢ BO3pacToM BO3MOKHA MPOTPECCUPYIOIIAs PECTPUKIIUSA, OCOOEHHO B
COYETaHUU CO CKOoro3oMm [144].

Poct u macca tena y manmmenToB ¢ CMA 3 4acTo OTCTalOT OT HOPMAaTHBHBIX 3HAYEHWH, YTO

MOJTBEPXK/IEHO U B HccnenoBannu De Amicis et al. (2021), rae y aereit ¢ CMA nabmaromanuch 6oee



26

HU3KHE TToKa3zarenu Macchl Tenma 1 UMT 1o cpaBHEHHIO C KOHTPOJIBHOM MOMYJISAIIUEH, a pOCT ObLT O0J1ee
BapuabensHbM [105].

Cornacuo nanusiM Mehta et al. (2016), y neteit ¢ CMA, Bxiatouas CMA 3, HaOmogaercs: Kak
nedbunur, Tak W M30BITOK Macchl Tena. B wuccnemoBanmm 27% mamuentoB ¢ CMA 3
MPOJEMOHCTPUPOBAIA YXY/IIICHHE HYTPUTUBHOIO CTaryca 3a TPEXJIETHUN TMEpUOJl, BKIIOYas
3raunrtenbHoe cHmkenue UMT (ot 0,02 mo —0,735 SD) u pocT 10714 BEIpaXEHHOTO Je(PHUINATA MU TAHUS
(MMT <-3 SD) ¢ 2% no 17%. Y neteii ¢ sHTEepallbHBIM TUTAHHEM OTMeYalIcs Aeunut nutanus y 35%
u oxupenue y 29% namuentoB [166]. TTo manueiM Peng et al. (2021) y 44,4% nereit ¢ CMA 3
Ha0JIr01aIach CHUKEHHAs: MUHEPAIU3aIisl KOCTEH, YTO yBEJIMYMBACT PUCK mepesioMoB [196].

Takum oOpazom, ecrectBeHHOoe TeueHne CMA 3 Tuma XapakTtepusyercss 0ojee JUIMTEIbHBIM
COXpaHEHHEM JIBUTATEIbHBIX (YHKIMI C MX MOCTENEHHOH yTpaToil, 0cOOEHHO NMpU paHHEM Hadyaje
3a0oneBanusi. OCHOBHBIE OCJIOXHEHHS BKIIIOYAIOT: CHIDKEHUE (PU3MYEeCKOW aKTHBHOCTH, CHUKCHHE

q)YHKI_II/II/I J'Iél"KI/IX, HYTPUTHBHBIC HAPYHICHUS, CKOJINO3, KOHTPAKTYPBI 1 OCTCOIIOPO3.

CnuHanbHas MbllIeyHasi aTrpodus 5 4 Tuna

CnunajabHas Mbimieynas atpopus 4 tuna (CMA 4) npencrasinsier co0oit Hanboee JerKyro
dopmy CMA. Kiinnndecku nanHast opma XxapakTepu3yercs 03 AHUM HayalloM — Kak [IPaBUJIO, 11OCIIe
18-20 gner, wyame B TpeTbeM JecATWIECTUH KU3HH. OCHOBHBIM MPOSBICHUEM  SBISETCA
porpeccupylonasl MpoKCUMalbHasi MbIIIeYHasi claboCTh, MPU 3TOM COXPAHSAETCS CIHOCOOHOCTH K
CaMOCTOSITENIbHOM X0/1b0€, a TPOAOKUTEIBHOCTh JKU3HM, KaK IpaBWJIO, HE COKpalaercs u
COOTBETCTBYET MOMYJIAHOHHON HOpMe [211].

B otnunuue ot Gonee Tsxk€nbix Gopm, nauueHTsl ¢ CMA 4 00bIYHO COXPAHSAIOT 3HAUUTENbHBIN
00béM paBurarenbHod (yHKUIMU. OJHAKO HECMOTPS HAa OTHOCUTENBHO OJIarONpHUSTHOE TEYEHHE,
3a0oneBaHue BcE ke mporpeccupyer. COrnacHO JaHHBIM IIPOJAOJIBHBIX HAONIOJIEHHH, Imporpeccus
MOXET OBITh MEIJICHHOM, HO K MATOW-IIECTOW NeKaJe >XU3HU Yy YacTH MAIHEeHTOB BO3HMKAET
HEOOXO/IMMOCTh B OPTOMNEIUYECKON KOPPEKIMH KOHTPAKTYp, HCIOJIb30BAHUU BCIOMOTATENbHBIX
CPEJICTB MEPEABMKECHUS U JIaXKe PECIMPATOPHON MOAJEPKKH B CIIydae COMYTCTBYIOIIUX OCJIOKHEHUN
[210, 211].

Haubonee gacteie ocnoxxuenuss CMA 4 tuna BKIIOYal0T OPTONEINYECKHUE HapyIIEH!s, TaKhe KaK
CKOJIMO03 ¥ KOHTPAKTYPbI KPYITHBIX CYCTaBOB, a TAKXKe YMEPEHHYIO PECIIMPATOPHYIO AUCHYHKIHIO. XOTS
PHICK KH3HEYTPOXKAIOIIUX OCIOKHEHUH, XapakTepHbiX miusi CMA tunoB 1-3, y Takux NamueHTOB
MUHUMAJIEH, XpOHHMYECKas JbIXaTeJbHAas HEJOCTaTOYHOCTh MPHU JUIUTEIHHOM TEYEHUH MOMKET

pa3BUBATHCS BTOPUYHO 32 CUET CHUYKEHUS MTOABKHOCTH I'PYJHOM KIIETKHU U cHUKeHust 00béma OIXKEJI.
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OTH U3MEHEHUs, KaK MIPaBUJIO, MPOABIAOTCS mocie 40 jieT u TpeOyT TMHAMUYECKOro HaOII0AeHUs
(byHKUIMY AbIXaHus (HampuMep, ¢ TOMOIIBIO CITMPOMETPUH M OLIEHKH HOYHON BEHTUJISILINN).

CMA 4 tuna cuutaercs "B3pocioi” GopMoii ¢ 61aronpusATHEIM MPOTHO30M, HO €€ €CTECTBEHHOE
TEYEHUE HE SABISAETCA IOJHOCThIO J00pokauecTBeHHbIM. HabmrogaemMoe MOCTENIEHHOE CHUXKEHHE
(YHKLMOHAJIBHBIX BO3MOXHOCTEH, Ha psaay c TsxensiMu ¢dopmamu CMA, tpeOyer BbIpabOTKH
MEPCOHAIM3UPOBAHHBIX MPOTPAMM PEAOMIIUTALIMM U PETYIISIPHON OIIEHKU COCTOSIHUS JIBUTATEIIbHON U

IBIXaTEJIbHOM CUCTEM.

1.4. luarnocTuka 3a00J1eBaHUS

JluarHocTuka CHMHAJIBHOM MBIIIEYHOW aTpouu 50 OCHOBBIBAETCA HAa COBOKYIHOCTH
KJIMHUYECKUX MPU3HAKOB U MOJICKYJISIPHO-TEHETUIECKOTO MOATBEpKACHU MyTarwii B rene SMN1.

Knuanyeckre KpUTepuH BapbUPYIOT B 3aBUCHMOCTH OT Bo3pacTa aeOrora 3aboneBanus. [lo
mHeHHto aBTopoB Illapkosoii 1.B. u coaBr., (2021) aereii ¢ Manudecraiueii 10 18 MecsieB 0CHOBHBIMU
ABISAIOTCS: TG dy3Has MblLIeYHAsi TUIIOTOHUS, (DaCIMKYISIIIUU S3bIKa, TOCTYpaJIbHBIA TPEMOp NajblIEB
PYK, OTCYTCTBHE CYXOXHIIBHBIX PE(IIEKCOB, a TaKXkKe 3a7ep)KKa WIH PErpecc MOTOPHOTO Pa3BUTHS. Y
NAIMEeHTOB C Je0TOM mocie 18 MecsmeB OCHOBHBIMH TPHU3HAKAMH SIBISIIOTCS MPOKCHMAalIbHAs
THIIOTOHUS HOT, (pacuuKyJIsALUH, TPEMOp NMajiblieB pyK, npueMbl ['oBepca, HOUHAs THIIOBEHTWIIALUS U
apedrexcust [48]. Illupokuit Bo3pacTHOil quana3on aedroTa U GeHOTUNHnYECcKas reTeporeHHocTb CMA
HEPEAKO CTAHOBSTCS MPUYMHOHN IMO3JHEW JUAarHOCTUKH. BBIABICHHE OCHOBHBIX W JIOTIOJHUTEIBHBIX
KJIMHAYECKUX TPU3HAKOB CIY)KHT OCHOBAHWEM [UIS O0O0S3aTENBHOTO MPOBEACHUS MOJICKYISIPHO-
TeHETUYECKOro TeCTUpoBaHus A uckimodeHus CMA 5q.

ITpu nono3penun Ha CMA, yuuTsiBasi, 4To 0K0JI0 95% cirydaeB CBsI3aHBbI C JENEUHUSAMH 7-TO U 8-
ro 5k30H0B SMN1, mepBUYHBIM METOZOM BEIOOpa sIBIsieTCs onpezeneHne konuiHocTH reHoB SMN1 u
SMN2 [48]. MonekynsipHO-TeHETHYECKOS HCCIICIOBAHNE IS BBISIBICHHS TOMO3HMTOTHOM JENSIHH
9Kk30HOB 7 nin 7-8 rena SMN1 ucnons3yrores metozs! I[P B peanbHOM BpeMeHH (KauecTBEHHAs! MU
KOJIMYECTBEHHAS) U METO]] MYJIbTUILUICKCHON aMIUTM(HUKAIIMK JIMTUPOBaHHBIX 30H10B (anri. Multiplex
Ligation-dependent Probe Amplification, MLPA). C 2023 roma B Poccuiickoit ®enepariuu
kauecTBeHHass [II[P B peanbHOM BpeMEHM IPUMEHSAETCS Kak OCHOBHOM METOJ| paclIMpEeHHOro
HeoHaTallbHOTO cKkpuHuHra Ha CMA [27].

Onpenenenue yncina konuit rena SMN1 ucnonb3yeTcst Kak A HOATBEPHKJICHHS IMarHo3a, Tak U
JUTSL BBISIBIICHHSI HOCUTEIILCTBA T€TEPO3UTOTHON Jenenuu dk30H0B 7 n/mmm 8 reHa SMN1. B kagectBe
alTbTEPHATHBEI «30510TOMY cTaHmapty» (MLPA) paccmarpuBaercs meron nudposoit kaneasHoi TP

(Droplet Digital PCR, ddPCR), nmo3Bodsttorniuii 0JJHOBpEeMEHHO olleHHBaTh unciio kormuit SMN1 u SMN2
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[48]. Ecnu nipu Hanuunu KinHUYecKuX npu3HakoB CMA roMo3UroTHas Jeiieiyst 5K30HOB 7 u/uin 8 B
SMN1 He BBIABISETCS, PEKOMEHIYETCS TIOMCK JPYTHX [MAaTOTCHHBIX BApUAHTOB METOJaMU
CCKBEHHPOBAHUs HOBOTO IMOKoJieHHs (aHri. next generation sequencing, NGS) ¢ wucrnonbs3oBaHHEeM
cexBenupoBanus o Conrepy [238].

JlononuurenbHble METObI — J1a00paTOpHbIe, OMOXUMUYECKHE U HHCTPYMEHTAIbHbIE — UTPAIOT
JUIIb BCTIOMOTATEIBHYIO POJIb M HE MO3BOJIIOT JIOCTOBEPHO MCKIIFOYUTH WM MOJITBEPAUTH TUATHO3
CMA.

Hanpumep, npu naGopaTopHbIX o0cieoBaHUAX y ManueHToB co CMA MoeT ObITh BBISIBICHO
noBeleHne ypoBHs kpearnHpochokunassl (KOK) B ceiBopoTku kpoBu. B uccinemoBannu Rudnik-
Schoneborn et al. (1998) 6bi10 MpoaHanu3upoBaHo 3HadeHue akTuBHOCTH KOK y 504 marnueHToB ¢
paznumunbiMu TuaMu CMA ¢ 1enbpio ompezeneHus: €€ CBS3M C TSDKECTBIO M MPOrPEeCCHPOBAHUEM
3a0oneBaHus. ABTOPBI MOKa3ajil, YTO yMEpeHHOe MoBbilIeHHe akTUBHOCTH KDK sBisieTcss yacThiM
ouoxummuaeckum mpusHakom rnpu CMA. Cpeanunii ypoenb KOK B abcomotHbix enununax CMA 1 u 2
— okono 60-80 En/n; CMA 3a —100-120 En/n; CMA 3b — moxer gocturats 200-250 Ex/n, a 'y
HEKOTOPBIX MalMeHTOB Aaxe Boiie (101500-2000Teic) [208]. HecMoTpst Ha 3HAYMTENNBHBIC PA3JINYHUs B
yactoTe noBbimieHus: ypoBHs KOK B kpoBu mexay tunamu CMA, He ObUIO BBISBIEHO TOCTOBEPHOU
KOppeJSIIUM MEXKIy YPOBHEM (epMeHTa U IMTENbHOCTHIO 3a00JIeBaHMsI, BO3PACTOM IallME€HTa Ha
MOMEHT U3MEPEHHUSI UM CTETIIEHBIO JIBUTaTeIbHOM akTUBHOCTU. YpoBHU KDK ocratorcst crabuiibHbIMU
BHE 3aBUCHUMOCTH OT TOT'O, COXPAHSIOT JIM MAIMEHTHI CIIOCOOHOCTh K CaMOCTOSITEIbHON XOJh0€ HIIN
MPUKOBaHbI K MHBAIUIHOMY Kpeciy. M3menenus ypoBus KOK Takxke HEe JeMOHCTPUPYIOT TEHICHIINH
K POCTY TIIPH JUTUTEILHOM TeueHun 6omnesuu [208].

Cpenr HMHCTPYMEHTAIBHBIX METOJIOB JIMATHOCTUKH AKTHBHO TPHMEHSETCS UTOJbyaTas
anekTponeiipomuorpapus (OHMI') u wmarautHO-pe3oHancHas Tomorpadus (MPT) wmemum. [pu
UTOJIBYATON 3IEeKTpOMUOTPAdUU BBHISBISIOTCS CIOHTAaHHBIE MOTEHIMANBI B TOKoe ((huOpuUuIsIuu,
MOJIOKUTEIBHBIE OCTPBIE BOJIHBI), a TaKXKe MPU3HAKU XPOHUUYECKOHN JIeHepBallMH-pPEHHHEPBAIIUN:
YBEJIMUEHUE aMIUTUTYIbI U JUIUTEIHHOCTH TIOTEHITMAIOB JBUTATEIBHBIX SIUHHI, WX MOTH(A3HOCTh U
penkoe pekpyrupoBanue. [Ipu uCCIeqOBaHUM CKOPOCTH IMPOBEICHUS 1O JBUTATEIBHBIM HEpBaM
PETUCTPUPYIOTCSI HOPMANIbHBIE WM YMEPEHHO CHIDKEHHBIE TMOKa3aTeld, HapsAay CO CHUKEHHEM
aAMITTATY/Ibl CYMMAapHOTO MBIIIIEYHOTO MOTeHIHaa aeictus (M-otBet wiun Compound Muscle Action
Potential, CMAP). TTapameTpsl ctumyitsaiimontoi OMI, gariie BCero aMIInTy 1a u rioniaabs M-oTBeTa,
a TaKkKe OIpeJelicHUe YHciia (YHKIIMOHUPYIOMUX JBUTATCIBHBIX €IUHUI] UCIIOJIB3YIOT IS OICHKH
TSKECTH JIBUTATEIBHBIX HAPYIICHUN M WX TUHAMUKH y TIAIIMEHTOB ¢ pasHbiMu Gopmamu CMA [226,
241]. CeHcopHbIe BOJIOKHA, KaK MPaBUJIO, HE BOBIIEKAIOTCS, YTO MPOSIBIISETCS COXPAHHOW CEHCOPHOM

POBOIUMOCTBIO, XOTS Y HEKOTOPBIX OTMEYAIHCh 3aMEJICHUS M y/UTMHEHUE JaTeHTHOCTH [156].
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[Tpu BemonHeH MPT Mpltn Hanbosiee BeIpaXeHHas )KUPOBasi MHPUIbTpals HAOII0AaeTCs B
CJIETYIOIINUX MBIIIIAX: MOSCHUYHASA (M. psoas major), kaMOayioBuaHAs (m. soleus) U mpsiMasi MBI
Oenpa (m. rectus femoris). Hanmenee nmopaxEHHBIMU OOBIYHO SBIISIOTCS JIBYTIaBasi MbIIIIA Toieda (m.
biceps brachii), genproBuanas mbeimia (m. deltoideus) m mMeamanbHas KPHUTOBHIHAS MBIIIa (m.
pterygoideus medialis) [11, 126]. Ha no3auux cragusx 3abosneBanus audy3Hoe MOpaKeHHE.

Tpyanoctn B auarHocTuke B3pochbix ¢opM CMA CBs3aHBI C  PSAOM  KIMHHUYECKHX,
OpPraHU3allMOHHBIX M METOJOJOTMYECKUX (HaKTOpoB, B TOM uyHcie C orpannueHusmu OHMI.
[ToBbrmennsiii ypoeHb KOK (wacto umenno npu CMA tumnoB 3 u 4) MOXeT omMrO0YHO HABOJAUTH Ha
MBICIIb O MEPBUYHO-MBIIIEYHOM 3a00J€BaHUHU, MACKUPYys HEHPOreHHYI0 Ipupony mpouecca. JHMI
UCTIONIBL3YETCSI MeHee ueM B 1/3 cirydaeB v He yCKOpsieT AMarHocTuky. Yacto BMecTo uronpuatoidt SHMI
BBITIOJTHSETCS] TOJIBKO CTUMYJISILIMOHHAS 3JIEKTPOHEHpoMuorpadusi, HeAoCTaTOuHas ISl BepUpUKaUU
HepeaHEePOroBoro mopaxenus [49].

B HacTosiee BpeMs UIMEHHO MOJIEKYJISPHO-TE€HETUYECKUI aHalu3 sBIsIeTCS Hanboyiee TOYHBIM U
HaA&KHBIM MeToJIoM auarHocTukd CMA u J0mKeH NMPUMEHSTHCS KaK METoJA MepBoM JimHuH. Ero
MIPOBE/ICHUE TO3BOJISIET M30€XKaTh JUArHOCTUYECKHX OIIMOOK, CBSI3AHHBIX C HE CHEHU(PUIHOCTHIO
KIIMHUYECKUX, OHOXMMHUYECKUX ¥ HWHCTPYMEHTAIbHBIX JAaHHBIX, W CBOEBPEMEHHO HaudaTh

[aTOTCHETHYECKYIO TEPAITUIO, OT KOTOPO HANPSMYIO 3aBHCUT MPOTHO3 3a0oseBanus [23, 24].

15. MeToabl NATOr€HETHYECKOTO JIeUEeHUS M OLleHKA 3q)(l)eKTI/IBHOCTI/I

Jlo HenaBHero BpeMeHM oMolllb nanueHTam co CMA Hocuiia IperMyIleCTBEHHO MalIMaTUBHBIN
xapakTep U Obljia HarpapiieHa Ha o0sierueHre cuMntoMoB. B 2005 roay uid cuctemaTnsanuy Noaxo/10B
K BEJICHUIO MallMeHTOB ObLI co3aH MeXayHapoIHbIH KOOPAMHAIIMOHHBIN KOMHUTET MO KIMHUYECKUM
uccienoBanusiMm CMA, oObeAMHSIIOIINN BEIyIIMX aMEpUKAHCKUX WU €BpPONEWCKUX HEBpoJoros. B
pe3yabpTaTe mepBoro koHcencyca 2007 roma Oblia MpeNIOKeHAa HOBAsl CTPATETHsl BEJICHUS: OIICHKA
COCTOSIHUS MallMeHTa He 10 ucxoaHoMy Ty CMA, a 1o ero akTyaabHOMY (GyHKIMOHAJIBHOMY CTaTyCy
(«wiexaunity, «Ccuaguuily, «xonsuuit»). JlaHHBI MOAXOX Jer B OCHOBY MYJIbTHUIUCHUIUIMHAPHOTO
BEJCHUSI M COXpaHSAeT akKTyaJpbHOCTh 10 cux mnop. B 2007 roxgy BmnepBble ObUIM JaHbI
CTPYKTYpUPOBAHHbBIE PEKOMEHJIAIIMU 10 YXOAY U HaOIOJEHHIO 3a MaleHTaMH, OCHOBaHHbIE Ha MX
(YHKIIMOHATIBHBIX BO3MOXHOCTSIX [239].

B 2017 rony onybnukosan EBponeiickuii mporokon Translational Research in Europe for the
Assessment and Treatment of Neuromuscular Diseases (TREAT-NMD, rio6anbHas ceTh SKCIIEPTOB B
o0jacT HEpPBHO-MBIIIEUHBIX 3a00JIeBaHMI) MO MYJIbTUAMCHUIIIMHAPHOMY HAONIOIEHUI0 32

narrentamu co CMA[170].
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B Poccuu nepBeie KIIMHAYECKHE PEKOMEHIAIUU TI0 TUarHocTuke u gedeHnto CMA y nereit Oputn

yTBepxeHbl B okTsi0pe 2013 roga [12]. Ha ceropusiunmii neHp B Poccun pa3paboTaHbl M BBE/ICHBI B

NPaKTUKY KIMHUYECKUE peKoMeHaanuu 1o yiedennto CMA y neteii [24] u B3pocbix [23].

OCHOBHBIM B JICUCHHN CIIMHAJILHON MBIIICYHOMN anO(bI/II/I SABJICTCA MaTOICHETUYCCKAA TCpaIusi,

HaIpaBJICHHAs Ha BOCIIOJJTHCHHEC HCOOCTAIOMICIO YpPOBHA 66.]'[1(3, I[e(bI/H_[I/IT KOTOpPOro JIC)KUT B OCHOBEC

3a001€BaHHUs.

KinroueBble HanpaBieHUs JICUEHHS BKJIKOYALOT:

1. IlaToreHernueckas TEpamus.

npenapatsl: Hycunepcen, Pucaumnnam, OnaceMHoreH abenapBoBeK.

2. CuMmnToMaTHuYecKas Teparnws, HalpaBJIeHHAs HA COXpaHeHHE (QPYHKIMH BHYTPEHHHX OPTaHOB U

IIPEAOTBPALIEHUE OCIIOKHEHUN:

IbIXaTellbHas TOJJepKKa (HEMHBAa3MBHAS BEHTWISALUS, CaHAlUg, NpOPUIAKTHKA
UHOEKIHIA U 1p.);

HYTPUTHBHAS TIOJJICpKKaA (OIEHKA W KOPPEKIUS MUTAHUS, MPH HEOOXOIUMOCTH —
racTpOCTOMHUS H Jp.);

opromenuyeckas W (Qusmdeckas peaOwnuranus (MpoUIAKTUKA KOHTPAKTYp H
nedopManuii, KOpPpeKIMs CKOJIMO03a, IMOAJEpKaHUE IMOJABMKHOCTH  CYCTaBOB,
[O/IeP)KaHUE IBUTATEIIbHOW aKTUBHOCTH U YJIYYIICHHE AbIXaTEIbHON (DYHKIMH);
JeUYCHHE COMYTCTBYIOUIMX  HApymeHWid (0CTeomopo3a, TracTpos3odareaabHOro
pedirokca, Hapymenuid ¢pyaxipn XKT u ap.);

sprotepanus (MoAaepkaHue MaKCUMaTbHOW CaMOCTOATEIHHOCTH MAIlUEHTA, aanTalus
K CHUKCHHBIM JIBUTATEIIHHBIM BO3MOKHOCTSIM H YIIYYIIEHUE Ka4eCTBA KU3HU );
XUPYPrHUECKOe JIeUeHHE (KOPPEKIIUS CKOINO03a, Ne(opMaluii KpymHbIX CyCTaBOB);
TICUXOJIOTHYECKAas U COLMaIbHAas MOIEePIKKa;

TeHETUYECKOE KOHCYJIbTUPOBAHHE;

najJyjimaTuBHaA IIOMOIIIb.

Takum O6p8.30M, ocHoBa jeueHuss CMA — »5To coueTaHue MaTOTCHETHYSCKOM TCpaIluu,

BIUsIONIEH Ha ypoBeHb Oernka SMN, 1 KOMITIEKCHOW MyJIbTUIUCIUIUIMHAPHON TOACPKKH.

1.5.1. Ilpenapatpl, Moauuuupyomme 3adoneBanue U UX IPGeKTUBHOCTH

s maToreHernueckoro JjiedeHus: nmanueHToB co CMA B Hacrosimiee BpeMsl CYHIECTBYET TpPH

npenapara, Momupuuupyommx 3adoneBanue: HycuHepceH [20], pucmummam [22], onacemHOreH
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abemapBoBek [21] (Tabmura 2). Bee Tpu mpemapara 3aperdCTpHpPOBAaHbI U AOCTYIHBI B Poccuiickoit

®denepanuuu 175 aedeHus naueHToB co CMA.

Tabmuna 2 - [Ipenapatsl 1yist marorenerudeckoro geueHus CMA

IIpenapar MexaHu3Mm encTBUs Crnocob Yacrorta OcHoBHbIE
BBEJICHUS npuéma HEe)KeJaTelIbHbIe
SIBIICHUS
Hycunepcen | AHTUCMBICTOBOM Hutpartekanbho | 4 TPOMOOIIUTOTICHUS,
(HC) OJIUTOHYKJIEOTH I, Harpy304Hble | HE(POTOKCHYHOCTB,
YCUJIMBAIOIIUN J03bl, 3aTeM | HapyIICHUS
BKJIFOYEHHUE DK30HA 7 B Ka)KJ1bIe 4 | cBépThIBaEMOCTU
MPHK rena SMN2 MecsIIa, KPOBH,  OCJIOKHCHHS
MIOCTOSIHHO JTroMOaTBbHOM
MYHKIHH
OmnacemHorex | ['enorepaneBruyeckuii | BHyTpuBeHHO OpHokpatHO | ['enaToTOKCHYHOCTB,
abemapBOBEK | MpemapaT,  COJAEPXKUT TpoMOOTHYECKAS
(0A) AAV9-ekTop c MHUKPOAHTHONaTHs,
tpancreHom SMN1 TPOMOOIIUTONICHUS
Pucnumnam Manas Mouekyia, | Ilepopaibao ExenneBno, | IloBblmieHue
(PD) YCUIIUBAIOIIAS MOCTOSTHHO TpaHCaMUHAa3,
BKJIIOUEHHUE 3K30Ha 7 B peakuuu KemyI0uHO-
MPHK rena SMN2 KHMIIIEYHOTO  TPAKTAa,
CBITTb

B 2016 rony craproBano knunHuyeckoe ucciepoanue daszer I/II (NCT02268552) npemapara
opanamiam (LMI070) y mmagenue ¢ CMA 1 Tunma — 1enbi0 OBUIO OILEHUTH O€30MaCHOCTb,
(hapMaKOKWHETHKY/TUHAMHKY U TIPEIIONIOKHUTENbHBIN 3 dexT Ha MoTopHbie GyHKIMHU [146]. OnHako
B utoje 2021 roga xomnanus Novartis opuraabHO 00BbsSBUIIA O MPEKPALIEHUN BCEX HUCCIEOBaHUMN
Opanaruiama B mokaszanuu CMA [218].

Hycunepcen crai nepBbsIM MaTOTeHETUIECKUM TperaparoM miist eueHus: CMA, 0100peHHBIM K
OPUMEHEHHI0O B MHpe. ODTO AHTHUCMBICIOBOM OJIMTOHYKJIEOTHHA JUIsl MHTPATEKalbHOTO BBEACHUS,
CBSI3BIBAIOIINIICS ¢ MHTPOHHBIM caitieHcepoMm ciitaiicunra ISS-N1 (intronic splice silencing site — ISS
N1) B mpe-MPHK rena SMN2. Takoii MexaHH3M yBEJIMYMBACT BKIFOUCHUE 3K30HA 7, YTO MPUBOJIMT K
CHHTE3Y MOJHOPa3MEPHOTo (YHKIMOHATHHOTO O0erka SMN 1 KoMIeHCHpyeT ero AeUIINT Yy MalueHTOB
co CMA [20]. Ipenapat paspelien ¢ pokaeHus, Brepssie 3apeructpuposad B CIIIA B gexadpe 2016
r., B EBporie — nerom 2017 r. B Poccun on nosmyunn opdansslii cratyc B gespane 2019 r., ¢ ampens
cTapToBaja mporpamma pansero goctyna (B Poccun 41 nanuent co CMA 1 tuna nony4yuiu npenapat
10 TIporpaMMe paHHero J0CTyIa, B TOM 4uciie nmanueHtsl MHcTuTyTa Benbrumena [5]), a ¢ aBrycra

2019 r. aycurepceH 0buT 0UIIMATIEHO 0JI00pEH I BceX (POpM U BO3PACTOB.
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B pannoMu3upoBaHHOM, JBOWHOM  CJENOM, IUIAle00-KOHTPOJIUPYEMOM  HCCIEIOBaHUE
s dekTuBHOCTH W 0€30MmacHOCTH HYCHHEpCEHa y MIIAJICHIIEB C pPaHHUM HA4YaJloM CIHUHAIBHOU
mbimeyHoi atpoduu ¢assl [II ENDEAR (NCT02193074) 6bu1 Bitouen 121 muagenen. [lpumenenue
HYCHUHEpPCEHA MPUBEJIO K 3HaYUTeNbHOMY yinydmeHuto no mkaine HINE-2 — moropHble Bexu Obuin
nocTUrHyThl y 51 % manuentoB npotuB 0 % B rpyImie eCTECTBEHHOrO TeYeHHUs (TpyIia KOHTPOJIS).
Taxke OTMEUYEHO CHMKEHHE PHUCKAa CMEpTH Wi Heobxoxumoctu B moctosiHHoi WMIBJI (P = 0,005;
oTHouieHHe puckoB 0,53) U NOJOXWTENbHAST KOPPENALUS MEXAY PAaHHUM CTapTOM TEparnuud u
BbDKHBaeMocThio [120, 121].

Hanee B uccnenqoanuu CHERISH (NCT02292537) dassr 111 ¢ yuactuem 126 nereii ¢ CMA 11
npu HaOdroeHUM B TedeHWe 15 mecsueB Obulo ycTaHoBieHo, uto 91 % ocraBanuch XKUBBI 0e3
HEO0OXOUMOCTU MOCTOSIHHOM BeHTWiasAsuuu. Cpennee uzMeHenue mno wmkane HFMSE B rpymnme
HycHHepceHa coctaBwio +4,0 Oamia, Torma Kak B KoHTpose cocraBwio —1,9 6amma (p < 0,001).
Vayudiienue > 3 0awioB otmedeHo y 57 % nauuenrtos [171].

B uccnenoannn EMBRACE (NCT02462759) dassr 11 ¢ 21 manuentrom (CMA 1- 2 tuma, u3 HUX
14 nomyuynnu gedyeHue HyCuHEpCEeHOM ), He cooTBeTcTBOBaBIINX KpuTtepusiMm ENDEAR wnn CHERISH.
ITpu panHem Hayaje Tepanuu HyCUHEPCEHOM y 93 % OTMedeHbl yNydIlIeHUus MOTOPHBIX (DYHKIMMH, a
CpeaM TeX, KTO U3HadalbHO MOJdydai mianedo v 3ateM nepenién Ha jedenue — y 83 %. IIpu atom no
mkane HINE-2 noBeimenue 6amia ormedeHo y 93 % nanueHToB; yXyAIIeHHs IbIXaTeIbHON (QyHKINN
BBISIBJICHO HE ObLIO [52].

Otkpsitoe npopomkerue uccienosanuii — SHINE (NCT02594124) — Bxirouano okosio 250
NalMEeHTOB, U Ha CPOKe JI0 6 JeT HaOMI0JeHNs COXPAHSUINCh YITYYIIeHUs MOTOPHBIX IOKa3aTesel 1o
mkaraMm HFMSE u RULM wu BeDKHMBaeMocTh 0€3 TOCTOSHHOW BeHTWIIMU. Dddext Hambonee
BBIPAXKCH TIPU paHHEM Hauauie JieueHus [85].

Hccnenoanne NURTURE (NCT02386553) ¢assr II oxBatuno 25 mpeacuMITOMaTHYECKUX
JeTei, MOMyYUBIINX HYCUHEPCEH A0 MOSIBICHUS KIMHUYECKMX CHMITOMOB. Bee et OblM )KMBHI U 6€3
HEO0OXOIUMOCTHU MOCTOSIHHOM BeHTUIsAMY; y 4 u3 15 (27 %) ¢ neyms konusimu reHa SMN2 BpeMeHHO
NPUMEHSIIaCh BEHTWISIMOHHAS MOJACPIKKA MPH OCTPBIX SIMH30/aX, HO MOCTOSHHON BEHTWISIMU U
TpaxeocTOMUU He mnoTpedoBasiock HuUKOMYy. MotopHble oneHkun no CHOP-INTEND u HINE-2
COOTBETCTBOBAJIM HOPME Pa3BUTUsA: cpeau Aeter ¢ aeyms konusaiMu SMN2 — 100 % cMornu cuners,
92 % ctostu, 88 % XOIUIIN; C TPeMst KOITUSIMH — BCE XOIMIIN camocTosTensHo [107].

Takum 00pa3oM, JaHHBIC TIO UCCIIEAOBAHUIO TperapaTa HyCHHEPCEH MOAUYEPKUBAIOT, YTO paHHEe
HayaJlo Teparuu, >KeIaTebHO 10 WM HA PAaHHHUX CTAJHUSIX CHMIITOMATHKH, SBISETCS KIIOYEBBIM JIJIS

ONTUMAJIBHOI'O pC3yJIbTAaTa.
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B 2023 rony B Poccun 3apeructpupoBan npenapar Jlanrecenc® (T'EHEPUYM) — mxenepuk
HycuHepcena (CnuHpa3a®), KOTOpBIA CTald MEpPBBIM BOCIHPOU3BEIEHHBIM OJIMTOHYKJICOTHUIHBIM
JIEKapCTBEHHBIM CPEICTBOM B Mupe [1].

B nocnenHue roapl BeayTcs UCCIENOBaHUs, HAlPaBJIEHHbIE HA ONTUMM3ALMIO CYILECTBYOLINX
NaTOr€HeTHUUYECKUX MOAX0JI0B U pa3pabOTKy HOBBIX TepalneBTUYeCKUX cTpaTeruil neyenus CMA. Tak,
B uccienosanun DEVOTE (NCT04089566) nzyuaercs npuMeHEHHE TOBBIIICHHBIX /103 HYCHHEPCEHA
(Criunpaza ®) ¢ YCKOPCHHOW CXEMOH Harpy3odHbIX BBeJAcHUU. [lepBble pe3ynbTaThl MOKA3aIH
OnmaronpusATHbI Npoduib OE30IMaCHOCTM W IMOTEHLUal K Oosiee BBIPAKEHHOMY YBEIMUYCHMIO
skcipeccun 6enka SMN [124]. HaGmroneHre 3a nan@eHTaMy MPOAO0KACTCSA B paMKax J0JATOCPOYHOTO
HaOronarenbHoro uccnenaosanust ONWARD (NCT04729907).

Pucnumiam — BTOpo# 3apeructpupoBanHslidi B Poccuiickoit denepanuu npenapar U NepBhIi €
NepOpaTbHBIM CIIOCOOOM MpuEMa. ITO HU3KOMOJICKYISIpHBIN MoaudukaTop cruiaiicuara rena SMN2,
HOBBIIIAIONIMNA 3KCIIPECCUI0 MoJHOpa3MepHoro 6enka SMN u oka3bIBalOLIUi cCCTEMHOE JAeWCTBUE Ha
HHC u nepudepuyeckyto HepBHYIO cuctemy[22]. Bnepsoie onobpen B CIIIA B aBrycre 2020 r., B
EBponne — B mapre 2021 r. B Poccun nmpemapar momyuun opdannsiii cratyc B urone 2020 r., ObL1
3aperucTpupoBas B HOsiOpe 2020 r. 1y manueHToB ¢ AByX MecsueB. [lo nporpamMme panHero pocryna
B Poccun pucnumiam nomydniau 230 nanueHToB, BKIItOYast JeTel U B3POCIIBIX.

B wuccnenoBanunm FIREFISH (NCT02913482) ¢aser 1, ouenuBaBmeMm 3¢QHeKTHBHOCTD
pucaumiama y 41 mumagenna ¢ CMA 1 tuna. K 24-my mecsuy 93 % nereit 0binm xuBbl U 83 % He
HY>KJAJIMCh B MOCTOSAHHOM BeHTWsiuu. Cpennuit mpupoct o mkaie CHOP-INTEND coctaBuit okoso
20 Gannos, pu 3ToM 90 % npubaBunu He MeHee 4 6aiioB, 61 % cmornu cunets > 5 cek, 44 % cunenu
> 30 cek; 92 % coxpaHWIH epopaabHoe muTanue u 95 % — rioranue [152].

B wuccnenopanmu SUNFISH (NCT02908685) dazsr III ¢ 180 mamueHTamMu moydaronux
pucauminam (CMA II-III; Bo3zpact 2-25 net) Gonee 95 % ObuIn XHUBBI 03 BEHTHIALUU; yepe3 12
MmecsieB uaMeHenue no MFM-32 cocraBuio +1,36 Gana B rpymnmne pucaumuiama npotus —0,19 6amna B
koHTpose (P = 0,016). OTmeuanach crabunu3zanus IM00 yiIydleHHe MOTOPHBIX (YHKIUI MO IIKajam
RULM u HFMSE, a takxe ynyuiieHue KauecTBa KHU3HU Ha NpoTskeHuu 48 mecsnen. OOmas yactota
HE)KeNMaTeNbHBIX SBJIeHUH 3a 4 roga cHusuiaack [188, 215, 225].

B uccaenosanuun JEWELFISH (NCT03032172) ¢azsr II ¢ 174 naunentamu, paHee Jie4eHHbIMU
HycuHepceHOM i OHaceMHOTeH abemapBOBEK, ObUIO OTMEUYEHO CTAOWJIBHOE TMOBBIIMIEHUE YPOBHS
SMN-0enka B Ba 1 OoJiee pa3a M COXpaHEHHE OIEHOK MO0 MOTOpHBIM mikaiamM MFM-32, HFMSE u
RULM Ha npotspkeHnn 24 MecsilieB Ha Tepanuu pucaumiaMoM [84].

HccnenoBanne RAINBOWEFISH (NCT03779334) ¢da3s 11 Bxirtouano 26 npecHMITOMAaTHUECKUX
MJIaJIEHIEB, MOJIYUYMBIIUX JIEYEHUE pUCIUIUIaMOM. Bcee netu ocramuch uBbl 06€3 HE0OXOIUMOCTU

IIOCTOSTHHOM BEHTWIALIMM, V IMAHeHTOB ¢ aByMsa KormmaMu SMN2 100 % mocTHUIIN HaBBIKA CUICHU, a
5y yM )
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c tpems komusimu — 100 % xomap6bl (OompmmHCTBO 1o HOopMmam BO3). IlotpeGHocTn B
BEHTHISAIIHOHHOM TMOJIEPIKKE HE 0T™Medanoch [116].

TperbuM HampaBlieHHEM maToreHeTmueckoro sedeHuss CMA crama TEHHO3aMECTHTENbHas
Tepanuss — OHaceMHOreH abemapBoBek. [Ipenapar mpeacraBisier coboli pekoMOMHAaHTHBIH AAV9,
comepxamuii  pyHKkIHoHaNbHYIO Komuio TeHa SMNI1, crmocoOnbli mponukare dYepes Db u
TPaHCIyIIMPOBAaTh MOTOHEHPOHBI [21]. OnHokpaTHas MHDY3Hs 0OecreYyrnBaeT UCTOUYHHUK IKCIIPECCHU
oenka SMN u ycrpansiet nepBonpuunny 3aboneBanus. [Ipenapar 6601 omo0pen B CILIA B mae 2019 1.,
B EBponie — B mae 2020 r. B Poccuiickoit @eneparuu noyqr opdanHsiii cratyc B okTsi0pe 2020 r. u
ObLT 3aperucTpupoBaH B nekadbpe 2021 r. mis manueHToB ¢ OuamienbHol MyTtarueit B reHe SMN1 u <3
konmsimu reHa SMN2. Jlo peructpauuu 22 pe6énka B Poccuiickoit Denepanuu MOTYyYHIN €0 IO
rI100abHO porpaMme yIrpasisieMoro aocrymna [4].

JlonrocpouHoe nocieaoBaTenbHoe HabmoaeHne 3a narmeHTamMmu AVXS-101-CL-101 onenuBaet
JOJTOCPOYHYIO 0€30MacCHOCTh M JJIMTENBHOCTh OTBeTa y MiaaenneB co CMA 1 tuna mocne BBeleHUs
3aMECTUTEIHbHON TeHHOH Tepary OHACEMHOTCHOM a0eImapBOBEKOM B OTKPBITOM HcclieoBaHuu | Gazbl
START wu uccnenoanue STR1VE oTkpsiToe He3aBHCHMOE UccenoBaHue 3-i (a3pl C OHOKPATHBIM
BBeJICHUEM Mpenapara, y nanueHToB co CMA 1-ro tuna: STR1IVE-US u STR1VE-EU.

B uccnenopanuu START (NCT02122952) dassr I ¢ 15 mananenuamu (CMA 1) k 20-my mecsiry
BCE MAIMEHTHI OBLIN )KUBBI U HE HY>KIAJTUCh B MOCTOSTHHON BeHTW K. Cpennuii npupoct no CHOP-
INTEND cocraBun +9,8 6amna xk 1-my mecsany u +15,4 6amna x 3-my mecany; 11 u3 12 gereit cmoriu
cuzetb 0e3 omopsl, 11 U3 12 coxpaHwiu nepopajibHOE MUTAaHHE M PEub; OTMEYAJOCh YIy4llIeHHE
JpIxaTenbHo# (hyHkiuu [167].

B uccnenoannu STR1VE-US (NCT03306277) dasst 111 ¢ 22 naunentamu ¢ CMA 1k 14 mecsiam
91 % ObLIH KUBBI 0€3 MOCTOSIHHON BEHTHIISIIIMMY, a K 18 Mecsaiiam 59 % DOCTUTIIH CHOCOOHOCTH CHIIETh
> 30 cex (mo Bayley-I1l) [103]. B wuccnenoBanuun STRIVE-EU (NCT03461289) daser III ¢ 32
narueHTamu ¢ CMA 1 k 14 mecsam 97 % nereit ObUTH KUBBI 0€3 BEHTWISILIUK;, CPETHUIN TPUPOCT 110
CHOP-INTEND cocrasun +13 6amnos, 44 % cmornu cuaets > 10 cex [173].

B npencumnromatuyeckom uccinenoBanun SPRINT (NCT03505099) dasst 11 ¢ 29 neremu (14 ¢
aBymst 15 ¢ tpems komusimu reHa SMN2) mocne BBeICHHS 3aMECTHTENIBHOW TE€HHON Tepamuu
OHACEMHOTE€HOM a0emapBOBEKOM BCE MAI[MEHTHI OCTAUCH KUBHI 0€3 BEHTWIAINH; y JeTel ¢ IByMs
korusiMu reHa SMN2 100 % cumenu k 18 mecsiam, a y neteit ¢ Tpemst kommsimu — 100 % crosii u
93% xouiH K 24 MecsIaM; He MoTpeOoBaIach HA BEHTHJIAIHS JIETKUX, HU TACTPOCTOMA JIJISI KOPMJICHUS
[217, 223].

Ha6monarensaoe npogomkenue uccnenopanust START — START LTFU (NCT03421977) ¢ 13
YYaCTHHUKAMH TTOKA3aJI0, YTO BBIKHBAEMOCTh 0€3 MOCTOSHHOW BEHTHJISIIIMU COXpaHsuiach 10 6,2 Jer

nociie Tepanuu, dpdext yaepxusaics 1o 8—10 ner; ypoBau CHOP-INTEND ocTaBanucek crabuinbHo
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BbICOKMMH (>50 0amioB), Bce JETH COXPaHsUIM JOCTUTHYTHIE MOTOPHBIE HABBIKH, YXYALICHUS
JbIXaTeNbHOM (QyHKIMHM He Habroanock [168].

[TapamiensHO aKTUBHO PA3BHBACTCS HAIMPABICHHE WHTPATCKAILHOTO BBEICHHS OHACEMHOTEHA
abemapBoBeka. B wmccinemoBannn STRONG (NCTO03381729) mokazaHa NEepEeHOCHMOCTh HH3KHX
WHTpaTeKalbHbIX 1103, a uccieaoBanne STEER (NCT05089656) B 2024 r. QOCTHUTIO MEPBHYHOMN
KOHEYHON TOYKH, YTO OTKPBIBACT MEPCHEKTUBY PACIIUPEHUS MOKa3aHWW K MPUMEHEHHIO Mpenapara
[123].

TakuMm 006pa3oM, HyCHHEPCEH U PUCAUILIAM JEHCTBYIOT Yepe3 MoAU(UKAINIO CIUIalicMHra TeHa
SMN2, TpeOysi mOKM3HEHHON TEepanuM, TOT/Ia KaK OHACEMHOIeH abemapBOBEK IMPEACTABISIET COOOM
OJIHOKpPaTHOE TeHHOTEPANEBTUYECKOE BMEIIATEILCTBO. J[eHCTBHE BCeX MpemapaToB HampaBlIeHHO HA
yBEJIMUEHUE KOHICHTpanuu ¢yHKiuonanpbHoro Oenka SMN B MOTOpHBIX HEHpOHAX, TeM CaMbIM
ycTpaHsii npuuuHy  3a0osneBaHus. COBOKYMHOCTh  JIaHHBIX  KJIMHUYECKHMX  HMCCIEIOBAaHUU
JEMOHCTPHUPYET, YTO Tepamnusi IpernapaTtaMu HYCHHEPCEH, PUCAUILIAM U OHACEMHOTE€H abemapBOBEK
VIYYIIAIA WA CTAaOWIU3UPOBAIM MOTOPHBIC (DYHKIIMH, TOBBIIIAINA BBDKHBACMOCTh W CHHXKAIIA
noTPeOHOCTh B IIOCTOSHHOW BEHTHJIALMHK JIETKUX y manueHToB co CMA [82, 83, 94, 99, 104, 116, 136,
141, 161, 167, 168, 188, 223, 225]. Hanboiee BoIpa)KCHHBIH KIMHUYECKUH 3P (PEKT maroreHeTHIeCcKoi
Tepanuu HAOJIOAAeTCA MpU Hayale Tepanuu, B MpeICUMIOTOMAaTH4YecKo craauu. Jlomrocpodnbie
Habmonenust (SHINE, START LTFU) yka3siBatoT Ha ycTOiUnBOCTh 3(h(heKkTa B TEUCHHE HECKOIBKHUX
JIeT IPH Xopo1reM mpoduie 6e30MmacHOCTH.

[IpsiMBIX CpaBHUTENBHBIX KCCIEAOBAHUNW B HACTOsIIEEe BpeMs MeEXAy IMpernaparaMu He
MPOBOAWIOCH. Pa3nuuusi B MOMyNSIMM TMAllMEHTOB B HMCCIEAOBAHUAX, BO3PACT, (YHKIMOHATHHBIN
CTaTyC W UCXOJIHBIC PUCKH, & TAKIKE METOIOJIOTHS UCTIONB3YEMBIX (DYHKIIMOHATBHBIX MOTOPHBIX IIKA
st orienku 3ddexruBroctn (HINE-2, CHOP-INTEND, HFMSE, MFM32, RULM) orpanu4uBaroT
BO3MOXXHOCTH COTIOCTABIICHHUS Pe3yabTaToB. DG (HEKTUBHOCTH TECHO CBS3aHa CO BPEMEHEM MHUIIMALIUN
JICYEHUs] U TSDKECThI0 (peHOoTHUIa manreHTa. Kak moka3aHo B MCCIENOBaHUSAX, Y CTapIIUX, OCOOCHHO
JUTHTEITFHO OOJICIONINX, M 00JIee TSHKEIBIX MAIMCHTOB Yalie (GUKCUPYETCs CTAaOMIIN3aINs, a TAIIHCHTHI
paHO CTApTOBABIIME B JICUCHUH COXPAHSIOT MPUOOPETCHHBIE W TPOIODKAIOT MPHOOPETaTh HOBBIC
MOTOPHBIE HABBIKM MpPH JIIUTENIbHOM HaOmoaeHuH. Bce Tpu BUAAa MAaTOT€HETHYECKOW Tepamuu
(HycuHepceH, pUCIUIITIaM U OHACEMHOTEH abemapBOBeK) 00IaJal0T TIOKa3aHHON KIIMHUYECKOUW MOB30H
JUTSl TEHETUYECKH TI0JIBEPKEHHBIX ManneHToB co CMA.

BMmecre ¢ TeM, akTHUBHBIE HCCIICIOBAHUS TIPOIOKAIOTCS, U B TIOCIICTHUE TOJIBI TTOSIBUIHCH HOBBIC
HATPaBIIEHUS Pa3padOTKH TEPANeBTHUECKUX MOIXO0B, BKIIIOUAs OTEYECTBEHHBIE  MEXIYHAPOIHBIC
MPOTPaMMBI 110 CO3/IaHUI0 MHHOBAIIMOHHBIX METOJIOB JICUCHHUS.

OreuectBennas kommnanuss BIOCAD (AO «bBUOKA]l», Poccus) mHAIEEpOBaIa KIIMHUYECKOE

uccienosanne ANB-004 (BLUEBELL) (NCT05747261), npencrasistoiiee co00il 0JHOMOMEHTHYFO
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TCHOTEpAIHI0 Ha OCHOBE aJICHOACCOIMMPOBAHHOTO BUPYCHOTO BeKTOpa 9 cepoTuna - sl MarueHToB ¢

50-CMA, craBiiiee nepBbIM POCCUHCKMM POESKTOM B 3TOM oOnactu [34].

1.5.2. SMN-He3aBuCHMBIE H KOMOMHHPOBAHHBIE MOAXO0/IbI

CoBpeMeHHBIC JTaHHBIE IMMOJATBEPIKIAOT MEPCIEKTHBHOCTh KOMOMHHMpOBaHHOW Tepanuu CMA,
coueraromieir SMN-nanpasnennsie 1 SMN-He3aBUCHMBIE TOIXOJIBI, YTO MO3BOJISET BO3JACHCTBOBATH
kak Ha nedunur SMN, Tak ¥ HAa aKCOHAJIbHBIC, CHHANTUYECKHE, MBIIICYHBIE 3BEHbS MATOreHe3a
3aboneBanus [64, 71, 139, 179, 230]. Cpenu uccieayeMbIX HAIPaBICHUNA — MOYJISIIHAS aKTHHOBOTO
urockenera (RhoA/ROCK — Rho-kunaza), peryasaius sKCcrpeccud Moan(GUKaToOpoB aKCOHAIBLHOTO
pocra, Takux Kak Plastin-3 (mmactun-3) u Chondrolectin (XOHIPONEKTHH), a TAK)Ke KOPPEKIUIO MyTeH
nerpaganuu  Oenka yepe3 Ubal/B-karennH (yOMKBUTHH-aKTUBUpPYIOIIMK QepMmeHT 1/B-kaTeHuH),
WHTHOMPOBAaHNUE MUOCTATHHA. [[Jisi ”THTHOMPOBAaHUS MUOCTATHHA UCITOJIB3YETCS Mpernapat Anurerpomad
(SRK-015) — MOHOKJIOHAJIBHOE aHTUTEIIO, CEJICKTUBHO OJOKHUPYIOIEe aKTUBHYIO (OPMY MUOCTATHHA
(GDF-8) u crioco0cTByIOIIIeE YBETMYCHUIO MBIIIICUHON Macchl U cuiibl. B uccnenosannu hasei 2 TOPAZ
U mocieayromneM pangomusupoBanHoM uccienoBann SAPPHIRE mnokazano 3naummoe ymydiieHue
MOTOPHBIX PyHKIUH y narueHToB co CMA 2 u 3 TunoB Ha (hoHe KomOuHMpoBaHHO# Tepanun (Crawford
et al., 2024; Crawford et al., 2025), 9yTo moaTBEpKa1aeT BO3MOXHOCTh SMN-HE3aBUCUMBIX MOIX0JI0B

KakK AOIIOJHCHHUC K 0a3UCHBIM IIATOT€HETUYECKUM MCTOAaM.

1.5.3. MyabTHARCHHMIJIMHAPHOE BeeHue 00abHBIX CMA

MynbTUAMCIMITUHAPHBIN TOIXO0/ SBISETCSI OCHOBOM M 003aTEeNbHBIM /ISl BEJICHUS NAI[IEHTOB
¢ CMA u BriItoyaeT HaONIOJIeHHE CIEAYIOIIMMHU CIEHUATINCTAMU: Bpay-HEBPOJIOT (KOOPAUHHUPYET
BeJICHUE NallMeHTa), Bpay-NeauaTp/TepanesT, Bpauy-reHeTUK, Bpau-MyJIbMOHOJIOT U/UIH aHEeCTE3HOII0T-
peanumarosor (OLeHKa JbIXaTelnbHON (PYHKINHU, pecliupaTopHas MoAAepKKa), Bpau-KapAHOJior, Bpay-
OpTOIIE]l/TpaBMaToJIOr, Bpauy-XUpypr, Bpad MO MEAUIMHCKOW peadunuTanuu, Bpad-(pU3uoTepanesT,
Bpay-AMETOJIOT, BPau-raCTPOIHTEPOIIOT, COTPYIHUKH YUPEXKICHUH MaTHaTHBHOW oMonn [23, 24].

OcHOBHOE HaOJIIOJICHHE 3a MAllMEHTOM OCYILECTBIIET Bpau-HEBPOJIOT, KOTOPbIM OTBEYaeT 3a
MIOCTAaHOBKY JIMarHo3a, WH(OPMUPOBAHHE CEMbH, ONpEJEICHUE IUIaHa MHOTONPOPUIBHOTO
HAOJII0/IEHUS, PETYIISIPHYIO OLIEHKY AMHAMUKH 3a00J1€BaHMs U KOPPEKIIUIO TePaTH.

HpI/IHI_II/Il'[BI opraHuzaliu Ha6J'IIO,Z[CHI/I}I .
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1. Kak MOHO paHee Ha3Hau€HHE NMAaTOr€HETHYECKOro JICUEHHs] OJHUM U3 3aperMCTPUPOBAHHBIX
npenaparoB HycunepceH [20], pucnumam [22], onacemuoren adbenapBosek [21] (Tabnuua 2).

2. TectupoBanue 1O (QYHKUMOHAIBHBIM MOTOpHBIM mmiKanam (Tabmuuma 3) mo Hadana
[aTOI€HETHUYECKOTO JICYEHUS U PErYJIAPHO Ha (POHE JEUCHMs AJIS OLIEHKH COCTOSHUS U OTBETa
Ha TEpaIuIo B IMHAMUKE;

3. HaOmionenue mamueHTOB BeAETCS B 3aBUCHMOCTH OT (DYHKIIMOHAJIBHOTO CTaTyca MalueHTa
(«exaunity, «CUITUUANY, «XOASUUI);

4. Ompenensercst KpaTHOCTh KOHCYJbTALMM: JesKaune MallueHTsl — He pexe 1 pasza B 3 Mmecsua,
cuzagume — 1 pa3 B 6 Mecs1eB, XOAI4UE — €KET0IHO;

5. CobOmiomaercss TpPUHLIUN  «PAHHETO  BMEIIATENbCTBA», BKIIOYAIOMIMKA  NPOAKTUBHYIO
NpopMIAKTUKY OCIIO)KHEHHH, CBOEBPEMEHHOE IMOJKIIOYEHHUE CpEACTB  PECHUpPATOPHON
HOJJIEP)KKH, OPTONEIUYECKOM KOPPEKIMH, HYTPUTHBHOM Tepanuu M pPeadMIUTAlMOHHBIX
MEpOIPUATHH;

6. CeMbs manueHTa MOJy4yaeT NOJHYI0 HHPOPMALIMIO O 3a00I€BaHNH, BOBMOKHOCTSIX TEPAITUH.

Takum o0pazoM, MyJIbTUAUCHMIUIMHApHOE HabOmonenue npu CMA mnpexacraBiser co0oit
HENpepbIBHBIN NPOLIECC, OXBATHIBAIOIINNA MEAULIMHCKUE, peaOuIUTAMOHHbIE U COLUANIbHBIE aCHIEKTHI,

C IICJIBIO YIIYUYIICHHUS KaUCCTBA X XU3HU MALIUCHTA U NPCAYITPCIKACHU A OCJI0KHEHUM.

1.5.4. CucremaTrusanusi 1 aHAIU3 JaAHHBIX 00 3 (PeKTUBHOCTH M NePCNeKTUBbI PAa3BUTHS

Ha coBpeMeHHOM 3Tarie HaKOIUIEHHBIE JaHHBIE CBUJIETEIBCTBYIOT O TOM, YTO 3 (HEKTUBHOCTh
natoreHeTnueckoi Tepanuu CMA B 3HAUNUTENIbHON CTENIEHU 3aBUCUT OT BpEMEHH J1e0r0Ta 3a00JIeBaHUs
¥ CpOKOB Havaina sieuenus [3, 6, 25, 59, 63, 73, 90, 114, 128, 149, 178, 193, 201, 202, 239]. CornacHo
pe3yabpTaTaM MCCIIeAOBAaHUI, MAKCUMAIBHBINA TePareBTHIEeCKU dPPEKT JOCTUTACTCS TPH HHULTHAIIAN
JIeueHMsI Ha peicumnTomarndeckoi ctaauu CMA [2, 44, 73,79, 80, 98, 213, 236]. C 2018 roaa, mociie
BHesipeHus nepBoil mporpamMMel B CHIA (mrat FOta), HeoHaTanbHBIH CKPUHUHT Ha CIHWHAIBHYIO
MBILIEYHYIO aTpO(UI0 TOCTENEHHO paclpocTpaHserca no mMupy u kK 2023 roay cram 4YacTbio
HAI[MOHAJBHBIX Iporpamm Oosnee yeM B 30 cTpaHax, 4YTO MO3BOJIMJIO BBISBIATH 3a00JieBaHUE Ha
JOKJITMHHYECKOW CTaIUH U HAYMHATH JICYSHHE 10 osiBlIeHus cummromoB [15, 26, 30, 98, 150, 176, 236,
248]. B Poccun ckpuauHr Ha CMA OBIT BKIIOYEH B MWIOTHBINA TpoekT ¢ 2021 roga u opuIHaibsHO
3aKpeIuI€H B paMKaxX pacUIMPEeHHOTI0 HeOHaTanbHOro ckpuHuHra [locranosnenuem IlpaBurtensctBa PO
or 29.11.2022 Ne 2161. BHenpenume nporpaMm TI€HETHYECKOIO PAaCHIMPEHHOTO HEOHATAIBHOTO
ckpruHHHTra Pocculickoit @enepanny ¢ HEIb0 PAHHETO BBIBICHHS M CBOEBPEMEHHOIO Hadaja Teparuu

CMA B HacToOs11IeE BpeMsI PeaIM30BaHO HA TEPPUTOPHU BCEX PETHOHOB CTpaHkI [26].
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B nuteparype HapacTaeT 00beM yOJIMKalui, MOCBAIIEHHBIX UCIIOJIb30BaHHUIO IATOI€HETHYECKOM
tepaniui CMA B pyTMHHOM KIMHUYECKOW IpakTUKe BO BceM Mmupe. OIHAKO JaHHBbIE peabHOMN
KJIMHUYECKON TPAKTUKH, HAIPABJICHHbIE Ha OIEHKY 3((QEKTUBHOCTH U MEPEHOCHMMOCTH DPAa3TUYHBIX
TepaneBTHUecKuX crpateruii nmpu CMA, B HacTosiliee BpeMsl INPEACTaBIE€Hbl NPEUMYLIECTBEHHO
HEOOJIbIIMMU KOTOpTaMM IAlMEHTOB, ¢ OTPAHWYEHHBIM IEPUOJIOM HaOMIOZEeHUs (B OOJIBLIIMHCTBE
CJIy4yaeB OT OJHOTO JO JBYX JIET), YTO CYIIECTBEHHO OrpaHMYMBACT 00OOIIEHWE W MHTEPIPETALUIO
pesyibtaros [4, 19, 32, 33, 35, 41-43, 50, 55, 113, 125, 135, 140, 158, 162, 191, 222]. Bmecte ¢ TeMm,
HaKOIJICHHbIE KIIMHUYECKUE JIaHHbIE TIOATBEP)KIAI0T YCTONYUBYIO 3 HEKTUBHOCTh TATOI€HETUYECKOM
TEpaluy B COXPAaHEHUHU U YIy4IIEHUH MOTOPHBIX (DYHKIIMH, a TAK)KE CBUJIETEILCTBYIOT O IIOCTENIEHHOM
pacupeHrH 3HaHUKW O mTpoduie OE30MaCHOCTH M JIOJITOCPOUYHBIX APQPEeKTax MPUMEHSIEMBIX
npenaparos[4, 5, 32, 33, 35, 36, 39, 42, 50, 55, 67, 68, 86, 87, 114, 131, 135, 140, 158, 244].

B MexnyHaponHOM NpakTHKE IIMPOKO HCHOJNB3YeTCsl BEJEHHME pPErHMCTpOB C  LIEJbI0
cUCTeMaTH3allluy JaHHBIX O €CTECTBEHHOM TEUEHUH 3a00JIeBaHUs, pe3yIbTaTax Tepaluu U CTaHAApTax
BeJICHHS MMalMEeHTOB. Beaymuit Mmexaynapoansiii peructp mnanuentoB co CMA TREAT-NMD Global
Registry Network (Translational Research in Europe for the Assessment and Treatment of
Neuromuscular Diseases, TpaHcssIuOHHBIE UCCIeI0OBaHU B EBporie 1o OlleHKe U JICYCHHIO HEPBHO-
MBILICYHBIX 3a00neBanuii, [ 100anbHas perucTpoBas cethb). o0beauHseT Oonee 60 HAIMOHAIBHBIX 0a3
[157, 257]. B EBpone omnum u3 Beaymmx HaOmomaTenbHbIX peructpoB sisiasiercs SMArtCARE,
¢yukuuonupyromuii ¢ 2017 roga B I'epmanun, Actpuu u llIBeiinapuu; oH mpegHa3zHA4yeH IS
IPOCIEKTUBHOIO cOoOpa JaHHBIX pEaJbHOM KIMHUYECKOM MpakTHKH, BKIIOYas IalUEHTOB,
HOJIYYAIOIINX U HE MOJydYaroUIMX MaToreHeTndeckyro Tepamuio [194, 195]. Cpenu MexIyHApOIHBIX
UHUIMATHB ocoboe Mecto 3aHuMaeT peructp RESTORE — wMHoromeHTpoBO€ NpOCIEKTUBHOE
HaOJIO/ICHNE TTAlMEHTOB, MOJYYAIOINX TEHOTEPAINMI0 OHACEMHOTEH abenmapBOBEK, C TUIAHUPYEMBIM
CpPOKOM HaOmoJeHus 10 15 5eT, HampaBleHHOE Ha OLEHKY JOJrocpodHoi 3¢ dekTuBHOCTH U
OesonacHocTh aedyenus [122, 214]. B Poccuu ¢ 2015 roaa cymiectByer nauueHtckuid peructp ®ownia
«Cembu CMAYy, BeIyIUiics U OTPa)XaroIuil AMUIEMHUOIIOTHIECKAE U CONUAIBHBIC XapaKTePUCTHKU
3aboneBmux. K 2023 r. B 6a3e ganubix umeercs uHpopmamus o 1353 mauuentax (956 neret u 397
B3pocibix) [2]. Taxxke ¢ 2019 roma B Poccuu BemeTcss KIMHUYECKHH HAONIOATENbHBIA PETHCTP
«HabmonarenpHoe uccrnenoanue. CrmHalbHas MbllleyHass aTpodus», peanuzyembiii AO «AcToH
Koncantuary coBmecTHo ¢ DepepabHBIM TOCYJAPCTBEHHBIM OIOKETHBIM YUpEeKIeHHEM «MeauKo-
TEHETUYECKUM Hay4dHbId LeHTp uMeHHn akanemuka H. I1. BoukoBa», mociyKMBIIMKA OCHOBOW s
perpocniekTUBHOTO — uccienoBanuss SMArt  Retro, BxmouuBmero 1408 mammentoB  [13].
[ToguepkuBaeTcss BBICOKAs aKTyaJbHOCTh HALIMOHAIBHBIX M MEXIYHApOIHBIX peructpoB CMA, kak
WHCTPYMEHTA U aHaIW3a KIMHUKO-TeHETUYECKUX XapaKTePHCTUK, YPPEKTHBHOCTH TEparuu |

(GhOpMHUPOBAHUS CHCTEMBI JJOJITOCPOYHOTO HAOIOICHHUS 32 MAllHeHTaMHU .
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HakoruieHHbI# ONBIT 0 AuarHocTuke W jieueHnu CMA perynsipHo OOHOBISETCS, YTO HAXOIHUT
OTpPaXKCHHE B KOHCEHCYCHBIX IOKYMEHTaX BEAYIINX SKCIIEPTHBIX COOOIIECTB. EBponeiickue Koieru u
Poccuiickass pabouast Tpynma MNpakTHKyOIMX Bpauedl mo nedennto CMA mocienoBaTeiabHO
NepecMaTpUBAOT MOIXOJbl K BEACHUIO MALIMEHTOB C YYETOM HAKOIUICHUS KIMHHUYECKOTO OIBITa,
MOSIBJICHUS HOBBIX MATONCHETHYECKUX IMpPEernaparoB U PACIIUPEHUS BO3MOXKHOCTEH HEOHATaJIbHOIO
CKpUHUHTA.

Cornacao ooHoBnEHHOMY EBpomneiickoMmy koHceHcycy (2024 1.) 1 0T€UeCTBEHHBIM COTJIAIICHUSM
(2021 m 2023 r1r.), KIHOYEBBIM (HDAaKTOPOM, OIPEICIAIONIMM TSOKECTh TEUEHHS M BO3pacT JaelroTa
3a0onieBaHus1, sABIsETCS KoiudecTBO Komuii reHa SMN2, yTo 00YCIOBIEHO OTCYTCTBUEM HHBIX
nocToBepHbIX OuomapkepoB [3, 6, 149]. O6a koHceHCyca MOAYEPKHUBAIOT, YTO MAaKCHMAJIbHYIO
3¢ (HEeKTUBHOCTh JICYCHHE JIEMOHCTPUPYET MPU Hayalie Ha MPEACHMIITOMATHYECKON CTaauu, MPUIEM
ONTUMAJBHBIA HHTEPBAI MEXAY IOCTAaHOBKOH JAMar€Ho3a W WHHUIMALKMEH Tepanud He JOJKEH
npesbliath 14 gHeil. Ocoboe BHMMaHHME YAENEHO BOMPOCY KOMOWHUPOBAHHOTO WU
MOCJICIOBATEIPHOTO MPUMEHECHHSI IMaTOTCHETUYECKHX ImpemapaTtoB. Ha MoMeHT myOaukanuu
KOHCEHCYCOB KaK €BPOIICHCKHE, TaK U POCCHUICKUE IKCHEPTHl OTMEYAIOT OTCYTCTBHE JOCTATOYHBIX
JIOKA3aTeNbCTB IPEBOCXOJCTBA TaHAEMHON Tepanuu (HampuMmep, COueTaHHWEe TEeHHON Tepanud U
AHTHCMBICIIOBBIX OJIMTOHYKJIEOTHIOB) HaJ MOHOTepamnueil. B cBsizu ¢ 3TuM €€ UCHOIb30BaHUE HE
PEKOMEHIYETCSl B PYyTHHHOW KIIMHUYECKOW IPAaKTHKE.

Kpome Toro, B poccuiickom gokymerTe 2021 1. moau€pKuBaeTcsi HEOOXOAUMOCTh BKIIOUCHUS
CMA B mporpamMMmy HEOHATaJbHOTO CKPUHUHIA, YTO COTJIACYETCsl ¢ MEXIYHAPOJHBIMU MOIXOIAMH,
HaNpaBJIEHHBIMU HA MAKCHUMAJIbHO PaHHEE BBISIBIICHUE 3200JI€BaHNUS U CBOEBPEMEHHOE HAYaJIO JICUSHUS
[6]. Bmecte ¢ Tem, B poccuiickoMm koHceHcyce 2023 r. BrepBble 0OOCYKIAeTCsS BO3MOXKHOCTD
MOCJICIOBATEIPHOTO HA3HAYCHHS IMATOTCHETUYECKOW Tepanmuud y OTHIEIbHBIX IAllHeHTOB C
HEJOCTAaTOYHBIM OTBETOM Ha MPEAIIESCTBYIOIIEE JIEYCHHE, YTO PACCMATPUBACTCS KaK MEPCIEKTHBHOE
HarpaBJeHue, Tpedyrolee AaibHeiiero uzydenus [3].

B HacTosimee BpeMs B KIMHUYECKUX PEKOMEHJAIUSX OTCYTCTBYIOT OOBEKTHUBHBIC KPUTCPUU
OLICHKH dJ(QQPEeKTUBHOCTH U He HPPEKTUBHOCTH NaToreHernyecko tepanuu. OTcyTcTBHE
CTaHJapTU3UPOBAHHBIX U BaTUAU3UPOBAHHBIX OMOMAapKEPOB, MO3BONISIOMINX OObEKTHBHO OTCIIEKUBATh
muHamuKy TedeHus CMA u 3 pexTUBHOCTD MPOBOAMMON Tepanuu, OCcTaéTcsl cephE3HOM mpobaemMont
COBpeMeHHOM MeauIuHbI [75]. Jlake B ciTydae MaTOreHETHYECKOTO JICYSHUST HCX O] TEPAITUH BO MHOTOM
ompenensieTcss craauei 3aboneBaHWs HAa MOMEHT €€ Hadana, 4To MOAYEPKUBAET HEOOXOIUMOCTH
MaKCHUMaJIbHO PaHHEH TUarHOCTUKUA U OOBEKTUBHOW OIICHKH TshKecTH coctosiHus [43]. Hecmotrps Ha
KOHCEHCYC YCTaHOBIIEHO, 4To umcino komuii reHa SMNZ2 He Bcerga o6namaer AOCTATOYHOM
MPOTHOCTUYECKOW IIEHHOCTHIO B OTHOIICHUH KIIMHUYCCKOW TsDKeCcTH 3aboiieBaHus. B wactHOCTH, 1O

nanabiM Navarrete-Opazo et al., (2020), okono 15% manueHToB ¢ OAMHAKOBBIM YHCIOM KOMHH TeHa



40

SMN2 neMOHCTpUPYIOT CYIIECTBEHHO pa3IMyaloOmuecs KIUHUYECKHE (EHOTHIIBI, YTO TMOMUYEPKUBACT
AKTYaJIbHOCTh NIOMCKA JIONOJHUTEIbHBIX O0OBEKTHBHBIX MAapKEPOB TshkecTH 3a0oneBanus [183].

OnHUM 13 BO3MOXHBIX HHCTPYMEHTAJIBHBIX IIOJX00B K OLIEHKE CTEIIEHU HEUPOIereHEpaTUBHBIX
n3MeHeHud y manueHToB ¢ CMA 1 Tuma sBISIETCS CTHMYJISIIMOHHAS 3JIEKTpOHEHpoMuorpadus
(OHMI'), c ananu3oM TakuX MOKasarelsiel, Kak aMIUITYAa COCTAaBHOTO MBIIIIEYHOro oTBeTa (M-0TBeT,
CMAP) u ckopocts mnposeneHust Bo30OyxaeHus (CPB, NCV) mno paBurarenbHbIM BOJIOKHaAM
nepudepudeckux HepBoB. Kak mokazaHo B wuccienoBanuu @ucenko u coarT. (2024), cHMKeHHE
YKa3aHHBIX MapaMeTPOB MOXKET CIYXHUTb OOBbEKTHBHBIM KpUTEpUEM JereHepalud MOTOHEHpPOHOB U
HCIIOJIb30BAThCS Kak OMOMapKep Mpu AMHAMHYECKOM HAOIIOACHUH U OlleHKe 3()(PEeKTUBHOCTU TEpaNuu
y nanueHToB co CMA 1 tuna [44, 45].

B nocnennue roasl 3HaUUTENbHBIA HAYYHBIH HHTEpeC MpHBIeKaloT HelipoduinamenTsl (HD) —
Oenku IMTOCKeNeTa HEHPOHOB, BHIOPACHIBAIOIIUECS B CHCTEMHBI KpPOBOTOK IPU aKCOHAIBHOM
nospexaenuu [9, 40, 44, 45, 102, 147, 164, 183, 208]. VcranorieHo, uto y naipentoB ¢ CMA 1 tuna
KOHIIEHTpauu (HochopuIMpoBaHHBIX TSOKENBIX mernell HelipodumamenToB (pNF-H) B mnazme kpoBu
MOTYT MpPEBBIIIATh AHAJIOTUYHBIC TOKA3aTeIM y 3JIOPOBBIX JeTed Oosee 4yeM B jecsth pa3 [40].
Navarrete-Opazo et al., (2020) nmpoaeMOHCTPUPOBAIH TOJIOKUTEIBHYIO KOPPEIAIIHIO MEXIY YPOBHEM
PNF-H 1 BbIpa)X€HHOCTHIO KIIMHUYECKOM CUMITOMATHKH, a TAK)KE €ro JOCTOBEPHOE CHUKEHHE Ha (hOHE
tepanuu HycuHepceHoM [183]. B uccnenoBannu ®ducenko u coast. (2025) ObLIO MOKAa3aHO, YTO
MeraHa KOHLEHTpauu JErkux 1eneit Heiipodunamentos (NfL) B ceiBopoTke y nanuentoB ¢ CMA 1
THIIA JI0 Havajia Teparuu MpernapaToM reHHO# Tepanuu (OHAaCEMHOTeH abemapBoBeK) cocTaBuia 22,97
nr/mMia (MeXKBapTHWIbHBIA pa3max 6,00—48,54), B To Bpems kak yepe3 3—6 MecsleB Mocie MeHHON
Tepanuu (OHACEMHOTEH abemapBOBEK) JaHHBIM TMOKaszaTesnb cHuxaics ao 6,15 nr/mu (p < 0,01) ¢
nocJeAyronIeH crabunuzanueit yepes 12 u 24 mecsia HaOmoaeHus [44].

Bbuoxumudeckue u Helipodusnonoruueckue mapkepsl (Heifpodunamentsl, DHMI'), obnamatot
BBICOKOW KJIMHMUYECKOW 3HAaYMMOCTBIO JUISl OLIEHKH TSDKECTH 3a00JIeBaHUs M MOHUTOPHUHIA OTBETA Ha
NaTOreHETHYECKYIO Teparuio, HO Hanbosee MHGOpPMATHBHBI y JeTell Miaaiiero Bo3pacra [46, 47, 61,
156, 186, 226, 241]. Bmecte ¢ TeM OCTAalOTCS HEPEIIEHHBIMU 3aJlaud CTaHAAPTH3AIMHA METOJIOB UX
WU3MEpEHMS, BalUJAallMM HOPMATHBHBIX 3HAUYE€HUH C YYETOM BO3pacTa, Macchl Tela M JPYIHX
NEepEeMEHHBIX AJ1s 0oJiee cTaplIMX HalleHTOB.

Ha ceronnsmHuil AeHb, COTIacHO KJIMHUYECKUM PEKOMEHJIAUsIM, OCHOBHOM MOJXOJ K OLEHKE
pe3ynbTaTa JIeYeHHs] MOCTPOEH Ha OIEHKE MOTOPHBIX (DYHKUMN C mMpuMeHeHHEeM (YHKIIMOHAJIbHBIX
JIBUTATEJBHBIX IIKaJl ¥ BpeMeHHBIX TecToB (Tabnuia 3), MO3BONSIOMNX ONMPEesTh UCXOJHBIH CTaTyC
NalyeHTa, OTCIIEKUBATh JUHAMUKY JABUTaTEeIbHBIX (PYHKUIUN U OTBET HA MATOT€HETHYECKYIO TEPAIUIo

y nanueHToB co CMA [23, 24].
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Tabmmma 3 - DyHKIMOHAIbLHBIE MOTOPHBIE KB JJIS OIEHKH JIBUTATEIbHBIX HaBbIKOB pu CMA

6-minute walk test (6MWT)[110, 134]

cTapue

Haszpanue mkabl Bo3zpacr O yYHKIIMOHATBHBIN MaxkcumanbHbIN
MIPUMEHEHHS CTaTyc MarueHTa Oamn

Heponorunyeckoe oocnenosanue | C 0 mecsueB JIro6oi 26

MJIaJICHIIEB XaMMEpPCMHUT - pa3fien 2

Hammersmith  Infant  Neurological

Exam - Part 2 (HINE-2) [66]

Tect JIETCKOM oompHunbl | C 0 Mecsnes, | s nexxaunx 64

Ounanensdun JUTSE OLIGHKH | BKIFOYast

JBUTATEIBHBIX (QYHKIUI MPU HEPBHO- | B3POCIBIX.

MBIIICYHBIX 3200JI€BaHUSIX

The Children’s Hospital of Philadelphia | ¢ 0 mecsies no | Jlns cunstamx

Infant Test of  Neuromuscular | 2-x jer

Development (CHOP-INTEND) [132]

Pacummmpennas HIKana omenku [C 2-x nmer u|Jdng  cumgauumx 66

MOTOPHBIX  (PyHKUMNA  OOJBHHIIBI | cTApILe XOJSYNX

XaMMepCMHUT

The Hammersmith Functional Motor

Scale Expanded (HFMSE)[197]

[lepecmoTpennsii  momynb oneHku |C  2-x gjer u | Hdna  cupauux u 37

MOTOPHOMU byHKIIUN BEPXHUX | cTapiie XOJSYNX

KOHEYHOCTEHN

Revised Upper Limb  Module

(RULM)[165]

Onenka  pBuratenvHoit  ¢yakiuu | C 2-x  ner wu | JIroOoii 100%

MFM-32 cTapiie

Motor Function Measure (MFM-

32)[229]

Tect 6-MUHYTHON XOHOBI C 3-x xmer wu | Toipko Mg XOOI4nx -

OpnHako HCIOJIB30BAHME IIKAJI MMEET pAJl OTPAaHUYEHHM, KOTOpBIE 3aTPYIAHSIOT OOBEKTUBHYIO

UHTEpHpeTannio 3pPEeKTUBHOCTH TEPATUH.

BO'HepBHX, Yy OpeaCUMITOMATHUYCCKUX ITAIIUCHTOB HET aJallTUPOBAHHBIX MIKaJI, ITOCKOJIbKY

npeiokKeHHass Oarapesi mKan He o0dalaeT BBICOKOW YYBCTBUTEIBHOCTb JJsi JAHHOW KOTOPTHI

MalUEHTOB. Y JETel paHHEro BO3pacTa, MOJYYMBUIUX JICYEHUE HA MPEICUMIITOMATUYECKOW CTaIuH,

IpY HOPMaJIbHOM (PU3MYECKOM pa3BUTHH HAOIOAAaETCs OBICTPBIN pocT Nokaszarenei no mkaitam CHOP

INTEND (maxcumym nocturaercs k 4—5 mecsiam) u HINE-2 (makcumym nocturaercs k 1 roay). 3to

MNPUBOJAUT K «AWArHOCTUYCCKOMY OKHY», KOIrJa AWMHAMHKA COCTOSHHUSA pe6éHKa HE MOXET OBITh

KOJIMYECTBEHHO 3a(huKCHpoBaHa, MockoinbKy mkaasl HFMSE, RULM n MFM-32 agantupoBaHbI Wb

JUIs AeTel crapiie 2 JeT, a TeCT 6-T MUHYTHOM X0/IbOBI HE BBIIIOJIHUM Y JieTeil Miuajie 3-4 jer.
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Bo-BTOpBIX, IpU TOCTHKEHUU CTaTyCa «CUIIYUI» U 2X JIETHEr0 Bo3pacTa TpeOyeTcs CMeHa IIKall,
YUUTBIBAsi HEUYBCTBUTENbHOCTH, Hanpumep, CHOP INTEND y «cunsunx» aereil. 3To orpaHHYMBaET
CTaTUCTHUYECKYI0 00pabOTKY B TOUKE MEpeXoa ¢ OJHOM IIKaJIbl Ha APYTYIO.

Bo-tperbux, mkanst MFM-32, HFMSE HenocTaTouyHO 4YyBCTBUTEIbHA K HEOOJBIIUM, HO
KJIMHUYECKH 3HAaYMMbIM M3MEHEHUAM Y nanueHToB co CMA. Hampumep, cnocoOHOCTh HepeMeniaTbes
B IIOJIO)KEHUHU CHUASI UM OoJiee JIUTENIbHOE YAEpXKaHUE TOM WJIM MHOW IO03bl, HECMOTPS Ha SIBHBIN
POTPecc MOTOPHOTO PA3BUTHU.

B-yerBepThIX, MporpeccUpoBaHHE OPTOMEIUYECKHMX OCIOKHEHUH —  CKOJIMOTHYECKHX
nedopManuii 1 KOHTPAKTyp CYCTaBOB — OTpaHMYMBAET aMIUIMTYAY JBI)KEHUH M, KaK CIEICTBHE,
CHIDKAET Pe3yNbTaThl TECTUPOBAHMSA 1O IIKanNaM. B Takux ciydasx yXyAlICHHE MOKa3aTesell CBSI3aHO
HE C TMporpeccupoBaHreM Ooe3HU wWid HEIPPEKTUBHOCTHIO TEpamuH, a C OPTONEAHMYSCKUMU
OCIIO’)KHEHUSIMU 3a00JICBaHUSI.

U, HakoHell, mpoBeJIeHHE TEeCTUPOBAHUS TPEOYET CIEUATBHOIO O0YUEHUSI U BO MHOTOM 3aBUCHUT
OT OTIBITAa MCCIIEOBATEINS, YTO MOXKET BHOCHTD JIEMEHT CYObEKTUBHOCTH B OLIEHKY. Hasmo yuuTeiBats,
YTO Ha Pe3yJIbTAaThl TECTUPOBAHHS MOTYT HOBIHUATH IIepEHECEHHBIE OCTPHIE 3a00JICeBaHUS, UTUTEIbHAS
uMMOOUIIM3aIus (BCJICICTBUE ONEpAIMii UITU TEPEIOMOB), 1EOIOT OCTPOrO COCTOSHUSL HAKaHYHE HIIU B
MOMEHT 00CJIeI0BaHUsI.

Takum 00pa3oM, HCIOIB30BAHWE HCKIIOYUTENHBHO (YHKIMOHAIBHBIX MOTOPHBIX IIKAJI HE
MO3BOJISIET B TIOJIHOW Mepe OTpa3uTh JUHAMUKY COCTOSIHHS NAIMEHTOB M OOBEKTHBHO OIICHHUTH
3¢ exTUBHOCTh Tepamnuu, a B ciaydae HEJIOCTAaTOYHOro 3(ddexra OT MpoBOIAUMON MATOrEHETHYECKOM
TEpanuy OTCYTCTBYIOT YETKHE AITOPUTMBI U KPUTEPUU NEPEKITIOUEHUS MEXAY Pa3IUUHbIMU BUIAMU
IIaTOT€HETHYECKON TEepauu.

[IpoGnema cmensl Tepanuu npu CMA wu3yyanach B psle HCCIEIOBaHUI B KOTOPBIX OBLIO
MOKa3aHO, YTO y MAalMEHTOB C MEIUIMHCKUMHU IOKAa3aHUAMHU K MOJUGPHUKAIMM JICUECHHUS BO3MOXKHO
JOCTHXKEHHE JIOTOJHHUTENbHBIX KIMHUYECKUX mpeumyinects [62, 192, 240]. Opnako mpHHSATHE
pelIeHus 0 CMEHE Tepanuu TpeOyeT HHINBHIyaTU3UPOBAHHOMN OIEHKH COOTHOIIEHHS pUCK—TIONb3a. B
koHcencycHsix MHeHusix NICE (National Institute for Health and Care Excellence, HarponanbHbrii
WUHCTHUTYT 37I0pPOBbsl M Ka4eCTBa MEAUIMHCKON MOMOINM, BemukoOpuTtaHus), a Takke POCCHHCKUMHU
skcriepramu AptembeBa C.b. u coaBt, (2023) mnpencraBieHbl KPUTEPUH HEIOCTATOYHOTO
(«cyOONTHMATBHOTO») OTBETAa Ha MATOTCHETHYECKYIO TEPAITMI0 OCHOBAHHBIX HA CHIKEHHE OalloB IO
nByM u3 Tpex ykazanHbix mkan (CHOP INTEND, HINE-2 win HFMSE), a taxke yBenmuueHue
NOTpeOHOCTH B PECIIMPATOPHON MOJACPIKKE MM HEXapaKTepHOE yBEIHMUEHHE YHCIa pECIUPaTOPHBIX
UHQEKIMHA, TPeOYIOIMX CTAllMOHAPHOI'O JICYEHHUs, KOTOPbIE HE MOTYT ObITh OOBSCHEHBI acniupanueil’
Wi 3abosneBaHreM JIETKuX. OIHAKO MPUMEHEHHWE JTAHHBIX KPUTEPHEB B KIIMHUYECKOW NMPAKTHKE B

Poccun He BHeApeHO, W OTCYTCTBYIOT yO€OUTENbHbIE NaHHBIE O pe3yJbTaTax TaKOro IOIX0]a,
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MOATBEP)KAIOIUE NPEUMYIIECTBA CMEHBI ITaTOT€HETHYECKONW TEPAluy COIVIACHO IIPEIJIOKEHHBIM
kputepusm [3, 185, 190].

Cnenyer mNOAYEpPKHYTb, 4YTO B POCCHUHWCKOM MOMYJSALUU OTCYTCTBYIOT KOMIUIEKCHBIE
UcCIeN0BaHMsl y nanueHToB co CMA, mony4aromux NaTOreHETHYECKYH0 TEPAlUI0 IIPU Pa3iIudHbIX
tunax CMA, NOCBAIIEHHBIX BIUAHUIO TEPAINK Ha (pU3HUecKOe pa3BUTHE, OyJIbOAPHYIO U IbIXaTEIbHYIO
(GyHKLINHU, OPTONETUUECKUE OCIOKHEHUS, a TAK)Ke KOTHUTUBHOU cdepbl. He onpeneneHs npeauKTopbl
3 PEKTUBHOCTH MAaTOTCHETUYECKOTO JICUEHUs] W MPOrHo3a. B HacTosiiee BpeMs HET TOCTUTHYTOTO
KOHCEHCYCa KOTO CUUTATh «HE-CHISUMM» \ «IeKAUNM», «CUATIAMY, «XOIATIMM) MAlMEHTOM, 10 CUX
0P ATU MOHSTUS HE UMEIOT OOILENPUHATHIX KpUTEpUeB. DTO 00yCIaBIUBAET HEOOXOIUMOCTh IIOUCKA
U BHEJIPEHUS JONOJTHUTEIBHBIX METO/I0B HAOIIOIEHUS, KOTOPBIE B KOMILJIEKCE MO3BOJSAT (POPMHUPOBATH
0oJjiee TOUHYIO, BKJIIOUAIOLIYI0 MHOI'O aCIEKTOB, OLIEHKY ITPOBOAMMON NATOTEHETUUECKON TEparuu y
nanuenToB co CMA.

Takum o0pa3zoM, cuUcCTeMaTH3alUsl M AaHaIM3 HAKAIJIMBAEMbIX KIMHUYECKMX JAaHHBIX
NPEICTABISIIOT COOOW BAaKHBIA 3Tall B HCCIEJOBAHWU HOBBIX (DEHOTHITMYECKUX TPOSIBICHUH Y
NAIMEeHTOB CO CIHMHAIBHON MBIIMIEYHON aTpodueil, MOTyJaromuX MaTOTeHETHYEeCKOe JIeUeHue. ITO
IO3BOJIMT HE TOJIBKO BBISIBUTH HMPEIUKTOPHI OJaronpHsITHOTO TEPANEBTUUECKOr0 OTBETA, ONpPEIEIUTh
IIPOTHO3 JIEUEHHMsI, HO U CKOPPEKTUPOBATh CXEMbl KIMHUYECKOTO HAaOII0ACHUS, OLIEHKU 3(pPEeKTUBHOCTH

IIPOBOJIUMON TEpaIuu, a TaKke pa3padboTaTb Mephl MPOPUITAKTUKHA BO3MOKHBIX OCTIOKHEHUH.
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I''TABA 2. MATEPHUAJIbI, METOJO0JIOI'UA U METO/AbI UCCJIEJOBAHUSA

2.1. MeTo0/10JI0THS M CPOKH HCCJIeTOBAHUSA

B ocHOBY nuccepTalimoHHOM paOOTHI JIeT KOMIUIEKCHBIN aHAaTN3 KIIMHUKO-TEHETHYECKUX JaHHBIX
MAIMEHTOB C IMOJATBEPKICHHBIM JIMAarHO30M CIIMHAIBHAs MbIlIedHas aTpodus 5  Ha HoHe mpUMEHEHUS
COBPEMEHHBIX MHHOBAIIMOHHBIX METOJIOB JICUEHUS.

Hayuno-kBanudukamonHas padoTa BEINOIHSIIACH B OT/IENIE ICUXOHEBPOJIOTUH U SITUJICTITOJIOTUN
HayuHno-uccneqoBaTeibCKOro KJIMHUYECKOTO WHCTUTYTA MEIUaTPUU U JETCKOM XUPYPruu HMEHU
akagemuka lO.E. Bemptumesa ®I'AOY BO PHUMY um. H. WU. IluporoBa MunznpaBa Poccun
(mupexTop mpodeccop, A.M.H. MoposoB JI.A., 3aBeayromas otaenom mpodeccop, a.M.H. benoycosa
E.Jl., 3aBenytomiyie CUuXOHEBPOJIOTHUECKMMU OTAEIeHUsIMH K.M.H. ApTrembeBa C.b. u k.M.H. [lepmunoB
B.C.) 3a mepuon ¢ 2022 mo 2025 rompl. B paGoTy ObUIM BKIFOYEHBI MAI[UCHTHI, IOJITHCABIINEC
MH(OPMUPOBAHHOE COTJIACHE Ha yYacTHE B UCCIIEIOBAHUH, a TAK)Ke 00paOdOTKY MEPCOHANTbHBIX JAHHbIX.
HccnenoBanne 0400peHO JOKaNbHBIM d3THYeckuM kKomuteroM PHUMY wum. Iluporoma. yi.
OctpoButsinoBa. 1, MockBa, 117997, Poccusi (mporokonm Ne 226 ot 20.02.2023). B mnepuon
WCCJICIOBAHMSI TMAIIMCHTHI TAaK)Ke HAOIIONANIKMCHh B JIPYTHMX MEIUIIMHCKUX YUpexXIeHUsX Poccuiickoi
®enepanuu.

Cpok obcnenoBanuss U aMOyJIaTOPHOTO JICUEHHUS OMPEIENSAICS WHIAUBUAYAIBHO JUIS Ka)XIO0TO
ManyeHTa B 3aBUCHMOCTH OT TSKECTH 3aboseBanusd. Bce mamueHThl HaXOIWIKNCEH MO HAOIII0CHUEM
WCCJIEIOBATENsI B TEUEHHE BCErO CpoKa MPOBENCHHUs pabOThl C OCYIIECTBICHUEM ITOBTOPHOTO
JUHAMUYECKOro 00CIIeI0BaHUs.

B ucciaenopanun IMPUHATHI YCJIIOBHOC 0003HaYCHHS BU3UTOB JJIsA O6CJ'ICI[OB3.HI/IHI

- Busut 0.0: Bu3ut B uHTEepBasie ot 0 70 3 MeC. 10 UHUIIMAIIUY NTATOTCHETHYECKON Tepamnuu;

- BusuT 0.6: BU3UT yepe3 6 Mec. ocie MHUIIUALIUY MTaTOT€HETHYEeCKON Tepanuu (MHTepBa oT 4,5
mec. 10 7,5 mec.);

- Bu3uT 1.0: BU3UT uepe3 1 roa mocie MHUIMALIMY MATOTEHETHUECKON Tepanuu (MHTEpBal oT 9
mec. 10 15 mec.);

- Bu3WT 1.6: BU3UT Yepe3 1,5 roja mocie WHUIMAIMK TTaTOTeHETHYEeCKOW Tepanuu (MHTEpBal OT
16,5 mec. 10 19,5 mec.);

- Bu3WT 2.0: BU3UT uepe3 2 rojJia nociie MHULUALMKY NaTOT€HEeTUYECKON Tepanuu (MHTepBai oT 21
mec. 10 27 mec.);

- Bu3WT 3.0: BU3UT uepe3 3 Toja mociie MHUIUAIMK MMaTOT€HETHISCKON Tepanuu (MHTepBai oT 33

mec. 10 39 mec.).
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MuHUMaNTbHBIN CPOK HAOIIOIEHUS COCTaBMI 1 TO/, MaKCUMabHBIH — 3 roa (OCMOTPBI KaXK/IbIe
6 Mec. B miepBbIe 2 TOAa U €XerogHo Ha 3-M rony). [lanuenTsl ObUIH pa3fesieHbl Ha TPYIIIBI IO TUITY
CMA (1, 2, 3) u npeacumnromarnyeckyro (nper-CMA, n=6). B rpynnst CMA 1-3 Bonumn 143
MalMeHTa ¢ KIMHUYECKUMU MPOosBIeHUsAMH, B ipe-CMA — 6 neteit 6e3 cumnromoB CMA Ha crapte
Tepanuu. BHYTpH Trpynn BblAeNeHbl Tpymmbl 1o (yHKkuuoHampHOMY Kiaccy (PK: «iexauuey,
«CUISYHE», «XOAS4YMe») B cooTBeTcTBUU ¢ Kputepusmu BO3 (Tabmuma 4). Kpurepumn
(GYHKIIMOHATIBHBIX KJIACCOB ONMYyOIHMKOBAHBI B cTaThe «OnpedeieHue Kpumepues OyHKYUOHATLHO2O
KIACca y NAyUermos co CNUHAIbHOU Mbluteunot ampoguei 5g» [37].

B CMA 1 u CMA 2 nonoJHUATEIbHO COPMHUPOBAHBI MOATPYIIIBI JIJIs1 OIICHKH MOTOPHBIX KA C
yu€Tom Bo3pacTta U @K, yduTeIiBasi METOLOJIOTUIO TECTUPOBAHHS.

B pabore mpoBOAMIICS PETPOCIIEKTHBHBIA aHAIW3 C CEPHEH MPOCICKTUBHBIX HAOIIOACHUN
KIIMHUYECKOW KapTHHBI, JAHHBIX OCMOTpPAa, pe3yJbTaTOB TECTHPOBAHUS, JAOOPATOPHBIX H
MHCTPYMEHTAJIbHBIX HCCJIEIOBAHMI NAlUMEHTOB. PeTpoCHeKTUBHBIA aHAIW3 OCYUIECTBISUICS IO
UCTOpUSIM OO0JIE3HU U IAaHHBIM T€HETUUECKOT0 TEeCTUPOBaHUA. TakKe yUUTHIBAJIUCH JAHHBIC KaTaMHE3a.

BonbmMHCTBY TAIMEHTOB OBUIO TPOBEACHO KomiuiekcHoe obcnemoBanne B OCIT HUKU
neauaTpuu u aetckor xupypruu uMm. akaaemuka lO. E. Benptumesa ®I'AOY BO PHUMY um. H. U.
[TuporoBa M3 P®, uvacTh manmueHTOB ObUIa OCMOTpPEHA B paMKax aMOyJaTOPHOTO MpHeMa, Takke
MIPOBOJMJICS aHAITM3 MEAMIIMHCKONW JOKYMEHTAIUH (aMOyJlaTOPHBIX KapT, BHIMHCOK M3 CTAIIHOHAPOB,
KOHCYJIbTATHUBHBIX 3aKIIOYCHUN CHEIHATNCTOB, JaHHBIX JIA0OPATOPHBIX, HHCTPYMEHTAIBHBIX U

T'CHCTUYCCKUX HCCHCHOB&HHﬁ) J0 U IIOCJIC OYHBIX OCMOTPOB.
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Tabmuma 4 - XapakTepucTuky ()yHKIIMOHATBHBIX KJIacCOB ManueHToB co CMA coriiacHO KpUTEpHUsIM

BO3
MoOTOpHBIN HaBBIK OK CMA | Bospacr Kpurepuu onenku
JOCTHKEHUS
HaBbIKa
VY aepxaHue rojoBbl B - VYBepeHHO  yAepKHBaeT  TOJIOBY B
BEPTHKATHHOM BEPTUKAIHHOM  IOJIOXKCHUU, aKTUBHO
MOJIOKEHUHU IOBOPAYMBAET €€ U3 CTOPOHBI B CTOPOHY.
[lepeBopoTel B 00€ | «I€xauun» | - IIepeBopaunBaeTcs ¢ KMBOTA Ha CIUHY U
CTOPOHBI B MOJIOKEHUU 00paTHO C BBIBEJICHUEM T'OJIOBBI U PYK.
JIe)Ka Ha CIIHHE
Cunenune 6e3 onopbr™ 112 - 286 | [lanmeHT, JOCTUTIIMM HaBBIKA CHUIETh
JTHEH; camMoCTOsSITeNIbHO ~ 0e3  omopel®,  0e3
3,8 —9,5 mec. | yrouHeHus crocofa TOCTUIKEHUSA
MOJIOKEHHUs <Kcus>>, B TeueHue 10 cekyH/I.
Crosinue c 144 - 356 | Pebenok CTOUT B BEPTUKAIBHOM
MIOAICPKKON JTHEH; NOJIOKEHUM Ha O00eWx HOrax, JIep’Kach
5—11,5mec. | obenmMu pykamMu 3a YCTOHYMBBIA MpEAMET
(Hampumep, MeOeb), HE Kacasch TEIOM
npeaMeTa U 0e3 MOCTOPOHHEH MOMOIIU He
CCUISTUUN menee 10 cekyH/.
[Ton3zanue Ha 152 - 422 | [lonepeMeHHBIE TIepeMeIleHHEe PYK HOT B
YeTBepeHbKax JTHE; MOJIO’)KEHUU Ha YeTBEpEeHbKaX, He MeHee 3
52 — 135 | moapsn. JXKuBOT He KacaeTcs OINOPHOM
Mec. OBepXHOCTHU. be3 orpannueHus: BpeMeHH!.
Xonpba ¢ moAIepKKOi 176 - 429 | PeGenok nmemaer mard BOOK WIIM BIIEpE]] HE
JTHE; MeHee 5 111aroB, Jep>Kach TOJIbKO pyKaMH 3a
5,8 — 14,3 mec. | ycToituuBEbIif IpeaMeT (Harpumep, Mederp),
0e3 orpaHUYeHHs] BPEMEHHU.
Crout 205 - 529 | PeGeHOK CTOHT MpsIMO Ha 00X HOTax, HET
CaMOCTOSITEITLHO nHei; 6,8 KOHTaKTa C YeJIOBEKOM HIIM MPEIMETOM, HE
17,5 mec. menee 10 cexyHI.
CaMocrosTenbpHas 244 - 547 | [TanueHT, JOCTUTIINN HaBbIKA XOIHMTh O€3
xoas0a «XOJIISTUHY | JTHEH, MOCTOPOHHEN TIOMOIIHN u
8 — 18 mec. npucrnocoOneHuii™* (6ocukom) He MeHee 5

11aroB, 0€3 orpaHUYEHUs] BpEMEHU

*Onopoit cunTaercs J1000€ CPeCTBO MOAEPHKKH, BKII0YAs ONOPY HAa PYKH (HAIIpUMep, Ha JIOKTH), Ha

ce0s, CUJIEHHE B KOPCETE, OMOpy Ha JKECTKYI0 TMOBEPXHOCTh CIIMHOW, MCTOJIB30BAaHUE MOICPKKH

JPYTUM YeJIOBEKOM WJIN CUACHHE C OTOPOM B CHELMATU3UPOBAHHOM Kpeciie.

**[Tox MOCTOPOHHEN MOMOIIBIO MOHUMAIOTCSI OIIOpa Ha PyKY CONPOBOXKIAIOIIET0, OIIOpa Ha XOAYHKH,

HCIIOJIb30BAHME JIIOOBIX HHBIX BCIIOMOTaTEIbHBIX CpeACTB, BKIIIOYAsA OPTE3bl UK OPTOIICAUYCCKUC

IpUCIOCOOTICHHUS.
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2.2. O01mas XapakTepuCcTHKA NMANMEHTOB U KPUTEPUH pa3/ie/ieHUsl MAalMeHTOB HA IPYNIbI B

PaMKax HCCJICT0BaAHUA

B uccnenosanue Bxitoueno 149 nauuenrta ¢ auarnozom CMA 5q, u3 Hux 75 (50,3%) neBouek u
74 (49,7%) manbunka. Menuana Bo3pacta JUisl Bceil BHIOOPKM B 1LI€JIOM Ha MOMEHT BKJIIOUEHHUS B
uccinenoBanue cocrasuia 24,0 [9,0;97,0] mecsana. Jlerell ¢ HaaMYUEM CHMITOMOB 3a00JICBaHMs Ha
MOMEHT UHMIIMALIMK NaToreHerudeckoi tepanuu ow110 143 (96,0%) (rpynnst CMA 1, CMA 2, CMA
3) u 6 (4,0%) 6e3 cumMnTOMOB 3a00J€BaHMsI, KOTOpbIe Bouutd B rpymmy npen-CMA. B uccnenoBanue
Bkaoueno 11 (7,4%) nmereii, KoMy auMarHo3 ObLI YCTAHOBJIEH IO pe3yJabTaTaM PacIIUPEHHOrO
HeoHaTtajabHOro ckpuHuHra. [Ipu stom 4 (6,8%) pebeHka K MOMEHTY MHHUIIMAIIMUA TaTOI€HETUYECKON
Tepanuu pa3Buiu cuMntoMsl CMA 1 umM Ob11 BeicTaBieH auarao3 CMA 1 tuna u ogun pedenoxk (1,9%)
— CMA 2 Tuna.

U3 Bcex (n=149) uccrnenoannpix namueHtoB 135 (90,6%) umenu roMo3UroTHyro aenenuto 7 -8
sk30HO0B B rene SMN1, 13 (8,7%) aenenuto Tonbko 7 3x30Ha n 'y 1 (0,7%) marnuenTa aBe MyTaluu B TeHE
SMN1 B xoMImayHI-T€TepO3UTOTHOM COCTOSIHHH.

Haubonbras 3anepxka mocTaHoBKY auartosa B rpynne CMA 3 — meauana Bo3pacra 19,0 [11,5;
36,5] mecsiueB. Mennana Bo3pacta Ha MOMEHT CTapTa aTOr€HETUUECKOU Tepanui B rpyme npex-CMA

-2,0[1,0;6,0], CMA 1-9,0[5,0; 18,0], CMA 2 - 55,0 [22,0; 100,5] mecsiies (PucyHox 4).

1800

1600

1400

1200

1000

B00
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200
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) 2 o E—
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Pucynok 4 - Bo3pacT Ha MOMEHT HayaJjla aTOT€HETUYECKOM Tepanuu B pa3HbIX rpynna CMA

Knnaunko-anaMHecTHYECKHE XapaKTCPUCTUKU BBI60pKI/I OpCACTABJICHBI B Ta6m/1ue 5.



Tabnuna 5 - KiinHuKO-aHAMHECTUYECKHUE JIaHHbIE NTALIMEHTOB ¢ pazHbiMU TunamMu CMA

CMA 1 CMA 2 CMA 3 [Mpen-CMA
XapakTepucTuka OK DK OK OK DK Bcero OK OK Bcero  [Bcero
«ICKAUNNY [JISKAUUI [«CHITIHi» [Beero CCHITINID [«XOMTIUI) «IEKAUNHNY |(«CHUITIHI

Unciao y9acTHHKOB n=59 n=4 n=48 n=52 n=19 n=13 n=32 n=5 n=1 n=6 n=149

Z‘;Z;‘CK““ M08 (47,5%) 0 (0,0%) 29 (60,4%) 29 (55,8%) [11 (57,9%) 5 (38,5%) [16 (50,0%) [ (40,0%) [0 (0,0%) [2 (33,3%)Z55O 20%)
ITon = ,

?ﬁ};;KCKOH’ 31 (52,5%) @4 (100%) [19 (39,6%) [23 (44,2%) 8 (42,1%) (8 (61,5%) [16 (50,0%) |3 (60,0%) |1 (100%) W4 (66,7%) 229,7% )
E‘?;‘%?‘CGTH“T e [QL Q3] E[36'500-17 0] ?fé?& ?25:3,00- 99,0] ?25é00'101 5] 1[221'%; %;)05,100; %8152 b5-164 5] %ioo- 20 PO %iSO'G 0] fg €-97 0]
HCCIIeIOBAHNE, MEC. T 175,5] T T 170,07 113,0] T T o T
Boszpact z[e610TaMe [Q1; Q3] 3,0 6,0 8,5 7,5 18,0 18,0 18,0 i i | 6,0
3a00JIeBaHUs, MEC. ' [1,0;4,0] |45;65] |[[6,5;11,0]]6,0;11,0] [12,0;18,0]|[12,0;24,0][12,0; 24,0] [3,0; 12,0]
Bospact
TEHETHYECKOTO Me [Q1: Q3] 4,0 12,0 17,0 16,0 36,0 60,0 38,0 0,0 8.0 0,0 13,0
[OITBEPIKICHHUS ' [2,0;8,0] [10,0;13,5]|[12,5; 20,5]|[12,0; 19,5] [[26,0; 48,0]([36,0; 65,0]|[30,0; 61,0] [0,0; 0,0] ’ [0,0; 0,01 |[5,0; 22,0]
3a00JICBaHus, MEC.
?efe“;fm‘z Igerima "M (o1 03] 20 6,0 7,0 7,0 18,0 26,0 19,0 I i I 5,0

' [1,0;4,0] [3,5;9,01 |[5,0;11,5] |[5,0;11,0] |8,0;32,0] |[17,0;37,0][11,5; 36,5] [2,0; 12,0]

[OITBEPIKICHHUS, MEC.
Boszpact HaqanaMe [Q1; Q3] 9,0 S[)féos_ 55,0 55,0 1[2](-),(()) 1[(;?’% 114,0 2,0 10.0 2,0 24,0
Teparnuu, Mec. ' [5,0; 18,0] 177’ 0’] [23,0; 98,5]|[22,0; 100,5] 170 ’0]’ 114 ’0]’ [83,5; 166,5]([1,0; 2,0] ’ [1,0;6,0] |[9,0; 97,0]




[Ipomomxenne Tadmums! 1
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Bpews o1 16610t 10yt 11, 01 (6.0 ?10600- 450 1450 %72258 S[ig . oo | _ I 22,0
HAYaja Teparmu, MeC. [3,0; 13,0] 172,5] [14,5; 89,5]|[14,0; 90,0] 154,0] 103,0] [67,0; 147,5] [7,0; 89,0]
6 31
0 0 0 0 0 0 0 0 0 0

OA, n (%) 15 (25,4%) [0 (0,0%) |10 (20,8%) |10 (19,2%) [0 (0,0%) |0 (0,0%) |0 (0,0%) 5 (100%) |1 (100%) (100,0%) [(20.8%)

P11, n (%) 11 (18,6%) 2 (50,0%) |14 (29,2%) |16 (30,8%) [3 (15,8%) [2 (15,4%) 5 (15,6%) [0(0,0%) 1|0 (0,0%) |0 (0,0%) :'()’221 506)
Buna HC, n (%) 15 (25,4%) (0 (0,0%) |19 (39,6%) |19 (36,5%) |16 (84,2%) |11 (84,6%) 27 (84,4%) |0 (0,09%) |0 (0,0%) |0 (0,0%) ?jo 9%)
MATOr€HETHYECKON 0C SOA n 15 :
Tepanuu (%) '’ 110 (16,9%) |2 (50,0%) 3 (6,3%) [5(9,6%) 0(0,0%) [0 (0,0%) |0 (0,0%) 0 (0,0%) |0(0,0%) |0 (0,0%) (10.1%)

?Ji[)_)OA’ n7 (11,9%) [0(0,0%) [2(4,2%) [2(3,8%) 0(0,0%) 1[0(0,0%) |0 (0,0%) 0 (0,0%) |0 (0,0%) 1|0 (0,0%) (9 (6,0%)

ECn—(»;)J;[—»O 1(1,7%) [0(0,0%) |0(0,0%) |0 (0,0%) 0(0,0%) 1[0 (0,0%) |0 (0,0%) 0 (0,0%) |0 (0,0%) 1|0 (0,0%) (1 (0,7%)

2, n (%) 34 (57,6%) 0 (0,0%) 5 (10,4%) 5 (9,6%) 0(0,0%) [0(0,0%) |0 (0,0%) 1(20,0%) [0(0,0%) [1 (16’7%)?206 8%6)
Yuciio KOmMHA TeHa 98 :
SMN2 3, n (%) 23 (39,0%) |4 (100%) (41 (85,4%) 145 (86,5%) |16 (84,2%) 9 (69,2%) (25 (78,1%) (4 (80,0%) |1 (100%) |5 (83,3%) (65.8%)

4, n (%) 2 (34%) [0(0,0%) R2(42%) [2(3,8%) 3 (15,8%) #4(30,8%) [7(21,9%) [0(0,0%) 10(0,0%) |0(0,0%) |11 (7,4%)

PK30H 7-8, n . 0 0 . o o . o 0 6 135

(%) 54 (91,5%) |4 (100%) 45 (93,8%) 49 (94,2%) |15 (78,9%) |11 (84,6%) (26 (81,3%) 5 (100%) |1 (100%) (100,0%) [(90,6%)
Myrarms (nenenws) Bpk3oH 7, N (%) 5 (8,5%) 10 (0,0%) 3(6,3%) |3 (5,8%) 3 (15,8%) 2 (15,4%) 5(156%) 1[0(0,0%) 10(0,0%) 10(0,0%) |13 (8,7%)
reae SMN1 Toueunas

myramus*, N0 (0,0%) [0(0,0%) [0(0,0%) [0 (0,0%) 1(5,3%) [0(0,0%) [1(3,1%) 0 (0,0%) 1|0(0,0%) |0 (0,0%) (1 (0,7%)

(%)

138
0 0 0 0 0 0 0 0 0 0 0

Iposoucs PHC uet, N (%) 55 (93,2%) |4 (100%) @47 (97,9%) 51 (98,1%) |19 (100%) |13 (100%) (32 (100,0%) 0 (0,0%) |0 (0,0%) |0 (0,0%) (92,6%)

na, n (%) 4(6,8%) [0(0,0%0) [1(2,1%) [1(1,9%) 0(0,0%) 1[0(0,0%) |0 (0,0%) 5 (100%) |1 (100%) |6 (100%) |11 (7,4%)

[Mpumeuanue: *Boissien Bapuant C.815A>G (Tyr272Cys) B ak30He 6 u aeneryst 7-8 5K30Ha B KOMIIAYH/I-F€TEPO3UTOTHOM COCTOSIHUU B reHe SMNL.




Camoe OospIioe BpeMsi 10 Havaja Tepaluy B rpymre nanueHToB B rpynne CMA 3 — meanana
cocraBuna 100,0 [67,0; 147,5] mecsiueB (Pucynok 5). Kak ciencrBue, yduTsiBas 0ojie MO3IHUN
nelroT u Oosiee MO3AHMK BO3pAcT yTOYHEHME auarHos3a, B rpymmne CMA 3, maroreHeTnyeckas

Teparnus HayaTa Mo3aHo - Meauana Bo3pacta 114,0 [83,5; 166,5] mecsues.
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Pucynok 5 - Bpems ot ne6rota 10 Hayana natoreHeTHueckoi Tepanuu B rpynmnax CMA 1, CMA 2
u CMA 3

ITo Bugam nmatorenerudeckoil tepanuu B rpynne CMA 1 pacnpenenenue ObUIO J0CTaTOYHO
paBaomepnoe: OA 15 (25,4%), PJ1 11 (18,6%), HC 15 (25,4%), cMeHHBIIMX OJMH BHUJI TEpaIUy Ha
I'3T mpemaparom OA 18 (30,6%). Onun pederok (1,7%) cMEHH MOCIEI0BATEIBLHO BCe TPU BHUjIA
tepanuu B rpynne CMA 1 (HC— P/ — OA). B rpynne CMA 2 taxxe 6;1M3K0€ pacnpeesieHue o
KOJINYECTBY JIeTeH MEX]ly IpUMEHseMbIMU naToreHeTnueckumu npemnaparamu: OA 10 (19,2%), P/]
16 (30,8%), HC 19 (36,5%), cmenuBux oaun Bua tepanuu Ha 3T mpenaparom OA 12 (13,4) %.
Cpeau CMA 3 npumensutnch Tosibko npernapatsl P/1 5 (15,6%) u HC 27 (84,4%) neteii. CMeHUBIIHAX
BUJ Tepanuu B 3Toi rpymnme He Obuio. B rpynme mpea-CMA Bce neTH HMOTy4YMIIM OAMHAKOBOE
naToreHeTuueckoe jgedenue npenapatom OA.

[TarpieHTHI BO BCeX rpymmax mpoaHanu3upoBansl Ha 6 Busurtax (1.0 — 3.0). Busur 0.0 Bcem
MCCII/IOBAaHHBIM ITAIMEHTaM OCYIIECTBISUICS B MHTEpBase oT 0 10 3 MecsIeB nepen HHALIUAIHeH
Tepanuu. 3HaUMMOTO Pa3InyKs MEXy BO3pACTOM Ha MOMEHT BKJtoueHHs (Touka 0.0) u BozpacTtom
Hayvaja Tepanuu He BbIsIBIEeHO (p>0,157).

Kputepun BriitoueHus B UCCeI0BaHUE NAIIMEHTOB:

- T'enernuecku moaTBepkaeHHBIM auarHo3 CMA 5(, B TOM 4YHClE€ BBISBICHHBIE TIO
pe3yabTaTaM pacliipeHHOT0 HEOHATAILHOTO CKPHHUHTA.

- B03paCT ot 0 A0 18 ner IIpU HHULIUAIUN MaTOreHEeTHYECKOM TCpaIuu.
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- Tlomywaer martorenernueckoe JseueHne HycunepceHom (HC), pucmummamom (PII) wm
oHacemMHoreHoM abOemnapBoBekoM (OA) wiIM CMEHMBHIMI MOCIEAOBATEIIBHO OJWH BHJ
teparnuu Ha apyroit (HC—OA, PA—OA nwiu HC—P/I—0A).

-  Hmeer MenuuuHCKYI0 HH(QOpPMAIMIO, JOCTYIHYIO B MEIUIIMHCKOM KapTe NalleHTa I0
KpaiiHeil Mepe 3a OJTHO MOCEIIEHUE O MAaTOTEHETHYECKOro JISYeHHsI U 10 KpaiiHel mepe 3a
OJIHO TIOCeIIeHHe uepe3 12 MecsieB mociie crapTa NaTOreHETUYECKOro JICYSHUSI.

- AwmOynatopHass  KOHCYJNbTallUsg WJIA  TOCHHTAIM3alMsi B  OTIEJICHHE  JETCKOTO
ncuxoneBpodiorndyeckoro oraenenuss No2 OCII HUKH neauatpuu u 1€TCKON XUPYpPruu UM.
akagemuka lO. E. Beaptumera ®I'AOY BO PHUMY um. H. U. [Tuporosa M3 PD

- TloanucanHoe MHPOPMUPOBAHHOE COTIIACHE.

Kpurepuu uckinroueHus:

- Jletn Ha koMOMHMpOBaHHOM Tepanuu (ogHoBpeMeHHoe mpumenenne OA u PJ[, OA u HC).

OTkaz pOI[HTCJ'ICﬁ OT y4aCTHd B HCCIICAOBaHUHU.

2.3. JIu3aiin uccjaeaoBaHus

HccnenoBaHue NpoBeIEHO B MSITh 3TAIOB:

1 3Tan: onenka 0eccoOBITUIHON BbIKMBaeMOCTH maneHToB co CMA Ha ¢oHe nmpUMeHeHUs
MaTOT€HETHYECKOM Tepanuu.

2 3Tamn: npoBeeHa oreHKa Y(PPEeKTUBHOCTH MaToreHeTHYeCcKoi Tepanuu. [IpoBeseHa oreHka
(GyHKIIMOHATBHBIX MTOKa3aTeel nmanueHToB co CMA B ntuHaMuke: aHau3 00beéMa BOCbMU KPYITHBIX
MOTOpPHBIX HaBBIKOB 10 BO3 (Tabnuna 4); oleHka B AMHAMUKE MO (YHKIIHOHATHLHBIM MOTOPHBIM
[IKaJdaM B 3aBUCHUMOCTH OT BO3pacTa M (yHKIMOHanbHOro kiacca (Tabmmma 3); oneHka CMEHBI
byuknnonaapHoro kinacca (Tabmwuma 4).

3 3Tam: npoBe/ieHa OLIEHKA NMPEIUKTOPOB, BIUSIOMUX Ha 3P dEeKTUBHOCTH Tepanuu. B kauecTBe
MOTECHLUATIBHBIX TMPEIUKTOPOB, BIMUSIOMUX Ha S(PPEKTUBHOCTH MATOTCHETUYECKOW Teparmuu
paccMaTpUBaIKCh: BO3pacT Ne0r0Ta, BpeMs OT Ae0roTa 3a0olieBaHUs O CTapTa MaTOr€HETUYECKOM
Tepanuu, 9uciio konui rena SMN2.

4 JTam: TpoBe[cHA OIICHKA BIUSHHUS TaTOTCHETHMYECKOW Tepalmuu Ha COMATUYECKHH |
HEBpOJOTHYecKkuii cratyc manueHToB co CMA B nuHamuke. [IpoBeneHa oreHka (hU3HUECKOTO
pa3Butus. OIeHEeHbl KOTHUTHBHAS, SMOIMOHATIbHAS, KOMMYHUKATHBHAS, SMOIIMOHANbHAS CQepHhI.
[Ipoananu3upoBansl OynbOapHBIE, ABIXATENbHBIC, OPTOINEIWYECKUE TPOSBICHUS 3a00JICBaHUS B

JTUHAMUKE.
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5 3Tam: BBIIBIICHA U MMpoaHAJIM3UpPOBaHa I'pynma MalnucHTOB ¢ HEJOCTATOUYHBIM OTBETOM Ha

[AaTOr€HETUUYECKYIO TEPAIIUIO.

2.4. Kiuanueckoe 00cjie10BaHue

Jlnarno3 noatBepKAaics MOJEKYISIPHO-TEHETUYECKUM METOJOM IPU BBISBICHUU CUMIITOM
CMA metonom I[P B peanibHOM BpeMeHH (KaueCTBEHHAs MJIM KOJIMUECTBEHHAs1) U MmeToioM MLPA.
KauectBennas III[P B peanbHOM BpeMEHM NPUMEHSIICS, KaK OCHOBHOM METOJ PaCLIMPEHHOIO
HeoHaTanbHOTrO cKpuHuHTa HAa CMA. Beem aersim onpeneneno uucio konuit renoB SMN1 u SMN2.
OnHoMy peOeHKy IMpOBEIEH IMOMCK MaTOreHHBIX BApUAHTOB METOJAaM CEKBEHHPOBAHHUS HOBOTO
nokosneHust (NGS) ¢ moaTBepxaeHIEM BBISBICHHOM MyTallui CEKBEHUpOBaHUs 1o CaHrepy.

Knuanyeckoe o0ciieoBanue BKIIOYAI0 cOOp KaI00 M TaHHBIX aHaMHe3a: CXeMa JICYCHHUs 10
[ATOT€HETUYECKON Tepamuu, YHMCIO M TKECTb HEXKENATENIbHbIX SBJICHUHM, CBSA3aHHBIX C
naToreHeTHueckoi Tepanueil. ONeHBaIOCh KOJIUYECTBO PECITUPATOPHBIX COOBITHI 3a MPOIIEIIHIA
rOJI: KOIMYECTBO JOKYMEHTAJIbHO MOATBEPKICHHBIX THEBMOHMI J1F000# STHOJIOTUH, OPOHXUTOB WU
HaJIUYUe aTeJIeKTa30B, 4YMCIa TOCHUTAIM3ALUN JUId JIEYEHHUs] COIYTCTBYIOIIEH I1aTOJIOTHH,
AKCTPEHHBIX T'OCHUTAINU3ALMNA, B TOM YHUCIIE B OTJEICHHE pEaHMMAlMd WHTEHCUBHOHM Tepamnuu,
JUIMTETILHOCTh (4acoB B CyTkH) HaxoxnaeHus Ha VBJI/HUBJIL, ucnonb3oBaHue OTKAILTUBATEINS.
JIONOMHUTENBHO OLIEHMBAJIOCh MPOBOJAWIOCH JIM XUPYPrHUYECKOE BMENIATENIbCTBO, YacToTa
NEPEIOMOB JUIMHHBIX TPyOUaThIX KOCTEH CKelleTa, YacTOTa M 00beM MpoBeAeHUSI PO ECCHOHATBHON
JBUTAaTEeIbHON peabunuranni (puznueckas Tepanus).

[TpoBoamiace omeHka comatuyeckoro craryca. OleHKa (U3MYECKOro pa3BUTHUSA: OLIEHKa
AHTPONIOMETPUYECKUX IIOKa3aTeJel: pPOCT, BEC, OKPYKHOCTb TOJOBbI M TIpyau, oueHka MMT.
CocTosiHME MUTaHUS OLIEHWBAJIOCH C IPUMEHEHUEM CUTMAJIbHOT'O METO/1a, OCHOBAaHHOI'O Ha pacyére
MHJIEKCa Z-SCOre — IoKa3aTesisl, OTPAKAOIIEro KOJINYECTBO CTAHIaPTHBIX OTKIOHEHHUH, HA KOTOPOE
UCclielyeMoe 3HaYeHHEe OTJINYAeTCsl OT MeAMaHbl peepeHCHOM nomynanuu. B kauecTBe pacueTHOro
nokasaressi ucnoib3oBaiicsi MHAEkc Macchl Tena (MMT) — anTpomomerpuueckuil mapamerp,
XapaKTepU3YIOIIMM COOTHOLIEHHE Macchl Tena K pocTy. Jljis OLEHKH COCTOSIHMSI HUTaHMS
MCIIOJIb30Bajochk cooTHomenne MMT k Bo3pacty u pocT K Bo3pacty. Pacuer Z-score B 3aBUCUMOCTH
OT BO3pacTa OCYIIECTBIISICS ¢ Hcnonb3oBaHueM nporpamm WHO Anthro (ans mereit no 5 ner,
cornacHo crangaptaM pocta WHO Child Growth Standards, 2006 roga) u WHO AnthroPlus (mms
nereit ot 5 o 19 ner, cormacno WHO Growth Reference, 2007 roga), 4ocTynHbIX Ha 0pULIaTIBHOM

caiite BO3 (www.who.int).


http://www.who.int/
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[IpoBOoaMCSs HEBPOJOTHMUECKU OCMOTP C OIIEHKON HEBPOJIOTMYECKOTO CTaTyca, C OICHKa
OynbOapHoOil (QyHKIMK (OIICHKA IJIOTAHUS, CTATYyC KOPMJICHHS - depe3 POT\30HI\racTpocToma),
OIICHKOW aedopmanuii ckenera (KOHTPAKTyphl, HaJIWYWe CKOJMO03a), HAJIWYHUE CHUMIITOMOB
XPOHMUYECKOW JApIXxaTelnbHOM HemoctaroyHoctu (XJIH) Takux Kak: dYacTOThI JAbIXaHUA,
HCIIOJIb30BaHUE BCIIOMOTaTeIbHOM JbIXaTeNIbHOM MYCKYIaTyphl, apaJl0KCaIbHOE AbIXaHHE.

Jliss  OIEHKM KOTHUTHBHBIX (YHKIMHA ¥ KIIOYEBBIX O0JIACTEH pa3BUTHS TAIIMEHTOB
ucnonb3oBaiack Meroanka Developmental Profile-3 (DP-3) (Alpern G.D., 2009). Cdepsl pa3Butus
(manee — cyOmIKabl), KOTOPHIE OLICHUBAET MeToiuka DP-3:

1. dusmnueckoe pa3BUTHE (IBUTATEIbHBIE HABBIKK, MOTOPHKA, KOOPIMHAILIMUS, CEHCOPHbIE
HaBBIKH).

2. AnanTuBHOE TIOBEICHNE (HABBIKH CaMOOOCITY)KHBAHHUSI, CAMOCTOSI TEIIBHOCTH ).

3. ConuanbHO-3MOIMOHATIFHOE pa3BUTHE (B3aWMOJAEWCTBHUE C OKPYKAIOIIMMH, YIIPABICHHE
SMOITUSMH ).

4. KorHUTHBHOE pa3BUTHE (MBILUICHUE, TAMSITh, PEIICHUE 3a/1a4).

5. KommyHukanus (peub, HOHUMaHUE S3bIKa, HEBEpOaJIbHOE OOIIEHNKE).

[Tpu ouenke no cybdmkanam DP3 Gonee BbicokHit 6amn cooTBeTCTBOBAI Xy uiei ouenke (1 —
«MHOTO BBIIII€ CPETHETO», 2 — «BBIILE CPETHETO», 3 — «CPEAHHUI YPOBEHbY, 4 — «HIKE CPETHETOY, 5
— «oTctraBaHHey»). JlJIS OICHKW HWCIIONB30BAIMCh CTAHIAPTH30BAHHBIC TAOJHIBI IS Pa3HBIX

Bo3pactoB onpocHuka DP-3. [lIkana ucmonb3yercs 11 Bo3pacta oT 0 10 12 jieT BKIIOYUTEIBHO.

2.5. UHcTpyMeHTAIbHbIE METO/AbI HCCJIeI0BAHUS

1. KnuHuueckue aHaNW3bl: OOIIMI aHAIM3 KPOBU, OOIIMN aHAIW3 MOYU, KUCIOTHO-IIEIIOYHOE
COCTOSIHME KPOBH, OMOXUMUUYECKHI aHAJIN3 KPOBH, BKJIFOYAs SJIEKTPOJIUTHI M YPOBEHD KAJIBITUS
B KpOBH, Koaryjgorpamma, TpOnoHHMH |, TopMoHanbHbI npoduib, ypoBeHb LuctathHa C,
ypoBenb 25(0OH)D, uccienoBanue ra3oB KpoB,;

2. V nauuentoB CMA 1 tuna npoBoausiocs ctumyisanronnas DHMI B nunamuke;

3. OKI, Cyrounoe XoJITEpOBCKOE MOHUTOPHPOBAHUE OJIEKTPOKAPAMOTPAMMEI, HOYHAs
MyJIbCOKCUMETPHS;

4.  YabpTpa3BYKOBBIE METOJbI UCCIEIOBAHUS: YIBTPA3BYKOBOE MCCIEIOBAHNE OPTaHOB OPIOLTHON
MOJIOCTH U TIOYEK, IXOKapaAuorpadudeckoe UCCIeIOBaHUE CeP/LIa;

5. CrimpomeTpusi MPOBOAMIACH IECTSIM IIPH JOCTHIKEHUH MATHIETHETO Bo3pacTa. B oreHKy ObLTH

B34ATBI JiIBa OCHOBHBIX IIOKAa3aTCJId CIIMPOMETPUU: q)YHKHHOHaJ'H)HaSI JKHN3HEHHAas1s €MKOCTh
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nérkux (®XEJI, anrn. — FVC, functional vital capacity) u nukoBast o6beMHast CKOPOCTb

Beiioxa (I1OC, anrin. — PEF, peak expiratory flow);

6. Jlna oueHku Hammuus aedopMmanuii MO3BOHOYHOTO CTOJ0a MPOBOAMIACH PEHTTEHOTrpadus

MO3BOHOYHMKA B OJTHOM WJIM JIBYX MpOEKIMsX (mpsiMasi u O0KoBasi);

7. CocrosHue Ta300eJIpEeHHBIX CYCTAaBOB OICHHBAJIOCh HpPHU MPOBEACHUU PEHTTeHOrpapuu c

IIJIJAHUMETPUEN B IIPSIMOM IPOEKIINY;

8.  C 6 ;ieT neHCUTOMETpHSI C OLIEHKOW KOCTHOH TKaHHU,

9. HpOBOI[I/IJ'IOCB KOHCYJIBTHPOBAHUEC Yy CIICHHUATIUCTOB 110 ITOKAa3aHUAM: OpTOIICaa, IIyJIbMOHOJIOra,

KapauoJiora,

racTpOdHTEPOJIOra,

JUETOJIOora, OHIOKpPHUHOJIOra, p€aHumMaroJiora,

p€a6I/IJII/ITOJIOFa, Joromneaga, ICuxoJora.

2.6. KpnTepnu HEA0CTATOYHOI'O OTBETA HA MATOICHETHYECCKYIO TEPAINunIo

KpI/ITCpI/IeM HEAOCTATOYHOI'O OTBETA HA IIATOTCHCTUYCCKYIO TCPAIINIO, SABJISIJIOCH HATNYINEC XOTSL

OBl OIHOTO U3 MPEI0KEHHBIX MOTOPHBIX, OYJIbOAPHBIX WM PECIUPATOPHBIX COOBITHI MPHU OIICHKE

naruenTa ¢ uHTepBaiom B 12 mecsiies (Tabmuna 6).

Tabmuua 6 - Kputepun HeZOCTaTOYHOTO OTBETA HA MATOTCHETHUECKYIO TEPANUI0 ApTeMbeBa U
coagT. (2023) B Mmoaudukamu

Kpurepuu 3HaueHue
MortopHublie CHOP INTEND CHuxenue >4 6ajioB
COOBITHS HINE-2 CHmxenune >1 Oamnma (MCKIOYas IYHKT — IIKaJIbl:
«CO3HATEJIbHBIN 3aXBaT)
HFMSE CHuxenue >3 6amioB
RULM CHuxenue >2 6ajioB
MFEM Cauxenue >3%
6MWT Cauxenne >30 MeTpoB
MotopHble HaBbIKH | YTpara =1 MOTOPHOIO HaBbIKa
(mo BO3)
OyHkiuoHaNbHBIM | CHUXKEHHE >1 ypOBEHb
KJ1acc
bynbOapnsie | I'moranue VYTpara (QyHKIUM TJIOTaHUs, MOTpeOOBaBLIas IMEpeBoja
COOBITHS pebenka Ha 30HJI0BOE SHTEPAIBHOE

(ractpocToMa/Ha3oracTpaibHbIil 30Ha) THTaHHe (Ooiee
4YeM Ha NEePHOJ OCTPOro MH(PEKIIMOHHOTO 3a00JIeBaHusl)
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[Tponomxenne Tabnuirsr 6

Pecriuparopasie | O6bem ucnonb3oBanust HUBJI | Yeenuuenue NOTPEOHOCTH B
COOBITHS (6e3 CBA3M C  OCTPBIMH | PECIIMPATOPHON TOIJEPKKE B TEUEHUE
pecrupaTopHbIMU COObITHSIMU) | cyToK ¢ 0 mo 16 wacoB, y paHee He
HCIIOJIB30BAaBIINX €€, MId g0 =16
9acoB/CYTKU™

XpoHuueckas JIpIXaTeNbHAs | YBeIndYeHre CTeeHH > 1

HEI0CTATOYHOCTh
Yucio peCnupaTopHbIX | YBEIHYCHHE o0111ero qpciia
COOBITHI (TTHEBMOHUS/OCTPBI | peCIIMPaTOPHBIX COOBITHIA >1
OpOHXHT/aTEIEKTA3)
*Heob6xoaumocTs ucnosnb3oBanus MBJI win HUBJI B Teuenne muHuMyMm 16 4acoB B JICHb M B
TEYCHHE MUHUMYM 14 HETPEPHIBHBIX JHEH MPU OTCYTCTBUU OCTPOTO OOPATUMOTO 3a00ICBaHUS WIIN
B [IEPUOTIEPAIIMOHHOM TIEPHO/IC.

Bo160op kpuTepueB cienaH Ha OCHOBaHMM KOHceHcyca B oTHoweHuu ['3T mist neuenus CMA
(Bepcust Ne 2) (AprembeBa C.B. u coasr., 2023) B Mmoaudukanmu. Kputepun 10MONMHEHBI HCXO/Is U3
KJIMHWYECKH 3HAYMMOIO OTBETa MO0 KaXAO0HW W3 MoTopHbiXx mikan [111, 112, 162, 197, 198].
JIONOTHUTENBHO BKJIKOYEHBl KPUTEpUM: yTpaTa (YHKLUMHU TJIOTaHMs, yTpaTra XoTs Obl OJHOIO U3
KPYIHBIX MOTOPHBIX HaBBIKOB (110 KputepusimM BO3, Tabnuna 4 ) u cMeHy (QyHKIIMOHAIBHOTO KJlacca

Ha 0oJiee HU3KUH.

2.7. CTaTHCTHYECKMIT AaHAJIN3

CraTucTuyeckuil aHaJTu3 IPOBOJIWIICS C IPUMEHEHUEM nporpaMmMHoro nakera SPSS Statistics
Bepcun 27.0 (IBM, CILA).

Hynesas runote3a oTBepranach npu ypoHe 3HaunMocTH p <0,05 (B ciayyae anocTepHOpHBIX
NOMApHBbIX CPAaBHEHUH — TpPU CKOPPEKTUPOBAHHOM YPOBHE 3HAUYUMOCTH Padj<0,05). Tum
pacrpeneneHuss KOJIMYECTBEHHBIX IIEPEMEHHBIX OLICHMBAICA IIyT€M aHajJu3a YacTOTHBIX
TUCTOIPaMM, a TaKKe ¢ oMoIbIo kpurepus Konmoroposa-CMupHoBa.

Jlns  omnucaHust KOJMYECTBEHHBIX TEPEMEHHBIX C€ HOPMaJbHBIM  paclpeiesieHueM
UCNONB30BAINCh CPEJHEE U CpPEJHEKBaJpaTUYHOE OTKIOHeHHe. Ecmm pacnpenencHue He
COOTBETCTBOBAJIO HOPMAaJbHOMY, [UI1 ONMCAHHUA MCIOJIB30BAIMCH MEAMAHA M KBapTWiu. B
HEKOTOPBIX CIIydasX sl KOJMYECTBEHHBIX MEPEMEHHBIX IOMOJHHUTEIBHO YKa3bIBAICS IUANa30H
3HaueHui. [l onrcaHus paHroOBBIX M KaTETOPUAIbHBIX IEPEMEHHBIX HCIIOJIb30BAINChH a0COIIOTHAS
¥ OTHOCUTEIIbHAS 4acTOTa (10J151).

Jlnist cpaBHEHUS IBYX HECBSI3aHHBIX TPYII 110 KOJIMYECTBEHHBIM MEPEMEHHBIM C HOPMAJIbHBIM

pacipeaciCcHucM MpUMCHAJICA T-tecT 1 HECBSA3aHHBIX COBOKyTIHOCTCfI. I[J'Iﬂ CpaBHCHHA Ooiee
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JBYX TPYIII MO KOJWYECTBEHHBIM IIEPEMEHHBIM C HOPMAJIBHBIM PAaCIpEeAcIEHUEM HCIOIb30BaAJICA
nucnepcuonHbli aHanu3 (ANOVA). B ciyuae BbIsSIBIIEHUS 3HAUYUMBIX Pa3IMyMil MEKIy IpylIaMy B
LIEJIOM IPOBOAMJIMCH allOCTEPUOPHBIE IONAPHBIE CPAaBHEHHS (C MONPABKONW HAa MHOYKECTBEHHbBIE
cpaBuenust Meto oM boudepponu niam T3 Jlannera).

Jna  cpaBHeHMs JABYX HECBSI3aHHBIX TIPYNI 10 KOJIMYECTBEHHBIM IIEPEMEHHBIM C
HEHOPMAaJIbHBIM PACIIPEAIEICHUEM U PAHIOBBIM IIEPEMEHHBIM NpUMeHsIcsS TecT ManHa-YutHu. g
CpaBHEHMsI OoJyiee JABYX TpYII 110 KOJUYECTBEHHBIM IIEPEMEHHBIM C HEHOPMAaJIbHBIM
pacnpeieIieHueM U PAaHrOBBIM IIEPEMEHHBIM HcHoab30Baics TecT Kpackena-Yommuca. B ciydae
BBISIBIICHHS 3HAYUMMBIX Pa3IMyMil MEXIy TPYyNIaMH B LEJIOM IPOBOJMUIMCH AallOCTEPUOPHBIE
MOTIapHbIe CPaBHEHUS (C TOMPABKON HA MHOYKECTBEHHBIE CpaBHEHHS MeToZIoM boHdepponn).

Jl1s cpaBHEHUSI HECBS3aHHBIX TPYIII MO KaTErOPUAIbHBIM IIEPEMEHHBIM UCIIOJIb30BAJICS TECT
Xu-kBagpar Ilupcona, a mpu HaJlMYuMU OTPaHUYEHUN K €ro NPUMEHEHUIO — TOYHBIA KpUTEpHUH
Oumepa. [Ipu cpaBHeHuM Gosee IBYX IpYIN B Cilydae BBISBICHUS 3HAUUMBIX Pa3IMuMi MEXITY
rpynnamMy B LE€JIOM HPOBOAMIMCH alOCTEPUOPHBbIE IONApHbIE CPaBHEHUs (C IIOIPAaBKOW Ha
MHO’KECTBEHHBIE CpaBHEHUSI MeTO10M boHpepponm).

Jis OLleHKM BPEMEHHOM [MHAMUKHA IPOBOAMIIOCH CpPaBHEHHME CBs3aHHbIX rpynn. Ilpu
IPOBE/ICHUHN aHaJIM3a YYUTHIBAJIKMCH JaHHbIC MAlMEHTOB, MMEBLIMX OLIEHKY IOKa3aTels B 00eux
TOYKaX U3 CPAaBHUBAEMOU MapBhI.

Jlis cpaBHEHUs IBYX CBSI3aHHBIX TPYIII 110 KOJMYECTBEHHBIM MEPEMEHHBIM C HOPMaJIbHBIM
pacnpezeneHueM npumeHsuica T-TecT Uil CBA3aHHBIX COBOKYNMHOCTEH. /[ 1O KOJIMYECTBEHHBIM
IIEPEMEHHBIM C HEHOPMAJIBHBIM PAclpEeACICHUEM U PAaHTOBBIM IEPEMEHHBIM HCIOJIb30BAJICS TECT
Bunkokcona. [{is cpaBHEHUs 110 KaTETOPUAIIbHBIM IIEPEMEHHBIM ITpUMeHsiIca TecT MakHemapa.

Jl1st onieHKH cBA3€ MeXKAy KOJIMYECTBEHHBIMU MTEPEMEHHBIMH MPOBOINIICS KOPPEIISIIMOHHBIN
a”anmu3 CnpMeHa (MOCKOJIbKY BO BCEX CllydyasX Kak MMHUMYM OJ[HA U3 Mapbl IEPEeMEHHbIX UMena
HEHOPMaJIbHOE paclpe/ieeHne Wiu Obljla paHTOBOM ).

[Tpenukrops! ynyumenus K orObupanuchk MeTo10M OMHAPHOM JIOTUCTUYECKOW PErpeccuu ¢
MOCJIEIOBATEIBHBIM MMOJI00POM MPETUKTOPOB 1o Banmbay. [yist onpeaenenusi moporoBbIX 3HAUCHUN
0TOOpaHHBIX KOJIMYECTBEHHBIX MPEIUKTOPOB AOMOIHUTENBHO poBoauicst ROC-ananu3. B kauectse
TIOPOTOBOTO PACCMATPUBANIM 3HAYEHHE C MAKCHMAILHBIM HHAEKkcoM MoeHa.

beccoObITHiIIHYI0 BBIKMBAEMOCTh OIIEHHBAJIM C HCIOJIb30BaHMEeM MeTona Kammana-Maiiepa.
CpaBHEHHE KpHBBIX BBDKHBAEMOCTH MEXIY TIpyNIaMd MPOBOJWIM C HCIHOJIb30BaHUEM JIOT-
pPaHroBOro Kputepus. B kauecTBe KOHEUHOW TOYKHM HCMOJIb30Balach KOMOMHMPOBAHHAs TOYKA:
JeTanbHbIN ucxo u/mm Heooxoaumocts MBJI (uutybanus, Tpaxeoctomust) mu6o HUBJI > 16 yacos
B CYTKM B T€UYeHHE He MeHee 14 HempepbIBHBIX THEH HpU OTCYTCTBUU OCTPOro OOpaTHMOIo

3a00JIeBaHMs M BHE TIEPHUOIIEPAIMOHHOTO TIEPUO/IA).
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TJIABA 3. OIIEHKA 3®®EKTUBHOCTHU MATOTEHETUYECKOM TEPAIIUMA Y
IHAIIMEHTOB CO CMA

3.1. BeccoObITHIIHANA BLIKHBAEMOCTEh ManuenTos co CMA

B uccnenoBanuu npeacTaBiieHbl JaHHBIE O BBKHMBAEMOCTH MALIMEHTOB B pa3HbIX rpymnmnax. B
KayecTBe KOHEYHON TOYKM MCIIOJIb30BaJlaCh KOMOMHHpPOBaHHAs TOYKA: JIETAIbHBIA HCXOJ W/WIH
HeoOoxoaumocts VBJI (uHTyOanms, tpaxeoctomust) mb6o HMUBJI > 16 yacoB B cyTkH B TeueHUE HE
MeHee 14 HempepbIBHBIX JHEH MNpH OTCYTCTBUH OCTPOro OOpaTUMOro 3aboieBaHUS M BHE
MIePUOTICPAIMOHHOTO Tepuoaa). Bce BbIsiBIEeHHBIE coObITHs mpoum3onum B rpynne CMA 1. B
rpynnax CMA 2, CMA 3 u npea-CMA coObiTuii He 3aperucTpupoBaHo. MenuaHa Bo3pacrta
HacTyruienus coowitus B rpynne CMA 1 -4 [3; 6] mecsna. JlanHbIe 0 BEDKMBAEMOCTH MPEICTABICHBI

B Ta0ue 7.

Tabnuna 7 — [okazarenn BBKUBAEMOCTH 1J11 KOMOMHHUPOBAHHOM KOHEYHON TOUKHU

Tut [epuon Oobmee Yucno TV cUucno  nur  6e3  HACTYIUICHUS

CMA HaOnroneHusi, [Mucio HACTYIUICHHEM COOBITUSI HAa MOMEHT TOCJICTHETO
Mec.* ACTHUKOB |COOBITHS Ha0IIOCHUS

CMA 1 [1-133 59 6/59 (10,2%) 53/59 (89,8%)

CMA 2 [15-203 52 0/52 (0,0%) 52/52 (100%)

CMA 3 |68-213 32 0/32 (0,0%) 32/32 (100%)

RN -2 6 0/6 (0,0%) 6/6 (100%)

* OT poXAeHUS 0 HACTYyIJIEeHUs! coObiTus (JetansHblii ucxon / UBJI / HUBJI >16 u/cyTku) unm
OKOHUaHHS HaOJI0IeHuUs (Mec.)

JletanbHbIi ncxoxa 3apeructpupoBa y 1 pedenka co CMA 1 tuma. OH mpousoien uepes 2
roja ¥ 2 Mecsua Iocje Hadala NMaTOreHEeTHYECKOHW Tepalnuu B Bo3pacTe 34 mecdueB. Y manueHTa
mpou3olia oOcTaHoBKa cepana Ha ¢oue JIH, cBsA3aHHOW C OCHOBHBIM 3a00JIEBAaHHEM.
Heobxomumocth B moctosiHaoN BeHTW K Arkux (MBJI/HUBJI >16 yacoB B CyTKH B TEUCHHUE HE
MeHee 14 HempepbIBHBIX JHEH MpH OTCYTCTBUM OCTPOro OOpaTUMOro 3abosieBaHUS U BHE
NepHONEePAlMOHHOTO TIepHo/Ia) 3aperucTpupoBana y 5 gereid B rpymnme CMA 1 y 3-x nereit
yCcTaHOBJEHa TpaxeocToma ¢ nocrostaaor UBJI; y 2-x nereit nocrosunas HUBJIL. B atux 5 cinyyasx,
coObITHE BIEpBbIe BO3HUKIIO IO Hayasla MaTOreHEeTHUYECKON Tepanuu B Bo3pacTe oT 1 10 6 MecsleB.
Brniocnencteuu 4 3 5 nanuenta Ha oHe IpPUMEHEHHs] MaTOreHEeTUYECKON Teparuu MepeBeeHbI ¢
NOCTOSTHHOM BEHTHJISIMU Ha ucnosib3oBanne HUBJI menee 16 yacoB B cyTku (HOYHasi BEHTHIISLIHS

HUBJI menee 16 gacoB B cyTkd, B cpeaHeM g0 10-12 4acoB B CyTKH), U TOJBKO OJIMH OCTAETCS
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ctabmwibHO Ha BeHTW MU HWBJI >16 4WacoB B CyTkM Ha TPOTSHKEHUHM BCETO HMCCIICIOBAHMS.
Hecmotpst Ha To, uTo y 4 U3 5 nereil Ha ¢oOHE JIEUCHHS YMEHBIICH O0BEM pPECIUpaTOpPHON
MOJJICPKKU, OHU OCTABJICHBI "MOCTUTIIMMHU KOHEYHOM TOYKU" B aHaimu3ze HcxoAoB. JlaHHbIE O
MalMeHTax MpeCcTaBieHbl B Tabymie 8. Bee metu, y KOro mpou3omnin COOBITHS, ObUIA C BYMS

komusiMu reaa SMN2.

Tabnuua 8 - XapakTepucTHKa MAalMEHTOB AOCTHTIIAX KOHEYHOM TOUKM (JIETAJIbHBIA MCXOM W/WIN
Heooxoaumocth UBJI (uaTYOAa1ms, Tpaxeocromus) 6o HMBJI > 16 yacoB B CyTKH B TEUCHHE HE
MeHee 14 HeNpephIBHBIX MHEW MPH OTCYTCTBUU OCTPOro OOpaTUMOro 3a0o0lieBaHUS W BHE
NIEPUOTICPALIMOHHOTO MTEPHO/IA)

WNudopmanus 00 ydacTHUKAX ¢ HATMYUEM COOBITUS

ITamuent Ne 1 2 3 4 5 6

[Ton MYXK. JKEH. MYXK. MYX. MYXK. JKEH.

Ywucno kormid | 2 2 2 2 2 2

rera SMN2

Tun CMA CMA 1 CMA 1 CMA 1 CMA 1 CMA 1 CMA 1

OK Ha | «JIeXKAYUN» | WIKAUUN» | «JICKAUUNY | «ICKAUUN | ISKAUHN» | «JIeKAYUI

MOMEHT

Havasa

Teparnuu

(Buzut 0.0)

Bo3spacr 0 0 1 1 0 1

nebroTa, Mec.

Bo3spacr 1 8 4 7 18 7

Havaja

Tepanuu, Mec.

Bpewmst or |1 8 3 6 18 6

nebrora 10

Teparuu, Mec.

Tun cobeitus | UBJI>16 HUBJI 216 | UBJI>16 NBJI>16 HUBJI >16 | cmepTh
9JacoB 4acoB JacoB JacoB JacoB

Bo3zpact 1 3 3 4 6 34

HAaCTyILICHIA | Me [Q1; Q3] =4 [3; 6], min—max =1-34

COOBITHS,

Mec.

Jlor-panroselii kputepuii ais cpaBHeHust CMA 1, CMA 2 u CMA 3: p = 0,021 (tunsr CMA

paznunuatorces o coosiTuitHocTn). Kpusbie Kannana-Maiiepa npeactaBieHbl Ha pUCyHKe 6.
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Pucynok 6 - Kpussle Kannana-Maiiepa niis CMA 1 (A), CMA 2 (b), CMA 3 (B), IIpen-
CMA (T'). BeposAITHOCTb HEOCTHIKCHUSI KOMOMHUPOBAHHON KOHEYHOM TOYKH (JIeTaTbHBIH HCXOT
u/nn Heooxonumocts UBJI (maTyOanus, tpaxeocromust) mu6o HUBJI > 16 yacoB B cyTku B
Te4YeHUe He MeHee 14 HenmpepbIBHBIX JTHEH MPHU OTCYTCTBUU OCTPOro 00paTuMoro 3a0o0jaeBaHus U
BHE NIEPUONEPALIMOHHOI0 IEPHUO/A) C YBETUUYEHHEM Bo3pacTa 1o rpynnam CMA

3.2. I'pynna CMA 1: oneHka GpyHKIHMOHAJIbHBIX OKa3aTeJiell Ha (P)OHe NPUMeHeHHUs!

NaTOreHeTHYECKOM TEpanuu

3.2.1. XapakTepucTuka nauuenton rpynnsi CMA 1

IMonnas xapakrepuctuka rpynmnsl CMA 1 OK «wiexaune» (N=59) npencrasiena B tadiuue 5
(I'maBa 2.2.). [Ipu HEBpoJIOTHYECKOM OCMOTpe NanueHToB B rpynne CMA 1 knuHMYeckast KapTuHa
nanueHToB cootBeTcTBOBaa CMA 1 tuma. Bo3pact ne6rora coctasun 3,0 [1,0; 4,0] mecsitia, HUKTO
U3 JieTel He JOCTUT HaBbIKa CaMOCTOSITENILHOTO cuiieHust 0e3 omopsl 10 u 6osee cekyH COrIacHO
kputepusaMm BO3. Ha crapre Tepanum Bce nanueHTsl oTHeceHbl kK PK «iexxauney». OrMedanach

I[I/I(b(l)y'BHaﬂ MBIIICYHAA TUIIOTOHUSA Y BCCX MAIMCHTOB, PE3KO CHUIKCHHBIC NBUXXCHUA U MBIIICYHAA
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CHJIa B BEPXHHUX M HMKHUX KOHEYHOCTSIX, OTCYTCTBUE CYXOXKMIBHBIX pediekcoB. TpemMop BBISABICH
y 26/57 (46,6%) nanuenTos, hacuukymsiuu si3eika y 50/57 (87,7%).

Bce nertu nomyumnu pasnuuHbli BuA natoreHetuuyeckoil tepamnuu (Pucynok 7). Menuana
BO3pacTa Ha MOMEHT MHHIHauu Tepanuu 9,0 [5,0;18,0] mecsaueB. Menuana BpeMeHH OT Je0r0Ta

3a00JIeBaHus 10 Havajla maroreHeTnyeckoi repamnuu coctasuia 6,0 [3,0; 13,0] mecsies.

i
//
/' T%
4 11.9%
4 25.4%
./
/ Tun Tepanuu
[ I OHaceMHoreH abenapsoBek
J( 16.9% | Pucaunnam
| HycuHepceH

HycuHepceH / OHaceMHoreH abenapBoBek
mm Pucaunnam / OHacemHoreH abenapBoBek

i HycuHepceH / Pucaunnam / OHaceMHoreH abenapeoBek
18.6%

25.4%

Pucynok 7 - Tunel natoreHetTnueckoi tepanuu B rpymnmne CMA 1

[Tpu TecTupoBaHMM MALMEHTOB 10 JBUTATEJIbHBIM IlIKajJaM Bce nanueHTtsl B rpynne CMA 1,
HecMoTpst Ha enuHblid DK («wiexxauuii») B IpU BKIFOYCHUH B UCCIICA0BaHIE ObLIH pa3/Ic/iCHbI Ha JIBE
noArpynusl: moarpymma Ne | — marueHThl, KOTOpbie Ha BCEM NIepro/ie HaOII0AeHUS TPOTECTUPOBAHBI
no oxauM u tem ke mkanam (CHOP INTEND u HINE-2) u moarpynma Ne 2 — Te, KTO CMEHWII
MOJTHOCTBIO MJIH JIOTIOJTHUII HOBBIMU MCXOJHYIO OaTapeto mkai (nonoaaurensno HFMSE, MFM-32,
RULM).

B noarpymnmy Ne 1 Bouwno 36 yuactHukos u3 rpymnnsl CMA 1, a B moarpynmy Ne 2 Bouwio 23.

Xapakrepuctuka noarpynn Nel u Ne 2 npezcrasiena B Tabmuie 9.
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Ta6mmma 9 - Xapakrepuctruka noarpyni Nel u Ne 2 u3 rpynmel CMA 1 OK wiexauuiiy.

YpoBeHb 3HAYUMOCTH IS
XapakTeprucTHKA MOArPYIIIbI No 1 No2 pa3IMYUil MEXy THIIAMUA TEUCHUS
(p)
Yucno y4acTHUKOB, N 36 23 -
26 =0,003
2,1 (%) (72.00) | 8 G48%) p
Yucno KOIUI 10 .
reda SMN2 3, n (%) (27.8%) 13 (56,5%)
4, n (%) 0 (0,0%) 2 (8,7%)
Bospact nebrora, Me [Q1; Q3], |15 [1,0;]4,0 [2,0;|p<0,001
Mec. 3,0] 5,0]
Bospact nauama Ttepammm, Me | 6,0 [4,0;| 12,0 [9,0; | p=0,024
[Q1; Q3], mec. 15,0] 18,0]
Bpems or ge6roora mo wmawama | 50 [3,0;]8,0 [5,0;| p=0,060
tepanuu, Me [Q1; Q3], mec. 13,5] 13,0]
OA, n (%) 9(25,0%) |6 (26,1%) |p=0,013
11
HC, n (%) 8 (22,2%) | 7 (30,4%)
Tun tepanuu HC — OA, n 0 0
P (%) 3 (8,3%) 7 (30,4%)
P —OA, n 0 0
(%) 4 (11,1%) | 3(13,0%)
HC — PJI — . .
OA. n (%) 1(2,8%) 0 (0,0%)

Hetn mexny noarpynnamMu Nel u Ne2 CMA 1 3HauuMo OTJIMYAIKUCh MO YKMCIY KOMUW IreHa

SMNZ2, Bo3pacty nebroTa 1 Bo3pacty Hadana teparmuu (p<0,024). Bo BTOpoii moarpyme aerei ¢ 3

kormsimu reHa SMN2 6suto 13 (56,5%) u 2 (8,7%) pebdenka ¢ 4 xonmsimu rera SMN2 (p=0,003).

Bospact ne6rota 4,0 [2,0;5,0] mpotus 1,5 [1,0; 3,0] mecsuer B mepsoii moarpymme (p<0,001).

Pa3nwuia Bo BPEMCHHU OT I[e6IOTa A0 CTapTa TCpallu B 3TUX MMOATrPYIIIaX CTATUCTUYCCKHU HEC 3HAYHMaA.

Bce netu noarpymme No2 ynydmunu cBoit @K 10 «cuasiunii» B X0/1€ HaOIIOEHUS, B OTJIMUNN

ot moarpymsl Ne 1, riae usmenenue @K mpousoriuio Toabko y mosioBHHb yuacTHukoB 19/36 (52,8%).

3.2.2. JluHaMHKa MOTOPHBIX HaBbIKOB B rpynne CMA 1

B kauecTBe oLieHKU 3(1)(I)CKTI/IBHOCTI/I HpOBOIlPIMOﬁ IMaTOreHEeTUYECKOM TCpalru B TMHAMUKE (B

toukax 0.0 - 3.0) mpoBoJmiIach OIEHKA IIECTH KPYMHBIX MOTOPHBIX HAaBBIKOB Ha BCEX BH3UTaX

COTJIaCHO KpUTCPUAM BOB, JOIMMOJTHUTECIIbHO OLICHHUBAJIOCHh HAJIMYNE HABBIKA «YACPIKAHUA I'OJIOBBI B

BEPTUKAIBHOM TOJIOKEHUU» U «IIepeBOPOTHI» (N=59).
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Ha nHagampHOM 3Tame OOCIeIOBaHMs, MEPE] CTApTOM MMaTOreHEeTHYecKoil Ttepamuu, 21/59
(35,6%) nereit mornu yaepkuBath rojoBy. K koHeuHoi touke HaOmomeHus (3.0) ymepkanue
roJ10BbI ObL10 3adukcupoBano y 33/40 (82,5%). KomudecTBO CIIOCOOHBIX MEPEBOPAUNBATHCS K KOHITY
neprojaa HabmoaeHus ypeauumiock ¢ 1/59 (1,7%) B rouke 0.0 mo 27/40 (67,5%). Hu ogun pedeHok
[P NIEPBOM OCMOTpPE HE JEMOHCTPHPOBAN HABBIK CHJICHUSI 0€3 OMOpHhI, OJJHAKO K KOHEYHON TOYKE
(3.0) aror HaBwik pasBuics y 30/40 (75%) namuenrtoB. [los3aHue Ha 4YeTBEPEHbKAX, CTOSIHHUE C
NOJIEPKKON M X011p0a ¢ mojiepkkoil Ha Buzute 0.0 B 3TOW Tpymme MmanueHToB He oTMedeHbl. K
KoHeuHOU Touke HabmoaeHus 4/40 (10,0%) pebetka Moriu moj3aTh Ha yeTBepenbkax, 6/40 (15,0%)
MOIJIA CTOATh ¢ momaaepxkoir u 3/40 (7,5%) mormu XoauTh ¢ momaepxkoi. CaMoCTOSTEIbHOE
CTOSIHHE 1 X0/1h0a He ObLTH 3aperuCTPUPOBAHBI HU Yy OJTHOTO peOeHKA Ha MPOTSHKEHUU BCETO NIEPUOo/Ia
HaOmroenus. Onucanne MOTOPHBIX HAaBBIKOB y nieteid B rpynmne CMA 1 ©K «wiexaunii» B JTHHAMUKE

MMPpEACTaBJIICHO HA PUCYHKC 8.

100
81% 82%
80}

8% 67%

60% 60%

| &

52%
46%

[pOUeHT AeTeld, OBNAAEBLUNX HaBLIKOM

9% 10%
n
s
" % - -

0.0 (n = 59) 0.6 (n = 48) 1.0 (n{=‘56) 1.6 (n = 25) 2.0 (n = 48)

3.0 (n = 40)

HaBeik

BN [epXWT ronoey I CTOWT C NOALEPMHKORA
mm NepeepopadvBasTCs XoAWuT € NofAepXKKon
I CuanT Bes onopsl . CTouT cam
I MonsaeT XoonT cam

Pucynok 8 - [Ipouent pereii B rpynne CMA 1 ©OK «iexaunit», OBIaJeBIINX KPYITHBIMU
MOTOpHBIMU HaBblkamu. Ha ocu X 0ToOpa)<eH NMpoLEeHT AeTel, OBJIaJIeBIINX HAaBbIKaMH, a Ha Ocu Y
— Ha3Banue Bu3uta (ot 0.0 10 3.0), N - KOTMUECTBO OOCIEAOBAHHBIX JIeTel Ha KaXK10M U3 BU3UTOB

Uucno MOTOPHBIX HABBIKOB OMPEEICHO ISl KaXJI0T0 BU3UTA, MEJIMaHa 3HAUYCHUN OTpakeHa
Ha prcyHKe 9. Ha HauanpHOM dTare maToreHeTHYeCKON Tepanuy MeIMaHa 9icia MOTOPHBIX HaBBIKOB
y 59 nereii B rpynnie CMA 1 cocrasuna 0 [0;1] (nuanazon 0-2). YiydmieHue oTMe4anoch HaYMHAS
¢ Busuta 0.6, ToCcTHras MaKCHMyMa B KOHEUHOH Touke obOcienoBanus 6 [2—3] (quamnazon 1-6) (n=40).
Bo Bcex Toukax mocne nHadana Tteparmuu (0.6-3.0) HaOMIOMATOCH CTATUCTUYECKHM 3HAYUMOE
YBEJIMUEHHUE «UHCIIa MOTOPHBIX HABBIKOBY MO CPABHEHUIO C HCXOIHBIM ypoBHeM (P <0,001 ans Bcex

CpaBHEHMIT) U MEKIy TOUKamMu HaOmoaeHus Ha ¢pore nedenus (p <0,034).
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Pucynok 9 - Uucno motopHbiX HaBbIKOB B rpynme CMA 1 ®K wiexauuii». Ha ocu X oTro6paskeHo
YHUCJIO MOTOPHBIX HaBBIKOB, a Ha ocu Y — Ha3Banue Bu3uTa (ot 0.0 10 3.0) 1 koauvecTBo
o0cieIoBaHHBIX JIeTel Ha KaXKJIOM U3 BU3UTOB

N3MmeHeHne «4rciia MOTOPHBIX HaBBIKOBY MpHBEIIo K cMeHe DK Ha 60s1ee BRICOKHIA «CHITIHIN
o Mepe NMpuoOpeTeHHsI HaBbIKa CaMOCTOSTENILHOTO cuieHus 0e3 momuep:kku 10 u 6onee ceKyHI1 y
«JIeKaunXx» ManueHToB cornacHo kpurepusim BO3. [Ipu HabmoneHny B AMHAMHUKE BO BCEX TOUKAX
nocine Havyasna tepanuu (0.6-3.0) naOmonanocs 3HauuMmoe ynyuduieHue PK 1mo cpaBHEHHIO €
ucxoausiM (P <0,001 mis Bcex cpaBHenuii). Ha 3aBepmatorniem stame 3.0 aums 10/40 (25,0%)
octaBaiuch B DK «wiexaunii», Torna kak 30/40 (75,0%) ycToW4YrBO yAep KUBAIN MOJTOKEHHE CHJIS
6e3 onopsl 10 u 6onee cexyna. Kpome Toro, B Toukax 1.0-3.0 otmeuanock 3Haunmoe ynyumeHue OK
no cpaBHeHuto ¢ Toukoit 0.6 (p <0,005), a B Toukax 1.6-3.0 — 3Haummoe ymyumenue OK mo
cpaBHeHuto ¢ Toukoit 1.0 (p <0,046). IIpu sTom paznuuus 6oJiee MO3THUX TOYEK MEXAYy cooou (2.0—
1.6, 3.0-1.6, 3.0-2.0) He [OCTUINIM CTATUCTUYECKOW 3HAUYUMOCTH. JIMHAMUKa OTpa)kaeT
MIPOTPECCUPYIOILIEE CHIXKEHHE A0U AeTel, oTHocamuxcs K @K wiexxaunii» u poct OK «cuasumiin
(p <0,001), uro cBumeTenbcTBYeT 0 cMeHe DK B pamkax Habmogaemoii Tepanuu (Pucynok 10).

Bceero ynyumenune @K npouzomnwio y 42/59 (71,2%) nauuentoB B rpynne CMA 1 ©OK
«J1IeKaunit» B pa3Hble CPOKHU OT Havasa Tepanuu. Bo Bcex BpeMeHHBIX TOUKaX OTCYTCTBOBAIIU CITydau
CaMOCTOSITENIbHON XObOBI.

Koppeasunonnslii anaan3s. [IpoBeieH KOPpENSIIIMOHHBIN aHAJIW3 YUCIIa MOTOPHBIX HABBIKOB
B TpyIIax ¢ BO3pacToMm neOroTa, ynuciaoMm komwid reHa SMNZ2, BpemeHem oT nebroTa 10 crapra
tepanuu. B rpynme CMA 1 OK «wiexaunii» 4McI0 MOTOPHBIX HABBHIKOB CTATHCTUYECKU 3HAYUMO
npsiMO KoppenupyeT ¢ uuciaom koruid rera SMN2 (r = 0,379, p <0,001) u Bo3pactom aedrota (I =

0,428, p<0,001), Torma Kak cBsi3b C BpEMEHEM JI0 Havajia Teparuy OKa3anach He 3HAYMMOM.
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Pucynok 10 - ®ynkunonanbHbI Knace naqueHToB B rpynne CMA 1 B pa3HbIX To4kax
o0ciie10BaHMs

3.2.3. lunamMuka no GyHKIHOHAJIbHBIM 1IKajaaM B rpynne CMA 1

B namem wuccnenosanun B rpynne CMA 1 mpoBeneHa oneHKa MOTOPHBIX (YHKLIMH IO
¢yaknuonanpHeiM mkagamM CHOP INTEND, HINE-2, HFMSE, MFM-32 u RULM Ha pa3HbIx
sTanax HaOmoaeHus (Tabmauna 4). Beroop mkanbl ocymiecTBsuIcs Ha OCHOBaHMM Bo3pacta u @K
nalyeHTa Ha MOMEHT 00CiIe/IOBaHus.

B cBsa3u co cMeHON (YyHKIMOHAIBHBIX IIKaJd y psijia MAalMEHTOB IO Mepe JOCTH)KEHUS
JBYXJEeTHEro Bo3pacra u usmeHeHust ®K Ha «cusgumniiy, craTuctuyeckas o0padoTka JaHHBIX OLEHKU
10 (YHKIMOHAJIBHBIM LIKaJIaM HEMOCPEICTBEHHO B TOUKE IIEpex0/1a HEBO3MOKHA. MBI cunTaeM, 4To
cMeHa 0aTapeH IIKaJ B TOM CiIydae cama o cede sIBISIETCs OTPaKeHHEM 3HAYMMOM MOJIOKUTETbHON

JUHAMHUKHU y nanueHToB co CMA, HO ¢ orpaHMYE€HHEM CTaTUCTUYECKON 00pabOTKH.

3.2.3.1. Ilunamuka no pyHKIUOHAJIBHBIM mKaJaM B moarpynmne Nel CMA 1 ®K «iexaumii»

Xapakrepuctuka noarpynnsl Nel mpencrasinena B tabmuue 9. Ilpu obmem konudectse 36
yenoBeK B moarpynme Ne 1, B KaxkI0i TOYKE YMCIIO OIEHEHHBIX BapbupoBaio oT 31 (Bu3utsl 0.6 u
1.0) no 16 (Busut 1.6). B pa3HpIXx Toukax Morjiam OBITH OOCiIEeNOBaHbI pa3Hble neTu. [Ipu pacuere

JACIBTHI U 3BHAYUMOCTH UCITOJIB30BAJINCh AJAHHBIC ITAIITUCHTOB, OICHCHHBIX B 00eHnx TOYKax.
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Ha crapre uccnenoanus cpenuuii 6ami o mkaae CHOP INTEND B noarpymnme Nel coctaBun
29 + 15 (n=28). Ilpu ananu3e NOJYYEHHBIX PE3YJbTATOB, yXe uepe3 mnoiroja (Bu3uT 0.6)
HaOJIF01aeTCs CTATUCTUYECKH 3HAYMMOE yBerueHue Oaia 1o 37 + 16, nensra +10 £ 8, (p<0,001),
YTO CBHJETEILCTBYET O OBICTPOM MOJOXKHTEIBHOM 3 dekre Tepanuu (N=31). AHaIM3 €KEroaHOM
JUHAMUKU (Ie7bTa 3a TOJ MEXAY TOYKaMHU) MOKa3bIBaeT, YTO HAuOOJee BHIPAKEHHOE YITYYIlIEHUE
NPOM30IILIO B MepBbld roj uccienoBanus +15 + 8 (p<0,001). Omnako B Touke 3.0 BBISBICHO
BBIPOKEHHOE 3aMEICHUE TUHAMUKH, TJIC OT CTapTa Tepanuu jaejibTa coctaBmwia +23 £ 11 (p<0,001),
a MekrozoBas AuHamuka orcyrcrBoBaia 0 = 3 (p=0,653). Msl cBsA3bIBacM JaHHOE 3aMEIJICHHE C
YMEHBIIIEHUEM KOJIMUECTBA 00CIeA0BaHHBIX B JaHHOH Touke 710 14 (38,9%) mamueHToB U OIEHKOM
UMEHHO J3THX JIeTel M3HaYaubHO OblT Oosiee HU3KUM Oamt B Touke 0.0, 4TO MPUBENO K PE3KOMY
CHIDKEHHMIO TpUpocTa cpenHero Oamuia. OOpamaer Ha ce0s BHUMaHHME W TO, YTO JIOJNS JETEH C
KIIMHUYECKH 3HAYUMBIM yiydlleHueMm 3a mocienuui rox (2.0-3.0) Taxxke pe3ko CHU3WIACH Ha
TpPEeTbeM IOy HCCleNoBaHUs. B mepBblil ron momis nereil ymydimuBiiuxcs Ha +4 6amna u Gonee
coctaBuwio 22/24 (91,7%), na BTopoit rox B Touke 2.0 — 16/19 (84,2%) ¢ nanpHEWIIMM pEe3KUM
CHIDKEHHEM MPOIICHTOB yaydineHus: K touke 3.0 Bcero 2/14 (14,3%) u3 Bcex 00CIICIOBaHHBIX.
Bo3moxxHO, nanHoe cHukeHue 3PGEKTUBHOCTH CBA3aHO CO CMEHOW OIEHEHHBIX AeTel - pa3dpoc
JAHHBIX CBSA3aH C OLICHKOW Pa3HbIX MAapHBIX TOUEK Ha Pa3HBIX BU3UTAX U TSHKECTHIO MAallMeHTOB. U3
NPULISIIAX MAIMEHTOB HA BH3UT, TOJIBKO YacCTh MOTJA OBITH B35Ta B CpaBHEHHE, MOCKOJIBKY B
CTaTHUCTUYECKYI0 00pabOTKy Opanuch AaHHBIE MMAllUEHTOB, UMEIOLIUE OCMOTP B IPEILIECTBYIOLIEH
TOUKE.

I'padux onenku noarpymnmsl Nel B rpynne CMA 1 ©K «iexaunit» no mkaae CHOP INTEND
npeJicTaBieHa Ha pucyHke 11.

Onenka no mkaine HINE-2 B moarpynne Ne 1 CMA 1 ©K «wiexaunii» Takxke 1eMOHCTPUPYET
HOJIOKHUTETbHYIO TUHAMUKY: cpeHui 6au1 Beipoc ¢ 3 £ 4 (B Touke 0.0) 10 +8 + 5 k KOHEeUHOH TouKe
Habmonenus (3.0) (p<0,001). Ananu3 exerogHoW AWHAMUKH BBISBUJI HAUOOJBIIUNA TPUPOCT B
nepBbiii rog +5 £ 4 (p<0.001). B nmanpHeitmem Temmsl cHmkamuch: +3 £+ 4 3a nepuox 1.0-1.6
(p=0,007), +2 + 2 3a nepuox 1.6-2.0 (p<0,001) u +1 + 2 3a mocneauuii rox (p=0,023). D10 ykazpiBaet
Ha MUK 3¢ (EKTUBHOCTH B NepBble 12 roja ¢ nmocienyromeil crabuan3aiuen, 4To cX0xe ¢ OLEeHKON
no CHOP INTEND otHocuTensHO cpokoB yimyumeHus. /[lng obeux mkan Hai&KHOCTh
CTaTUCTHYECKUX BHIBOJOB OTHOCUTEIFHO TOYKH 3.0 OrpaHryYeHa COKpaIIeHNEM Yrciia MAIUeHTOB (C
31 no 14) u, ¢ TAXKECTHbIO MAIEHTOB M0 OCHOBHOMY 3a0oseBaHuio0. ['paduku W3MEHEHUH OICHKU

noarpynns! Nel o mkane HINE-2 npencrasnens! Ha pucynke 12.
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CHOP INTEND HINE-2
70 30 o

60

40

10 5 |T /S H — |
0 I |
0.0 0.6 1.0 1.6 20 3.0 0.0 0.6 1.0 1.6 20 30
Pucynox 11 - Cpeguuii 6ay noarpymmsl Nel Pucynox 12 - Cpenuuii 6ayu noarpymimsl Nel
mipu oreHke no mkaiae CHOP INTEND npu oreHke no mkaine HINE-2

3.2.3.2. IluHamMuka no pyHKIUOHAJIBHBIM MKajJaM B noarpynmne Ne2 CMA 1 ®K «iexaumii»

B noarpynmy Ne 2 oo 23 yyactHuka u3 rpynnsl CMA 1 OK «iexaunii», KoTopble CMEHIIN
WIN AONOJIHUIIM 6aTapero (pyHKIMOHAIBHBIX MOTOPHBIX IIKaJl B TE€YEHUE NepHoa HAOIOACHUS IpU
JOCTHKeHUH Bo3pacTa win cMeHbl DK (Tabauna 4). XapakTepucTHKa MOArPYIIIbI IPEICTaBIeHa B
tabmnure 8.

B moarpynme Ne 2 ofmiee KOJTMYECTBO MCCIEJOBAHHBIX MAIMEHTOB OBUIO 23, HO B TOYKAX Ha
BU3UTAaX KOJIMYECTBO 0OCIEyeMbIX BapbHPOBATIOCh OT 9 (B Touke 1.6) 10 MakcumanbHO 22 (B TOUKE
1.0). Yacte nereit moarpynmsl Ne 2, HecmoTps Ha cMeHy DK Ha «cuasgumit», mpoJoinKaIu
tectupoBathes 1o mmkatam CHOP INTEND u HINE-2 10 koHIIa Biccie1oBaHusl.

[Tpu onerke no mkane CHOP INTEND B noarpynme Ne 2 CMA 1 @K «wrexkaunii» UCXOTHBIH
yposenb (0.0) cocraBmin 39 + 10 6amtoB (N=18) (Pucynok 13). Yxe Ha Buzure 0.6 Habm01aeTCS
nosblneHne 6amia 10 44 £ 11, 4TO COOTBETCTBYEeT MPUPOCTY B 8 + 6 OaioB OT MCXOJIHOTO
MIOKa3aTelsl ¥ COIMPOBOXKIAETCS BBICOKOW cTaTMCTHYecKo# 3HaunmMocThio (p <0,001) (n=17). [Ipu
JanbHeNIeM HaOII0AeHUH B TE€YEHHE NIEPBBIX JIBYX JIET BO BCEX TOUKAX OTMEYAETCs CTaTUCTUYECKU
3HAYMMBbII IPUPOCT OAJUIOB, KaK MEXAY TOUKAMH, TaK U OTHOCUTENbHO McxoaHoi Touku (0.0) mis
BceX cpaBHMBaeMbIX Touek (p <0,001). MakcumanbHbIH IpUpOCT OTMEUeH B nepsblit rof (1.0) mocne
teparuu 13 £ 6 6ammma (p <0,001), ¢ manpHEHIIUM CTaOWIBLHBIM IPHPOCTOM BO BCEX TOYKax (p
<0,001). Bo BpemenHoit Touke 3.0, rae nokazatens no mkame CHOP INTED mocturaer 60 + 5
6amtoB (n=12), a cyMMapHbIii mpupocT OT cTrapra cocrasiser 23 + 7 OammoB (p <0,001)
OTHOCHUTENIbHO cTapTa Tepanuu. [lois nerel ¢ KIMHUYECKH 3HAYMMbIM YIIYYLIEHHEM IO IIKaie

CHOP INTEND (+4 6amma) 3a nocneauawuii (2.0-3.0) rox pe3ko CHHU3HMIOCH, gocturas Bcero 1/10
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(10%) ot oOcremoBaHHBIX, MPU TOM TepBbie TOUYkH B 1.0 u 1.6 KOJWUYECTBO YITYUIIUBIIAXCS
npocturano 16/17 (94%) u 7/7 (100%) coorBerctBenno. Ornenka mo mkare CHOP INTEND B
noarpynmne Ne 2 Ha pucyske 13.

O6pammaer Ha ce0s1 BHUMaHKe pazHuiia orieHku 1o mkajge CHOP INTEND B aByx moarpymnmax
No 1 u Ne 2. IlonyyeHHbIE AaHHBIE JEMOHCTPUPYIOT Pa3IMuMsl B JUHAMHUKE YJIYUIICHHUS IO IIKAJe
CHOP INTEND. BeusiBneno, 4ro ucxonubiit 6amt B moarpymme Ne 2 (39 + 10) Obut BbIle, YeM B
noarpymme Ne 1 (29 + 15), 4o yka3plBaeT Ha U3HAYAIBHO 0OJIEE TSKEIOE COCTOSIHUE MAI[IEHTOB BO
nepBoit moarpynme (p = 0,015). K rouke 1.0 o6e rpynmbl JOCTUTAIOT CXOKEH AMHAMUKH (TTOATPYIIA
No 1: 15 £ 8; moarpymnma Ne 2: 13 + 6), ¢ coxpaneHueM BbIcOKOH 3HauuMocTH (p <0.001) u ¢
COXpaHEHHEM pa3Nu4uii B cpeaHem Oame mexay rpymmamu (p <0,001). Omnako touke 3.0 B
noarpymnmne Ne 1 nunamuka 3amenssiercsa (nenbra +23 £+ 11), a rogoBoii npupoct najgaer g0 0 + 3
(p=0.653), uro KoHTpacTupyeT ¢ noarpynmnoi Ne 2, rae 6ann npogomxaet pactu A0 60 + 5 (genpTa
+23 + 7) npu cTabUIBLHOM T'OI0BOM MpUpPOCTe +14 & 7, XOTS 3HAYMMOCTh CHUYKAETCSI U HE JOCTUTAET
noctoBepHoro ypoBHs (p=0,065). 3To MoOxeT OBITh CBSI3aHO C YMEHBIIIEHUEM BBIOOPKH B 00EHX
rpynnax (moarpymnmna Ne 1: n=14; noarpynmna Ne 2: n=12), Ho B rpynne 1 cokpaiieHue nainueHToB
6osee BeipaxkeHo (¢ 31 no 14 manuenTtoB). B Touke 3.0 coxpaHsercs 3HaunMasi pa3Hulla B Oamiax
mexay rpymnmnamu (p <0,001).

Hannsie no mkane HINE-2 mns noarpynmsr Ne2 CMA 1 ©K «wiexauuil» 1eMOHCTPUPYIOT
JUHAMUKY YJIy4IIEHHUs COCTOSIHUS MAllMEeHTOB B TEUEHHE BCETO TPEXJIETHErO MEepHo/ia HaOII0IeHUS
(Pucynok 14). Tunamuka no mkane HINE-2 npencranena na pucynke 14. Ha crapte (0.0) cpenuuit
6am1 coctaBua 5 + 2 npu ydactuu 18 mamuenrtoB. K koHumy HaOmromeHus B Touke 3.0 romam
NOKa3aTelb BRIPOC 10 16 £ 5, a cymMmmapHsIii mpupoct ot crapta coctaBmi 12 + 6 (p <0,001) (n=12).
Bce cpaBHEHUSI ¢ HCXOHBIM YPOBHEM COXPAHSUIH BRICOKYIO CTATUCTUYECKYIO 3HaunMocTh (p<0,001),
KaK U IpU CpaBHEHUH MeXTy romoBeiMu Toukamu (0.0-1.0, 0.6-1,6, 1.0-2.0, 2.0-3.0) (p<0,017).
[TonTBepkeHa CTAaTUCTUYECKU 3HauuMas AP(GEeKTUBHOCTh Tepaluu Ha BCEX dTamax HaONIOICHUS.
Coxkparienue yucna nanureHToB ¢ 18 1o 12 k Touke 3.0 MOXKET OrpaHUYMBATH HAJIEKHOCTh JAHHBIX
Ha TMO3/IHMX 3Tanax. TeMIbl mporpecca 3aMeIIIINCh [10C)Ie EPBOro rojia HabMI0IeHUs: TOJOBOM
npupoct camsmics ¢ 7 =4 (1.0) mo 3 + 3 (3.0), octaBasch mpu 3TOM CTAaTUCTHUECKU 3HAYUMBIM (P
<0,017). IIpu stom pazdbpoc nanHbix (SD) yBenuumics ¢ 2 Ha ctapte a0 5 k 3.0 rogam, 4To
CBHJICTEIILCTBYET O OOJIBIITNE PA3INYHsl BHYTPH IPYIIIIBI, U TpeOyeT 0oJiee JIUTETLHOT0 HAOII0ICHUS
JUISL OLIEHKH pa3induil B 3((HEeKTUBHOCTH U MOKCKA BO3MOXKHBIX MPUYHH. OLIEHKY TaKOH JTUHAMHKE
HYXXHO J1aBaTh C OCTOPOXKHOCTbIO, TOCKOJIbKY YaCTh J€Teil MOrjia ObITh HE MPOTECTUPOBAHA B CBSI3U
CO CMeHOIl OaTapeeil IIKan WM HESBKOM, a JeTH, MPOJOJIKAIOIINE OLIEHKY B 3TUX TOYKaX, MOTJIN

OBITH OOJTEE C1a0ble M3HAYAIBHO.
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CHOP INTEND <0 HINE-2
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Pucynox 13 - Cpenuuii 6aut noarpymmsl Ne2 Pucynox 14 - Cpenuuii 6aut noarpymmbsl Ne2
mipu oreHke no mkaiae CHOP INTEND npu oreHke no mkaine HINE-2

B unTepBane nadmoaerus ot 0.0. 1o 1.0 marueHThl OLIEHUBAIKCH TOJIBKO 110 TKajzam CHOP
INTEND u HINE-2 nockonbky umenu ®K «iexauuey. [Ipu nocTukeHun HaBbIKa CHUACHUS AJIS
MAIMEHTOB CTapiie 2-X JIET B JaHHOW MOJATPYIIE MpOBeAeHa CMeHa (YHKIIMOHAIBHBIX IIKaJ Ha
HoBele (HFMSE, RULM w/unun MFM-32), a y dactu nereit gomnonHeHa K yxe umeromumcs CHOP
INTEND u HINE-2. ITockonbky nporectupoBanHbix Ha Bu3uTe 0.0 B JaHHOI MOATPYIIIE MO HIKAIaM
HFMSE, RULM, MFM-32 ue 65110, 1enbTa 0amia oT cTapTa He paCCUUTHIBAIACK.

Jnst moarpymmst Ne 2 CMA 1 OK «iexauniiy TUHAMUKAa U3MEHEHUN B TEUCHUE HAOIIOACHUS
no mkaie HFMSE noka3ssiBaet nocrenennoe ynyuienue. [lepsas onenka nposenena B Touke (1.0),
cpenuuit 6amn coctaBun 14 £ 11 (n=6), k Touke 2.0 — 15 £ 6 (n=17), a k KoHIy uccienoBanus 3.0
— 18 £ 7 (n=12). I'omosoit mpupoct Ha 2.0 u 3.0 Bu3uTax cocraBmi 5 + 2 6aminoB. CTaTUCTUYECKON
3HAYUMOCTH JOCTHIJIA TOJIbKO pasHuna mexay Toukamu 2.0-3.0 (p=0,010). OTo yka3biBaeT Ha
coxpassitonyrocs 3((HEeKTUBHOCTh K KOHILY HaOJIIO/IEHUs, HECMOTPSI Ha YMEHBIIAIONIYIOCS TPYIIITY
HabmoeHus K Touke 3.0 ¢ 17 o 12 marnuentos. [Ipu 3ToM 10715 TAIIMEHTOB, JOCTUTTIINX KIMHHYECKU
3HAYUMOTO yinyuineHus 3a rof (+3 6amra st mkaasl HFMSE), B Touke 2.0 mocturina 2/3 (66,7%), a
B Touke 3.0 Tonpko 4/9 (44,4%). Tunamuka mo mikaie HFMSE nokasana Ha pucynke 15.

B noarpynmne Ne 2 CMA 1 @K wiexaunii» onenka no mkane RULM HauanpHbIM 6ai1 B TOUKE
1.0 cocraBun 17 = 6 (n=2), HO Ha BuzHuTe 1.6 cHU3MICA 110 13 + 5, 4TO MOXKET OBITH CBSI3aHO C
M3MEHEHHEM COCTaBa BBIOOPKU (OIEHEHBI OOJiee TSkKeNble NeTH, U3HAUYaIbHO UMEIOIINEe MEHBIITUI
6asut o aroit mkaie) (N=4). B touke 2.0 cpeauuii 6amt oneHeHo 8 manueHToB (yBEIHUCHHE YUCIIa
YYaCTHUKOB B JIBa pa3a), Py 3TOM CpeJHUIl 0ai ocTalcs Ha MpeXHEeM ypoBHeE. JlenbTa oT cTapTa He
OIICHEHa, MTOCKOJIbKY B BBIOOpKax OblTH pa3Hbie netu. K xoneuHoit Touke 3.0 cpennuii 6amt BeIpoOC
mo 19 = 4 (n=9). T'omoBoit mpupoct Ha 3.0 romy cocraBun 3 + 2 Gama, HO CTaTUCTUYECKOM
3HAYUMOCTHU He JOoCcTUTHYTO (p=0,076). DTO MBI CBA3BIBAEM C MAJILIM YHCIIOM OIICHEHHBIX IMAIIIEHTOB

(or 2 10 4) U cMEHOH OIICHUBACMBIX MAIMEHTOB B TPYIMIE. DTO yKa3bIBAaeT HA MOTCHIHMATIBHYIO
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MOJIOKUTEIBHYIO TUHAMUKY, HO TpeOyeT OCTOPOKHOCTH B MHTEPIIPETALIMU U3-32 MAJIOTO U Pa3HOrO
YHCJIa YYACTHUKOB B Pa3HbIX TOUKax. /J[aHHbIE 110 AMHAMUKE OTpakeHbI Ha pucyHke 16. Jlons aere,
JOCTUTTINX KIMHAYECKHA 3HAYUMOTO YIIydiieHus 3a rof (+2 6amna ans mkansl RULM), B Touke 3.0
tos1bK0 50,0% (2/4). unamuka mo mkane RULM nokaszana Ha pucynke 16.

ITo mkaie MFM-32 B Touke 1.0 onenka coctaBuia 34,2% + 8.6 (n=2) u nocrurna 46,8% =+ 8,1
K KoHly uccneaosanus 3.0 (n=3). I'ogoBoii npupoct Ha 3.0 rony — 5,6 £ 3,9, HO cTaTUCTHYECKas
3HaUMMOCTh He nocturHyra (p=0,132), 49TO, BEpOATHO, CBS3aHO C OCOOCHHOCTSIMH BBIOOPKH
OILICHEHHBIX MAallMEeHTOB (MaJias rpymmna, MHOTO €IMHUYHBIX WCCIIETOBAaHUI U CMEHa MAaI[MEeHTOB B
Pa3HBIX OLICHEHHBIX Toukax) (Pucynok 17).

Jlonst manueHToB, MOCTUTIINX KIMHWYECKH 3HAYMMOTO YIydlieHus 3a roxa (+3 Oamma ams

mkansl MFM-32) B Touke 3.0 - 66,7% (2/3).

HFMSE RULM MFM
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1.6 2.0 3.0 1.0 1.6 20 3.0 1.0 1.6 20 3.0

30

Pucynoxk 15 - I'paduxk Pucynoxk 16 - I'papux Pucynok 17 - I'pauk
M3MEHEHUHN CpeHero Oasa W3MEHEHUH cpenHero Oamia W3MEHEHUHN cpeHero Oasa
noarpynmsl Ne2 no mikane noarpynns! Ne2 1o nikane noarpynmns! Ne2 mo mikanie
HFMSE RULM MFM-32

[Tpumeuanue: Bee rpaduku HaunHas ¢ Bu3uta 1.0
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3.3. I'pynna CMA 2: oueHka (p)yHKIIHOHAJIbHBIX MOKAa3aTe/eil Ha (poHe MPUMeHeHusI

NaTOreHeTHYECKOH TeEpanuu

3.3.1. XapakTepucTuka nauueHTon rpynnsi CMA 2

[Monnas xapaktepuctuku rpymmnsl CMA 2 (n=52) npexacrasnens: B Tabume 5 (I'maBa 2.2.).

[Ipu HeBposornuyeckoM ocmoTpe mnanueHToB B rpynne CMA 2 kiuHUYecKas KapTHHA
nanreHToB coorBercTBoBasia CMA 2 tumna. Bo3pact nebrora cocrasui 7,5 [6,0; 11,0] mecsinia, HUKTO
U3 JIeTeil He TOCTUT HaBbIKAa CAMOCTOSITENIbHON X01b0BI 5 U OoJiee maros coryiacHo Kpurepusm BO3.
Ha crapre (0.0) tepanuu 4 (7,7%) nauuenta otHecensl k OK «wiexaunii» u rpynmna u3 48 (92,3%)
neteit umena OK «cuasunii» manveHT B MOMEHT HHULMAIUY TATOTEHETUYECKOM Tepanuu COrJIacHO
kputepusim BO3. Ormeuanachk auddy3Has MpIIedHast THIIOTOHUS y BCEX MAIMEHTOB, CHUKCHHBIN
00BEM JIBIYKECHUS M MBIIIICYHAS CUJIA B BEPXHUX U HIDKHUX KOHEYHOCTSIX, OTCYTCTBHE CYXOKHIIbHBIX
peduekcoB. Tpemop BeisiBieH y 29/45 (64,4%%) nanmenToB, pacuukymsuu s3bika y 21/45 (46,6%).

Menuana Bo3pacTa Ha MOMEHT MHHUIIMAIMK MaTtoreHerndeckor tepanuu 55,0 [22,0; 100,5]
MmecsieB. OOpaniaer Ha ce0s BHUMaHUE MEIMaHa BPEMEHU OT JeOroTa 3a0ojeBaHHS JO Hadvaja
MaTOTeHETUYECKO Tepanuu, kotopas coctaBuia 45,0 [14,0; 90,0] mecsues (4 roma). Bece netun

MOJTYYMJIH PA3JIMYHbIN BU TaToreHeTHueckoi Tepanuu (Pucynok 18).

3.8%
19_2% 9.6%

Tun Tepanuu
1 OHacemuoren abenapeosek
Pucamnnnam
HycuHepceH
HycuHepceH / OHacemHoreH abenapeorex

m Pucaunnam { OHacemHored abenapeoBex
36.5%

30.8%

Pucynok 18 - Tuns! Tepanuu B rpynne CMA 2

ZIOHOHHI/ITCJ'IBHO i1 OHCHKH I10 MOTOPHBIM IIKajJlaM, Y4YHUTbIBasg, 4YTO BI)I60p HIKaja

ocymectBisiercs He Toibko nmo PK, Ho u mo Bo3pacry, Bcsa rpynna CMA 2 nONOMHUTENBHO
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paszernieHa eie Ha 2 MOArpyMIbl B 3aBUCUMOCTH OT BO3pacTa HAa MOMEHT BKJIIOUEHHUS B UCCIIEIOBaHHE
(Ha crapte Tepanun). Jletn 10 ABYX JET U cTapiue. B urore, s oleHKU TUHAMHUKHU 110 MOTOPHBIM
IIKaJIaM BbIIEJIEHO 3 MOATPYIIIIbI:

1. CMA 2 ©OK wiexauuey,

2. noarpymma Nel: CMA 2 ®K «cuasiare» ¢ Bo3pacToMm <2 JIET Ha CTapTe TepaIuu;

3. moarpymmna Ne2: CMA 2 ©K «cuasuue» ¢ Bo3pacToM >2 JIeT Ha CTapTe TeParuH.

['pynmma CMA 2 ®OK «wiexaunii» (N=4) npencraBneHa B tadmuue 10. JlanHas moarpymma

IpeJIcTaBlIeHa He OOJIBIIUM KOJIMYECTBOM YYAaCTHHUKOB, TO3TOMY CPABHHUTEIbHBIA CTATUCTUYECKUIN

aHAJIM3 MEX/Y YIaCTHUKAMHM, YIUTBIBAs MAJICHBKYIO BRIOOPKY (N=4), HE MPOBOIMJICS.

Tabmmna 10 - Xapakrepuctuka namuentoB rpymnmnsl CMA 2 OK «iexxauniiy

[Tamuent ITamuent [Tanmuent Ilamuent
PRSP A Nel Ne2 Ne3 Ne4
Yucno komunii reHa SMN2 3 3 3 3
Bo3spacr neb6rora, mec. 7,0 6,0 4.0 6,0
Bospact Hayaia tepanuu, Mec. 14,0 19,0 182,0 173,0
ﬁggMﬂ oT J1e010Ta 10 Havaia Teparnuu, 70 13,0 178.0 167.0
Tun tepanuun HC— OA HC — OA P PJI

[To uucity Komwmii OTIIMYHS B TPYIIE He HAOII01a10Ch, BCe AeTH ObutH ¢ 3 Konusimu reHa SMN2,
Xapakrepucruka noarpynisl Nel (n=14) u3 rpynmnst CMA 2 OK «cunsuuii» (Bozpact < 2 jer
Ha crapte Tepanun) U noarpymmsl Ne2 (n=34) CMA 2 ®K «cunsunit» (Bozpact > 2 jeT Ha crapte

Tepanuu) mpencraBiieHa B Tadmwuie 11.

Tabmuna 11 - Xapakrepuctuka noarpym Nel, Ne2 u3 rpynmnst CMA 2 @K «cuasaniiy

YpoBeHb
3HAYUMOCTHU
IS

XapakTepucTrKa MOArPyIIIbI Ne 1 Ne 2 paznnuui
MEXTY
TUTIAMH
teueHus (p)

Ynco y4acTHUKOB, N 14 34

Uucno xomwii TeHa 2,1 (%) 2 (14,3%) 3 (8.8%)

SMN2 3,n (%) 12 (85,7%) 29 (85,3%) p=0,355

4, n (%) 0 (0,0%) 2 (5,9%)

Bospacr nebrora, Me [Q1; Q3], mec. 8,0 [7,0; 10,0] 8,5[6,0;12,0] | p=0,550
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[Tponomxenne Tabmuisr 11

Bospact nauana tepanuu, Me [Q1; Q3], mec. | 19,5 [16,0; 21,0] 18’300] [55.0; p <0,001
Bpewmst ot nebrora g0 Hauyana tepanuu, Me ] 65,0 [42,0;
[01: O3], mec. 10,0 [8,0; 14,0] 91.0] p <0,001
OA, n (%) 10 (71,4%) 0 (0,0%)
PJI, n (%) 0 (0,0%) 14 (41,2%)
HC, n (%) 0 (0,0%) 19 (55,9%)
Tum teparun HC— OA, n (%) 3 (21,4%) 0 (0,0%) p <0,001
PII — OA, n (%) 1(7,1%) 1 (2,9%)
HC — PC— OA, n 0 0
(%) 0 (0,0%) 0 (0,0%)

Menuana Bo3pacrta aebrota B noarpymme Nel 8,0 [7,0; 10,0], a BpeMs 10 Tepanuu COCTaBHIIO
8,0 [7,0; 10,0] mecsiues. [Ipeobnanaromuii Tun Tepanuu — monotepanus OA 10/14 (71,4%), Toraa
KaK CMEHUBIIUX JIpyroi Buj tepanuu Ha OA 4/10 (28,6%).

B noarpynmne Ne2 29 (85,3%) yuactHukoB mmena 3 komuu reHa SMN2. Bee netu umenw,
IpEeuMYIIeCTBEHHO, e00T 3a0oneBanus 10 1 roga menuaHa Bo3pacra nedrora 3adoneBanus — 8,5
[6,0; 12,0] MecsiLieB M MO3IHO HAYaTOE JICUCHHE - MeIMaHa Bo3pacTa Haudana tepanuu 73,0 [55,0;
103,0] mecsanieB. Mennana BpeMeHH OT Jie0r0Ta J10 Havajia Tepanuu cocrtaBmia 65,0 [42,0; 91,0] (5,5
JIeT).

[Tpu cpaBHennu noarpymmsl Nel u moarpymnmstr Ne2 3Haunmele paznuans (p <0,001) BeisBieHBI
B Bo3pacTe Havana Tepanuu (P <0,001), Bpemenu ot nedrorta a0 teparuu (10,0 [8,0; 14,0] mpoTtus
65,0 [42,0; 91,0] mecsres (p <0,001). ITo Bo3pacty aebioTa u urciay Kornuii rena SMN2 3HauUMbIX

OTNTNYMH HE BBISIBICHO.

3.3.2. /lunaMuKa MOTOPHBIX HaBbIKOB B rpynne CMA 2

B kauectBe o1eHKH 3PPEKTUBHOCTH MPOBOAUMON MaTOr€HETUYECKON TEparuy BCEM JIETSIM B
rpynie CMA 2 (n=52), BkiIOYEeHHBIM B HCCleIOBaHUEe, B auHamuke (B Toukax 0.0 - 3.0)
IIPOBOJIMJIACH OLIEHKA INECTH KPYIMHBIX MOTOPHBIX HABBIKOB HA BCEX BU3UTAX COIVIACHO KPUTEPHIM
BO3 1 nonoaHUTENBHO OLEHUBAICA HABBIK «yAEpP’KaHUS TOJIOBBI B BEPTUKAJIBHOM ITOJIOKEHUN» U
«T1EPEBOPOTHI».

VY nereit CMA 2 ©OK «wiexaunin» JUHaAMHUKA «4IHCJIa MOTOPHBIX HAaBBIKOB» U KOPPEISLIMOHHBIN

aHaJIM3 HE OIICHMBAJIKCH, TOCKOJBKY BHIOOPKA OrpaHMYCHA MaJbIM YuciioM maiuentoB (N=4). J[pa
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nanuenTa u3 detbipex rpymnmnbel CMA 2 OK «wiexaunity cmennnun @K Ha Gosiee BBICOKHM - OUH
MAlMEHT Ha «XOAs14niiy, Bropoi Ha DK «cuasunii» K KOHILYy HCCIeOBaHUsI.
V nereit CMA 2 OK «cunsunii» Ha Busute 0.0 oneneno 48 manueHToB. JluHaMuKa MOTOPHBIX

HaBBIKOB y nanueHToB B rpymie CMA 2 OK «cuasunii» npeacrapieHa Ha pucyHke 19.

100 100%100% 100%100% 100%100% 100%100% 100%100% 100%
i i ] i 96%

30%

80| i 9

1% 0%
67 % 5605

30%

MpoueHT geTel, oBNafeBLWUX HABbIKOM

0% 209
20F H 1 8%8% 0% _0"'6 17%
2% 3% 3%

-~ 10% 1% 10%0% 10%
- 5% T%1% % e
- N I 4%4%
0.0 (n = 48) 0.6 (n=19) 1.0 (n = 45) 1.6 {n=10) 2.0{n =38) 3.0(n=23)
HaBbik
I [epAWT ronosy . CTouT € NoafEpHKOA
I Nepeeopa4dvBasTCs XoAWT C NogaepAKoi
E CuaunT Ges onopsl . CTouT cam
I MonsaeTt XoonT cam

Pucynok 19 - Ilponent nereit B rpymnne CMA 2 OK «cunsauuit», OBIaeBIINX KPYITHBIMU
MOTOPHBIMU HaBbIkamu. Ha ocu X oToOpakeH MPOLIEHT JIeTel, OBIIAICBIINX HABBIKAMH, & HA OCU
Y — nasBanue Busuta (0T 0.0 10 3.0) ¥ KOJIMYECTBO 0OCIIEAOBAHHBIX CTEH Ha KaXKIOM U3 BU3UTOB

B rpynnme CMA 2 ®K «cunsuue» 100% mamueHTOB COXpaHsUIM CIIOCOOHOCTH YIEPKUBATh
TOJIOBY M CHJIETh caMoCcTOsATeNIbHO 10 1 OoJiee CeKyHI Ha BCeX dTanax HaOMIONCHUS. Y «CHITINX)
NAlMEHTOB OTMEYANICS HE3HAYUTEIBHBIN MPOTPECC B CIIOKHBIX HaBbIKaX: Moy3anus ot 6/48 (12,5%)
10 4/23 (17,4%), crosiaue ¢ oanepxkoit — ot 4/48 (8,3%) mo 5/23 (21,7%), xoap0a ¢ mOAIEPIKKO#
yBenuumiachk ¢ 1/48 (2,1%) mo 3/23 (13,0%), camocTosTenbHas Xoap0a, OTCYTCTBYIOIAS Ha CTapTe,
makcumaibHo 10 3/38 (7,9%) na Busute 2.0.

VYV nereit u3 rpynnel CMA 2 OK «cuaguuil» 4nucio MOTOPHBIX HABBIKOB OINPEAENICHO s
KKIOr0 BHU3UTA, MeAMaHa 3HaueHuM oTpaxkeHa Ha pucyHke 20. OrTmedaercs TEHISHIUH K
YBEJTUYCHUIO YK CIIa MOTOPHBIX HABBIKOB TI0 CPABHEHHUIO C ICXOHBIM YPOBHEM, HO HE BE3J/I€ pa3HUIIA
JocTuria cratuctudeckoi 3HaunMoctu (p = 0,059 mist Touku 0.6, p<0,039 nns Ttouek 1.0-2.0, p =
0,088 mst Touku 3.0). MennaHa uncia MOTOPHBIX HABBIKOB HA BCEX BU3UTaX oJlnWHaKoBasi: 3 [2; 3] Ha
crapre u BusuTe 1.0, mamee MeEXKBapTaJbHBIA pa3Max yBenuuuics W Obul paBeH [3; 4].

MaxkcuMansHOro 3HadueHns 8 auara3oH gocruraer B Toukax 2.0 u 3.0.
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CMA 2: ®K "cupaunii Ha cTapTe Tepanuun

8 * * ] <]

7 *
g o o o 0
5 © o

4

2 [+

0.0(n=48) 06({n=19) 1.0(n=45) 16(n=10) 20(n=138) 3.0(n=23)

Pucynok 20 - Uucno motopHbix HaBbIKOB B rpynne CMA 2 K «cuasunii». Ha ocu X oroOpaskeHo
YHCIIO MOTOPHBIX HABBIKOB, @ HA OCH Y — KOJHMYECTBO 00CIIEIOBaHHBIX JETEeH Ha KaXKI0M M3
Bu3uToB (o1 0.0 10 3.0)

B rpynme CMA 2 ®K «cuasumii» uepe3 3 roma Hadmrogenus 21/23 (91,3%) marueHTOB
octanuchk B ToM e @K, 1 (4,3%) narment yxyammuics. Jloctur yyumrerus 10 PK «xomsaunii» Ha 3
roay uccrnenoBanus 1 (4,3%) mamuent. bosblias 4acTh 1eTel ocTaBaanch cTadmibHBIMU (PHUCYHOK
21). Y 2 u3 4 ucxonno «wiexaunx» ynydanienne @K npon3onnio B mepBbie Moroa-roj] mocjie Hayana
tepanuu (oauH U3 ABYyX noctur OK «»xoasuuiiy), a y ucxomno «cuasaux» 3/45 (6,7%) B mepBblit
roJ mocie Havana tepanuu. Beero B rpynne CMA 2 nocTuriy HaBbIKa CaMOCTOSITENIEHON X0IbOBI
4/52 (7,7%) namuenTa.

Junamuka otHocutenbHO crapra @K B rpynne CMA 2 cpenn «Iekauyux» U «CHASUUX»
OKa3ajach CTaTUCTUYECKH HE 3HAaYMMOW. BMecTe ¢ TeM cienyeTr OTMETHTb, 4To y «iexaunx» CMA

2 MOIITHOCTH aHAJIN34a OIrpaHUYNBAIaCh MaJIbIM YUCJIOM ITATUCHTOB (n:4).

n=48 n=19 n=45 n=10 n =38 n=23

100y 6.7%  10.0% 7.9%  4.3%
80f
% 60}
ér 100.0% 100.0% 93.3% 90.0% 92.1% 91.3%
o 40t
C
201
0 4.3%
0.0 0.6 1.0 1.6 2.0 3.0
Busnt
NexnTt CnonT Xoout

Pucynok 21 - ®yHKIMOHANBHBIN Ki1ace nanuneHToB B rpynne CMA 2 OK «cuasuuii» B pa3HbIX
TOYKaX 00CIIEIOBAHHUS
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Koppeassunonnslii anaan3s. [IpoBeieH KOppeNsSIIIMOHHBINA aHAJIU3 YMCIIa MOTOPHBIX HABBIKOB
B IpyINIax ¢ Bo3pacToMm nedroTa, ynciaoMm konwii rera SMNZ2, Bpemenem oT nebroTa 10 crapra
tepanuu. B rpynne CMA 2 ®K «cuaguuit» 4ucio MOTOPHBIX HAaBBIKOB HAIIPSIMYIO KOPPEIUPYET C
Bo3pactom aedrota (r = 0,334, p < 0,001) yem panblie 1e0OT, TEM MEHBIIIE HABBIKOB, U OOPATHO C
BpeMeHeM 10 Hadajna Tepamnuu (r = -0,566, p < 0,001). TeraeHIHs K CBA3U C YUCIOM KONHUHN T'eHA

SMN2 nabromanacek, Ho He qocturia sHauunmoctu (r = 0,152, p = 0,060).

3.3.3. /lunaMuKka 1o (pyHKIUMOHAJIbHBIM LIKajdaM B rpynne CMA 2

B namem wuccnenoBanuu B rpynmne CMA 2 mpoBeneHa OLIGHKAa MOTOPHBIX (DYHKITUH IO
¢byuknmonanseiM mkansamMm CHOP INTEND, HINE-2, HFMSE, MFM-32 u RULM Ha pa3nbix
sTanax HabOmroneHus. BeiOop mikanbl OCyIecTBIsICS Ha OCHOBaHUHM Bo3pacta U OK manmenra Ha
MOMEHT obOcienoBanus (Tabmuua 4).

B rpynne CMA 2 ®K «iexauuil» B CBS3M € MajOd IpyNNON NANUEHTbl ONMCAHBI
urauBuayaisHo (N=4). B rpymne CMA 2 ®OK «cuasuwii» AETH OIEHHBAIUCH OTIACIBHO I10

noarpymnam Nel u Ne2 B 3aBrcHMOCTH OT Bo3pacta (Tabnuna 10).

3.3.3.1. IlunamMuka no pyHKIHOHAJLHBIM mKajdaM B rpynne CMA 2 @K «iexaunii»

B rpynne CMA 2 OK «iexaunii» (N=4) B CBSI3U ¢ Majoil IPYIION MAI[MEHTHI OMUCAHbBI
UHAMBUAYyalbHO. Bee manumentsl, kpome manueHta Ned, OblIM BIEpBbIE MPOTECTHPOBAHBI yYepes
nojroja mnocie Hadaia Tepanuu. [Tarment Ne4 Obul BoepBble MPOTECTHPOBAH OJHOBPEMEHHO C
HA4aJIOM TEPaIUH.

IManuent Nel. Pe6enok mpoTtectrpoBaH yepes noiaroxaa (Bu3ut 0.6) mo mkaine CHOP INTEND
JIOCTUTHYB MakcumyMa (64 6aina). Ha BTopom Busute 1.6 peOeHOK yBEIUYHI HCXOIHYIO OLEHKY O
mkane HINE-2 na 2 6amia, u, yautsiBast Bo3pact pedenka u cmeny @K, k nccneoBaHuio 100aBICHBI
nornonHUTENsHO mKaasl HFMSE 1 RULM mo xotopeiM B inHamMuKe peOEHOK 3HAYMMO YBEITHUYMII
6asutbl kK BU3UTY 2.0 (+8 OamoB u +4 6asia COOTBETCTBEHHO).

IMauuent Ne2. Ha Busute 1.6 pebeHOK MMeN 10 MIKajgaM KJIMHUYECKH 3HAUUMOE YIIy4dllIeHHe
CHOP INTEND (+6 o©6amro), HINE-2 (+3 Oama) OTHOCHTEIBHO CTapTa TEparuu, 4YTO
CBUJIETENLCTBYET O XopouieM 3¢ ¢deKTe OT NPOBOAMMON MAaTOr€HETUYECKOW Tepamnuu y JaHHOTO

pebenka. B nanpHeiinem pe6EHOK HE TECTUPOBAICS.
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IMamuenTt Ne3. PeGenok mporectupoBan B Toukax 1.0 u 2.0. PeGeHOK mMeN UCXOMHO TSKETBIN
JBUTATEIBHBIN CTATyC, OlleHKa cocTaBmia 6,3% mno mkane MFM-32. B nunamuke peOeHOK HE JOCTUT
KJIIMHUYECKH 3HAYMMOTO YJIYYIIEHHUS 110 IIKaje (OTMEUYEHO CHUKeHueE Ha 3,2 % 3a rof).

IMamuent Ne4. PeGenok mmen TsDKENBIN (YHKIIMOHAIBHBIM CTaTyC HA MOMEHT WHHUIIMAIMH
tepanuu - 10 6amioB mo mkame CHOP INTEND. PebeHok nocTHT CTaTHCTHYECKH 3HAYMMOTO
u3menenus o mkane CHOP INTEND (+4 6anna) uepe3 nBa roga yiedenus. K touke 3.0 ocraBancs

CTaOUITBHBIM, 0€3 KIMHHYECKH 3HAYMMOT0 YXYAILICHUs (CHIDKEeHUE Ha 2 6aruia).

3.3.3.2. lunaMuka 1no (pyHKIHOHAJBHBIM mKajJaM B rpynne CMA 2 ®K «cuasumii»,

noarpynma Nel

VYyactauku noarpymnisl Nel Osutu nporectupoBansl 1o mkanam CHOP INTEND, HINE-2 u 5
yenoBek 1o mkane HFMSE u RULM (tabmuna 4). [lockonpKy npotectupoBaHHbX Ha Buzute 0.0 B
naHHoi noarpymnmne no mkane RULM ne 6b110, AenbTa 6amia oT crapTa He pacCYUTHIBANACh.

[To mxane CHOP INTEND Ha craptoBoii Touke 0.0 651510 otieHeHo 14 manueHToB, HO K BUSHTY
3.0 net oneHeH Tonbko 1 yuactHuk (Pucynok 22). Cpennuii 6amt Ha cTapte coctaBui 57 + §, a K
Bu3uTy 0.6 yBenumumiics 10 62 + 2, coxpaHsisch B quanazone 61-63 6ania Ha MOCIEyIONINX dTarnax.
HawnGounpmmii mpupoct 0amuioB OTHOCUTENBHO cTapTa (+22 6aia) 3apukcupoBan Ha Bu3uTe 1.6, HO
u3-3a Malloil BBIOOPKH, 3TH JaHHbIE TpPeOyIOT OCTOPOXKHON uHTeprnperanuu. CTaTUCTUYECKU
3HAUYMMOE YJIy4IlIeHHE OTHOCHUTEIBHO CTapTa oTMeUYeHO Tosibko Ha Busute 0.6 (p =0,040). B reuenue
MIEPBOTO T'0JIa TEPANuU CPEAHUI TPUPOCT OAITOB cocTaBMII +8 £ 8, 0JJHAKO K BU3UTY 2.0 THMHAMHKA
3aMezuiack 10 +2 + 2 6amnos. Knuandecku 3Haunmoe yiydmenue (+4 6amna) no mkaine CHOP
INTEND na6monanocs y 4/5 (80%) nanuentos Ha Buzute 1.0, HO Ha mo3aHux dTanax (2.0 u 3.0)
TaKUX CIIy4aeB HE 3apETUCTPUPOBAHO.

[To mkane HINE-2 oneneno 14 nmamuentos B moarpynme Nel wa craptoBoit Touke (0.0), HO Ha
Buzute 3.0 onieHeH Toibko 1 yyactHuk (Pucynok 23). Cpennuii 6ayn Ha ctapre cocTtaBiseT 15 + 5,
¢ yBenuuenueM 10 21 £ 6 k Busuty 1.0. Ha Busute 3.0 Gann cHmkaercs 10 16, MBI CBA3BIBaEM 3TO C
BIUSIHUEM Majiol BbIOOpkuU. [lenbra Oamia OTHOCHUTENBHO CTapTa JEMOHCTPUPYET YCTONYMBBIN
npupoct: oT +4 + 3 Ha Buzure 0.6 10 +9 £ 3 x Touke 1.6. CTaTUCTUYECKH 3HAUYUMBIE YIyULICHUS
OTHOCHUTEINIEHO cTapTa 3adukcupoBansl Ha Buzutax 0.6 (p = 0,007), 1.0 (p =0,010) u 2.0 (p < 0,001).
JenbTa 6amna 3a roa mokasbiBaeT MUK npupocrta Ha 1.0 roxy (+4 + 3), Ho k Bu3uTy 2.0 qTUHAMUKA

3amemsiercs (+2 + 2). 3HaYMMOCTh U3MEHEHUH 3a Toj] oATBep KAeHa Toyibko Ha 1.0 roxy (p =0,010).
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CHOP INTEND . HINE-2
70

T 62—63—— 62 62
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Pucynox 22 - Cpegnuii 6amn noarpymmsl Nel B Pucynok 23 - Cpenuuii 6ayt noarpymmsl Nel B
rpynne CMA 2 npu onienke o mkaine CHOP  rpynne CMA 2 nipu onenke 1o mkane HINE-2
INTEND

Ha craproBoii Touke 0.0 oueneno 5 manuentos no mkane HFMSE, Ho k Busuty 3.0 ocrancs 1
yuacTHUK (Pucynok 24). Cpenuuit 6amn Ha ctapte coctaBisiet 31 + 6, nocturas nuka Ha Busute 1.0
(41 £ 8), HO pe3ko cHmkaeTcs B Touke 1.6 (29 + 21) u k 3.0 (16 6a/m10B), 4TO CBSA3aHO C TEM, YTO B
ATOM TOYKE OCMOTPEH TOJIBKO OAMH pedeHoK. Jlenbra 6aimia OTHOCUTEIBHO CTapTa AEMOHCTPHPYET
npupoct: +2 + 2 Ha Busure 0.6, +6 £ 4 B Touke 1.0 u ganee +11 + 5 (2.0). OgHako crarucTuyeckas
3HAYUMOCTh Pa3NIUYMii MEXKIy TOYKaMU HE JOCTHraeT mopora. [lenpra Oamia 3a roj mokasblBaeT
AQHAJIOTUYHYIO TEHCHIIMIO: MAKCUMAJIbHBIN MPUPOCT +6 + 4 Ha mepBoM roxay (k touke 1.0), 3atem
cHWKeHue 10 +3 u +2 6aymos. Kimandecku 3HaunmMoe yuydiierne mo mkaie HFMSE (+3 6amna)
Habmoaercss y 100% manueHToB u3 ocMoTpeHHbIX Ha Bu3uTax 1.0, 1.6 u 2.0, HO Ha Bu3uTe 3.0
€/IMHCTBEHHBIH MAI[MeHT HE JOCTUT 3HAUUMOT0 yIy4IlIEeHHs.

ITo mikane RULM (Pucynok 25) B moarpymrme Ne 1 xa Busute 1.0 mpotecTupoBaH 1 manueHT ¢

oasutoMm 20.

HFMSE RULM
0 %0

60

i3

1 _
41
10 I = / l ( N EI___.Z:]_/—_22|\E
31— '
= T

29—

0 0

0.0 0.6 1.0 1.6 2.0 30 1.0 1.6 20 3.0

Pucynok 24 - Cpennnii 6amn noarpynmst Nel B Pucynok 25 - Cpennnii 6amt noarpynmst Nel B
rpynne CMA 2 npu onenke no mkaine HFMSE — rpynne CMA 2 npu ouenke no mkaine RULM



78

Ha Busure 1.6 — 2 manmenTa co cpeaaum Oamiom 21 £ 9. K Buzuty 2.0 4uciio manmueHToB
yBEJIMUUBAETCS 110 5, a Oamn mocturaet 22 + 4, NIeMOHCTPUPYS MOJOKHUTEIbHYIO TuHAMUKY. Ha
Busute 3.0 mporectupoBan | mamuent ¢ 6amiom 20. Jlenbra Oanna 3a roj onpeaeseHa TOJIbKO Ha
Bm3ute 3.0 mer (+2 Oamwra). Crarucruyeckas 3HAYMMOCTh Pa3U4YUil MEXIY BHU3UTAMU HE
paccunThiBasiachk. Kiimanuecku 3Haunmoe yiydiierue mno mkaie RULM (+2 6amna) 3adukcrupoBaHo

y eIMHCTBEeHHOTO nanuenTa Ha BuzuTte 3.0 set (100%).

3.3.3.3. /lunHaMuka no pyHKIHMOHAJbHBIM HKajdaM B rpynne CMA 2 @K «cuasuuii»,

noarpynma Ne2

Bce netu B moarpynme Ne2 tectupoBanuck mo mkaiam HFMSE u RULM, a gacte aereit mo
mkane MFM-32 (n=7). Ha pucynke 26 npencrasiens onenka 1o mkaie HFMSE B moarpymme Ne2.
Ha craptoBoii Touke 0.0 no mkaine HFMSE oneneno 16 nanueHToB, 4UCI0 Y4aCTHUKOB KOJIEOIETCs:
nocturaer MakcuMmyma Ha Busute 1.0 (23 yenoBeka) u cHukaercsa A0 16 mamueHToB K Touke 3.0.
Cpennnii 6ain Ha crapre (0.0) cocrapnsier 15 + 7, mocTteneHHO yBenu4uBasich 10 19 + 12 Ha Busure
3.0, mpu 3TOM BbIcOKast BapuabenbHOCTh (SD = 12) yka3bIiBaeT Ha 3HAUUTENbHbIE Pa3INyuus B OTBETAX
nanueHToB. JlenbTa 6anmina OTHOCUTENBHO CTapTa MOKA3bIBACT MPHUPOCT: OT +5 + 4 Ha Touke 0.6 ¢
yBenuueHueM a0 +7 = 8 Ha 3.0 roxy. CTaTUCTHUECKU 3HAUMMBIE YIY4IlIEHHUsS OTHOCHUTEIBHO cTapTa
Ha Busutax 0.6-1.6 (p <0,017). Ha Busurax 2.0 u 3.0 craTucTHueckas 3HaYMMOCTh HE IOCTUTHYTA.
Jenpra Oamia 3a roa AEMOHCTpUPYET HaUOOJIBIINI pUpOCT B nepBblil roa (+3 + 4). Knunuuecku
sHaunmoe yayuarirenue o mkaire HFMSE (+3 6amna) nadbmomaercs y 8/15 (53,3%) namnueHToB Ha
susute 1.0, Ha Busute 2.0 cocrammser 4/18 (22,2%), a k 3.0 mocturaer 4/15 (26,7%). Taxue
Kosie0aHusi MOTYT OBITh CBSI3aHBI C HEOJHOPOAHOCTBHIO BBIOOPKH M Majol Tpymmoil. Pe3ynbraTe
OLIEHKH TIOKa3aHbl Ha pUCYHKE 26.

ITpu ouenke no mkane RULM noarpynmnst Ne2 Ha ctaproBoii Touke 0.0 oneHeno 11 nanuenTon
co cpeaaum OamnoM 20 + 4. Hambospmmid pocT OanioB OTHOCHUTENIBHO CTapTa Tepamnuu 3 + 2
Habmo1aeTcs Ha BusuTe 1.6, koraa cpeanHuii 6amn coctaBmi 21 £+ 6, HO CTaHAAPTHOE OTKIOHEHHE
(SD) paBHOe 6 yka3bIBaeT Ha BBICOKYIO BapHaOEIbHOCTh MaHHBIX. K Bu3uTy 3.0 Y4MCIIO Y4aCTHUKOB
yBenuuuBaetcs A0 12, a cpeanuii 0amn gocrturaet 21 + 4, npu 5ToM MHHUMaJIbHBINA pupocT 1 + 5
OTHOCHUTEIIFHO CTapTa Tepamuu, a JAeibTa 3a TojJ MMeeT MHHHMAalbHOe 3HaueHue -1 £+ 2, 9to
YKa3bIBaeT Ha CTaOMIHM3AINI0 cOCTOSHUS. CTaTUCTHUYECKU 3HAYMMBIX PA3IMYUil MO CPaBHEHHIO C
UCXOJHBIMU 3HaueHHsMH B Touke 0.0 M B cpaBHEHHMSX MEXAY ToJaMH HE JOCTUTrHyTO. Jloms
MAIUEHTOB ¢ KJIMHUYECKH 3HAYUMBIM yiyumieHueM 1o mkaire RULM noarpymmer Ne2 (+2 Garma)
BapbupyeT: nmuk Ha Bu3uTe 1.6 - 3/5 (60,0%), MUHUMAaNIbHBIC 3HAUYCHUS HA BuzuTax 2.0 2/12 (16,7%)

u 3.0 2/11 (18,2%). Pe3ynbTaThl OLIEHKH MTOKAa3aHbl HA PUCYHKE 27.
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Ha craproBoii Touke 4 manuenta noarpymmbsl Ne 2 oreHeHo mo mkaine MFM-32 co cpegaum
3HaueHueM 45,3 + 7,9. Yucno y4acTHUKOB BapbupyeT: K Bu3uTy 3.0 mocturaer 7 MalUEeHTOB.
Cpennsisi onienka gocturaer 50,0 £ 8,0, nemoHcTpupyst obuuii nmpupoct B touke 3.0. OmHako
BBICOKasi BapualOenbHOCTh HaHHBIX (Hampumep, SD = 10,0 na Buzute 2.0) yKasplBaeT Ha
3HAYUTENIbHbIE pa3NuyMsl B OTBETax HalueHToB. JlenpTa 6ajia OTHOCUTENBHO CTapTa MOKa3bIBaeT
nocteneHHoe yeiauuenue: ot +4,1 + 3,1 na Busure 0.6 10 +9,4 + 5,0 na Busure 3.0. Craructuuecku
3HAYMMBbIE YIIYUIICHUsI OTHOCHTEIBHO cTapTa 3ahuKCUpOBaHbI TOJIbKO Ha Bu3uTax 2.0 (p =0,037) u
3.0 (p =0,033). lenbra Gamia 3a rox IEMOHCTPUPYET MUK MPUPOCTA B MepBbii rox (+4,4 + 3,4), HO
K 2.0 u 3.0 Bu3utam auHamuka 3amemisercsa g0 +0,3 = 4,0 u +1,8 £ 3,1 coorBercTBeHHO. o
NAalMEHTOB C KJIMHUYECKH 3HAYUMBIM yiydmenueM o mkaire MFM-32 (+3%) nmocruraer
makcumyma Ha Busute 1.0 2/4 (50,0%), Ho cHmxaercs 10 1/6 (16,7%) k 3 roay (3.0). CraTuctudecku

3HAYMMBIX Pa3IM4Kii B CPABHEHHUIX MEXKIY rogamMu He 10cTuruyto (Pucyrnok 28).
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Pucynoxk 26 - I'pa¢uk Pucynok 27 - I'padpux Pucynok 28 - I'pauk

M3MEHEHUHN CpeHero Oasa
noarpynmsl Ne2 B rpymme
CMA 2 no mkane HFMSE

W3MEHEHUH cpenHero Oamia
noarpynnsl Ne2 B rpymmne
CMA 2 o mkane RULM

W3MEHEHUHN cpeHero Oaa
noarpynmsl Ne2 B rpymmne
CMA 2 no mkane MFM-32

3.4. I'pynna CMA 3: oneHka GyHKIHMOHAJIbHBIX OKa3aTeJiell Ha ()OHe NPUMeHeHHUs!

NaTOreHeTHYEeCKOM Tepanuu

3.4.1. XapakTepucTuka nauuenton rpynnsi CMA 3

[Tonnas xapakrepuctuku rpynnsl CMA 3 (n=32) npencrasiensl B Tabnuue 5 (I'masa 2.2.).
IIpu HeBponoruueckoM ocMmoTpe mnanueHtoB B rpynne CMA 3 ximHuYeckas KapTHHA

NalfMCHTOB COOTBETCTBOBAJIA CMA 3 tuma. Bee JIE€TH JOCTHUIJIN HaBbIKa CaMOCTOSATEIbHOM XOI(L6LI
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5 u Goisee maroB cornmacHo kpurepusiMm BO3 mo nebroTa 3aboneBanus. Bo3pact gebroTa cocTaBu
18,0 [12,0; 24,0] mecsma. Ha crapte (0.0) tepanuu 19 (59,4%) namuentoB otHeceHnl k DK
«CHUJSIYUI», MOCKOJIBKY K MOMEHTY HMHHUIIMAIMUM TNATOTEHETUYECKOM Teparuu yTPaTUIM HaBBIK
camocTosTeNbHOro Xonb0b1, U 13 (40,6%) nereri umenn OK «xoxsumit». Bes rpynnma CMA 3
pazzaenena Ha ae rpynnsl o ®K na crapre tepanuu CMA 3 OK «cugsune» u CMA 3 ©K
«XOJITIUECH.

VY manMeHToB OTMedanach MBIIICYHAS] THIIOTOHHS, CHIDKEHHBIC MBIIICYHONH CHUIIBI Hamboee
BBIPQXEHHOE B MPOKCUMANbHBIX OTAEIaX BEPXHUX M HWKHHX KOHeuHocTed. CyXOKUIIbHBIC
pedIIeKChl Y «CUIAYUX)» JETeH OTCYTCTBOBAJM, Y «XOISUYUX» CHIXKEHUE CYXOXKHIIbHBIX pe(IeKCcoB,
y 3/13 (23,1%) apediekcust HIKHUX KOHeuHOCTEH. Tpemop BoisiBiieH y 17/27 (62,9%) nanueHTos,
dacrukynsuu s3eika y 7/27 (25,9%).

Bce petu mosydmid pasidvHbIA BHJ maToreHernueckon tepamuu (Pucynok 29). Menuana
BO3pacTa Ha MOMEHT MHUIIUAIMY ITaTorenetTndyeckon tepanuu 114,0 [83,5; 166,5] mecsueB. Meauana
BpEeMEHH OT je0roTa 3a00ieBaHMsI 10 HaJajia rmaroreHeTndyeckoi Tepamnuu cocrasmia 100,0 [67,0;
147,5] mecsues (8 net). Ha Busurtax 0.6 u 1.6 naHHbIe HE MPEACTaBICHBI 10 NPUYMHE OTCYTCTBUS

06CJ'I€I[OB3HHI>IX IIalITUCHTOB.

15.6%

Twun Tepanun
Pucavnnam
HycuHepceH

84.4%

Pucynok 29 - Bunel natorenerudeckoit repanuu B rpynne CMA 3

Bwmecre ¢ TeM cienyetr oTMeTUTh, uTo B rpynne CMA 3 u B 06enx ee noArpynmnax MOIIHOCTh
aHaJIM3a OrpaHMYMBANIaCh HEOOJBIIMM YHUCIIOM MAllMeHTOB, a CPAaBHEHHE HEKOTOPBIX BPEMEHHBIX

TOYECK O0Ka3aJIOChb HEBO3MOXXHBIM HM3-3a HCAOCTATOYHOI'O YHcCjia Ha6HIOHeHHﬁ.
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3.4.2. JlunaMuKa MOTOPHBIX HABBIKOB B rpynne CMA 3

B kauectBe oueHKH 3((HEKTUBHOCTH MPOBOJMMOMN MAaTOr€HETUYECKON TEPAlTui BCEM JIETSIM B
rpynne CMA 3 paznenennoil Ha @K B nunamuke (B Toukax 0.0 - 3.0) mpoBoauiace OLieHKa LIECTU
KPYIHBIX MOTOPHBIX HaBBIKOB corjacHO KputepusM BO3 u AOMOIHUTENBHO YepKaHuE rOJIOBBI B
BEPTHKAILHOM IOJIOKEHUH U IEPEBOPOTHI Ha Beex Bu3uTax (N=32).

JluHamuka MOTOpHBIX HaBbIKOB B rpymmne CMA 3 ®K «cuasuue» (N=19) npencraBieHa Ha
pucytke 30. Ba3oBbie HaBbiku (yIepKaHUE TOJIOBBI, CHACHUE 0e3 omopbl) aeMoHCTpupyroT 100%
nanrenToB Ha Bcex Bm3urTax (0.0-3.0), Torma kak moj3aHHe Ha 4YeTBEpeHbKax MeHsercs ¢ 4/19
(21,1%) na Busute 0.0 mo 3/7 (42.9%) x Busuty 3.0, camocTOsATENbHAS X0b0A PETHCTPUPYETCSI

tosbko y 1/7 (14.3%) nHaunnas ¢ Bu3uta 1.0, CTATUCTHYECKU HE 3HAUUMO.

100% 100% 100% 100%%
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I [lepxuT ronosy B CTOMT C© NOAAEPXMKOR

[ NepeeopadvBasTCA XoanT € NnoaaepxKon

I CuanT Bes onopel CTouT cam

I MNonzaer W XoauT cam

Pucynox 30 - IIpouenT neteii B rpynne CMA 3 OK «cuasuuniiy, oBaaieBIINX KPYITHBIMU
MOTOpHBIMU HaBblkamMH. Ha ocu X oToOpakeH MpOLEHT /eTel, OBIaAEBIINX HABBIKAMHU, @ HA OCU
Y — nazBanue Bu3uta (ot 0.0 10 3.0) 1 KoMKUYecTBO 0OCIETOBAHHBIX JI€TEH Ha KaXXIOM U3 BU3UTOB

B rpynne CMA 3 ©K «cuasuunii» auciio o0cieoBaHHbIX CHIbKaeTcs ¢ 19 mo 7 x Busuty 3.0,
MeMaHa «IKiCciia MOTOPHBIX HABBIKOBY paBHAs Ha BceX BU3UTax 3 [2;4] (mmana3oH ot 2 10 8). Y CMA
3 OK «xoasuunii» MalMeHTOB MEMaHa Yrciia HaBBIKOB OCTaeTCs MakcuMaabHO# 8 [8;8] (mnanazon
8-8) mpu oTcyTCTBHHM Bapuanuid. Y UCXOMAHO «CHUISYHX» U «XOII9ux» JeTed B rpymme CMA 3

JUHaMHKa 9Y1CJia MOTOPHBIX HABBIKOB OKa3aJlaCh CTATUCTUYCCKU HC 3HAYMMO.
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B rpynnie CMA 3 ®K «xonsuue» Bce maruentsl 13/13 (100%) coxpaHsitoT Bce 8 HaBBIKOB,
BKIIIOYAsi CAMOCTOSITENILHYIO XOAb0Y, Ha BCEX BU3UTAX.

Kak cpenu Bcex aereit co CMA 3, cpen «CHASYUX» U «XOISYUX» MAIlMCHTOB, IWHAMUKA
otHocutenbHO crapta ®K okazanack craructruecku He 3HaunMoi (Pucyrnok 31). Cpenn CMA 3 ®K
«eugstaniinn 1/7 (14%) pocTtur HaBBIKA CAaMOCTOSATEIIBHOM XOAb0BI. YIIYUIIMBIINICS MAMEHT HaYall
Je4yeHHe B Bo3pacTe 34 MecsIeB, UTO 3HAUNTENILHO MEHBIIIE, YeM B rpymIe 0e3 ynyqimeHus (Mearnana
163 mecsueB), a HHTEpBAI OT e0I0Ta 10 TEPAalUM COCTABWII JIMIIb 22 Mecsla MO CPaBHEHHUIO C
Menuanou 135,5 Mecsana.

Bce nanuentst B rpynne CMA 3 OK «xoasiuniiy uMenn MakCUMallbHO BO3MOXHbIH DK u B

JUHaAMHUKE OCTaBaJIuCh CTa6I/IJIBHbIMI/I, oe3 YXYALICHUA.
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Pucynok 31 - OneHka 10CTHXKEHUST HOBBIX MOTOPHBIX HAaBBIKOB B rpynne CMA 3.
A. rpynna CMA 3 ©OK «cugsuuer». b. CMA 3 ©K «xoasuue»
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Koppeassunonnslii anaan3s. [IpoBeieH KOppeNsSIIIMOHHBINA aHAJIU3 YMCIIa MOTOPHBIX HABBIKOB
B IpyINIax ¢ Bo3pacToMm nedroTa, ynciaoMm konwii rera SMNZ2, Bpemenem oT nebroTa 10 crapra
Tepanuu.

VY nanuenTtoB B rpymmne CMA 3 «cuassunii» 9iciio MOTOPHBIX HaBBIKOB 00PAaTHO KOPPEIUPYET
¢ BpeMeHeM 10 Havana tepanuu (r = -0,459, p < 0,001), uem Gosnbliie BpeMEHH 10 TEPAINUU, TEM
MEHbIIIE HABBIKOB y manueHTa. CBsa3b ¢ uuciom konuii reHa SMN2 u Bo3pactom nebrota cBsi3b He
BBISIBJICHA.

VY nmanuentoB ¢ CMA 3 «XOAs4Hii» YUCII0 MOTOPHBIX HABBIKOB U (PYHKITMOHAIBHBINA KJ1acC HE
BapbUpOBaIM (BCE cClydal C MaKCHUMaJbHBIMM 3HAYEHHUSIMH), IO3TOMY COOTBETCTBYIOIIUE

KOppCIIAIUOHHBIC aHAJIM3bI HC ITPOBOANUIIUCE.

3.4.3. Jlunamuka no (pyHKIHOHAJIBHBIM mKajgaMm B rpynne CMA 3

3.4.3.1. lunamMuka no pyHKUMOHAJBHBIM IIKkajaaM B rpynne CMA 3 ®K «cuasauuii»

JluHaMuka oneHKH 1o (QyHKIMOHAIBHBIM MOTOpHBIM IikanaM HFMSE, RULM u MFM-32 y
nanueHToB CMA 3 ®K «cumsunit» (n=19) nposenena na Busutax (0.0-3.0). Ha Busurax 0.6 u 1.6
JlaHHbIE HE MPEJCTaBJICHbl 110 NMPUYMHE OTCYTCTBHUS OOCIEIOBAHHBIX NAallMEHTOB. BpiOop mikan
OCYILECTBIISICA B 3aBUCUMOCTH OT Bo3pacta 1 PK nanuenTa (tadauua 4).

TectupoBanue no mkaae HFMSE na crapre (0.0) y maumentoB CMA 3 ®OK «cumsunit»
npoBeseHo 6 nanuentam (Pucynok 32). Cpennnii 6amt: 27 + 11 Ha nepBOM BH3UTE, U B TUHAMUKE,
HECMOTps Ha YBEJIMUEHUE KoJlmyecTBa o0cnenoBaHHbIX 10 14 Ha Busute 1.0 u 12 yenoBek Ha BU3NTE
2.0, octraBaics ctabuiabHbIM: 26 + 12 1 28 £ 15. [Ipu 3TOM CcTaHIapTHOE OTKJIIOHEHUE BO3PACTAET C
Kax/bIM BU3UTOM C 11 10 15. UTO cBUAETENBCTBYET O OOJIBIIOM pa3dpoce OLEHOK B Majoi rpymnie
BIIUSIOINIEE HAa PE3KOe CHIKEHUE cpenHero 0amia no 24 + 20. [JenpTa 0amia oT cTapTa MUHUMAJIBHA:
+2 +2 (1.0), +1 £ 7 (2.0), +8 (3.0), 6e3 crarucTU4eCcKOi 3HAUUMOCTH. 1'0/10BbIe U3MEHEHUS TAKKe
HEe3HauuTeNnbHbl: Jenbra (0-2 Oamia W CcTaTMCTUYECKM He 3HauuMbl. KiMHWYecku 3Haummoe
yayutierue (+3 6amna anst mkaiael HFMSE) 3adukcuposano y 2/6 (33,3%) Ha 1.0, 2/12 (16,7%) Ha
2.0 u 1/4 (25,0%) na Busute 3.0. Pe3ynbpTaThl OICHKH TIOKa3aHbl HA pUCYHKE 32.

[Tpu ouenke nBuratenbHbiX GyHkuuit no mxaite RULM Ha crapre uccnenoBanus (Buzut 0.0)
ObUIO OLIEHEHO 5 MAaIMeHTOB, Ha Mocienyomux Bu3uTax — 11, 14 u 5 yenoBek COOTBETCTBEHHO
(Pucynox 33). Cpennuit 6ammt RULM Bo Becex BH3HTaxX cocTaBiI 25 ¢ HEOONBIINME KOJIEOAHUIMH
crtangapTHOro otkioHeHus (SD ot +6 mo +8). U3menenus 6anina OTHOCHTENBHO cTapTa (IebTa)

Ot MuHUManbHbIMH: 0T 0 +2 1o +1 (p=1). ['ogoBble M3MeHeHus Oanyia TakkKe He IMOKa3aiu



84

3HAYUMBIX pa3auyuid. Jlojis manyMeHTOB C KJIMHUYECKHA 3HAYMMbIM yiydiieHueM mno mkaie RULM
(+2 6amna): y 1 u3 5 nanuentoB Ha Busute 1.0, u y 1 u3 4 na Busure 3.0. Pe3ynbrarsl onieHKH
MOKa3aHbI Ha pUCYHKE 33.

IIpu onenke nBuratenbHbIX QyHKIUH B rpynmne CMA 3 ®K  «cuasunii» no mkaine MFM-32
Ha ctapte ucciaegoanus (Bu3ut 0.0) yuacTBoBasio 3 ManueHTa, HAa OCICAYIONIUX BU3UTax — 4, 3 U
1 genosek coorBercTBeHHO (PucyHok 34). Cpennue 3Hauenus no mxaie MFM-32 Bapeupoanu:
49,9% +4,6 (0.0), 56,7% +10,1 (1.0), 50,3% £11,5 (2.0) u 63,5% (3.0). [lenpTa Gayia OTHOCUTEIBHO
CTapTa He MO0Ka3aJy 3HAaUMMBbIX pa3auuuii, Ha Bu3uTe 3.0 3HaueHue He ObUIO OIPEIEICHO M0 IPUYNHE
otcyTcTBUs naHHBIX Ha Bu3uTe 0.0. ['0m0BbIe M3MeHeHUs Oaiia MoKa3alu CTaTUCTUYECKU 3HAaYMMOe
cHmkeHue Ha Busute 2.0 (-3 +4, p=0,005), Ho Ha APYTUX BU3UTAX 3HAYUMBIX Pa3IMUUil HE BBISBIICHO.
J1oJisl MalMeHTOB ¢ KIIMHUYECKH 3HAYUMbIM yiry4dmenuem (+3% s mkanst MFM-32) tonbko 1 u3 3

NanrMcHTOB HAa BU3UTC 1.0. Pe3y.]'IBTaTBI OLICHKHU IMOKa3aHbI HA PUCYHKEC 34,

HFMSE RULM MFM
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Pucynok 32 - I'padpuk Pucynoxk 33 - I'papuk Pucynok 34 - I'paduk

W3MEHEHMH cpefiHero 6aula B M3MEHEHMH cpefiHero O6amia B M3MEHEHUH cpejiHero Oana B
rpynne CMA 3 ®K rpynne CMA 3 ©K rpynne CMA 3 ®K

«engauniity o mkaiae HFMSE  «cupgauniiy o mkaine RULM  «cupstunii» mo mkane MFM32

B rpynne CMA 3 ®K «cuasuuii» e1nHCTBEHHbIM peOeHOK JOCTUT HaBbIKA CAMOCTOSTEIbHON
x016061. Onenka no mkane 6-MWT emy npoBenena nomomautensHo k Tecty HFMSE n RULM na
Bu3uTax 2.0 ¢ pesynbrarom 183,0 merpoB u Ha Busute 3.0 —225,0 meTpoB. [lenbra 6ana 3a rox
MEXy BU3UTaMu coctasuiia +42,0 MeTpa, 4TO COOTBETCTBYET KIMHUUYECKN 3HAYMMOMY YJIYyULIEHUIO

(+30 MeTpoB) y €IMHCTBEHHOTO MAIllMEHTA.
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3.4.3.2. luHaMuKka no PyHKIHOHAIbHBIM HIKajJaM B rpynne CMA 3 ®K «xoasauumii»

JlnHamuKa OIEHKHU 10 (PYHKIIMOHAIBHBIM MOTOPHBIM IIKalIaM B rpymre y nanueHTtoB CMA 3
OK «xomsunii» (N=13) na uetpipex Buzurax (0.0-3.0) npezncrasiena Ha pucynke 35. Bce neru
IPOTECTUPOBAHBI B 3aBUCMMOCTH OT Bo3pacrta 1o aByM Itukairam HFMSE (n=10) ni MFM-32 (n=3).
[Tnroc npu gOCTHXEHUHU 3-JIETHETO BO3pacTa TOMOIHUTENbHO BbIoNHEH TecT 6-MWT.

TectupoBanue o mkane HFMSE na crapte (0.0) mpoBeneno 7 manuentam. Cpeaauii 6amn 49
+ 10. Ha mocneayromux Buzutax (1.0-3.0) konmuecTBO nereit yBenmuumiock a0 10, cpennuii 6amn
BBIPOC 70 55 & 8, HO CTATUCTUYECKU 3HAYMMOE YIIy4IllIeHUE OTHOCUTENIBHO CTapTa TePAuu OTMEYEHO
toibko Ha Bu3uTe 3.0: 4 = 1 (p=0,006). [lenbra 6amia 3a roa cHKanach oT 4 + 4 na usure 1.0 10 0
+ 3 Ha Busute 3.0 ¥ HE JOCTUIVIA CTATUCTUYECKH 3HAYUMBIX paznuuuid. Jlossd aerel ¢ KIMHUYECKU
3HauMMBbIM ynydieHueMm no mkane HFMSE (43 0amia) nocturana makcumyma Ha Busute 2.0 y 4 u3
9 06cnenoBaHHBIX B 1BYX Toukax (44,4%).

[To mxane MFM-32 na crapte onienen 1 pebenok c pesynbrarom 88,5%, na Busutax 1.0-2.0
— mo 3 pebenka. Ha Busure 3.0 onieHeHHBIX He ObLI0. Cpeanue mokazarenu Ha Busute 1.0 - 89,1 +
4,4 na Busure 2.0, 85,6 + 5,8. Jlenbra orieHKH oT cTapTa cHumiach ¢ +3,2 (1.0) mo -3,7 (2.0) tak xe,
KaK W JienbTa OIEeHKHU 3a rof 3,2 u -3,6 £3,5. 3HaunMMOoCTh pa3IMuuii He pacCUyMTaHa M3-3a Majou
BbIOOpKU. Hu y ogHOrO pedenka He 3aduKcupoBaHO ynydiieHus 0osee ueM Ha 3%.

Tect 6-MWT sBemonnen 3 mersM Ha Bmsurax 0.0 u 3.0, ma Busurax 1.0. 2.0 omeHeHsl 8
nanueHToB (Pucynok 36). [Ipu npoBenenun tecta 6-MWT mpoiineHHas AUCTaHIMS yBEIHYHIACH
¢ 322,3+£44,0 m na ctapre (0.0) no 354,3+177,1 m na Buzure 3.0. [lenbra ot cTapra qocturia 133,0
M Ha Bu3utTe 3.0, HO, yYUTHIBasg Malyl0 BBIOOPKY, CTaTUCTUYECKOW 3HAYUMOCTH HE JOCTHUIIIA.
I'onoBas nenbra BapeupoBana 48,5 + 23,3 na Busute 1.0, 49,5 + 56,0 Ha Busure 2.0, u Tosbko 5,0 +
5,7 na Busure 3.0. Pe3koe cHU>KeHUE r0/10BOI 1€1bThI 00YCIOBIEHO B MEPBYIO 0UYEPEAb CHUKEHUEM
KOJIMUECTBA OLEHEHHBIX ManueHToB. Jong nereil ¢ ymyumenueM (+30 M) 3TO BCe MalMEHTHI HA

susute 1.0 (n=3), 3 u3 5 Ha Busute 2.0 1 oTcyrcTBOBaNa Ha BU3uTe 3.0 (N=2).
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Pucynok 35 - I'padux cpennero 6amna mo Pucynox 36 - I'padux cpennero 6amia mo
mkane HFMSE B rpynne CMA 3 ©K mkane 6-MWT B rpynime CMA 3 ©K
«XOITUYUN» «XOOAUNI

3.5. I'pynna npea-CMA: oueHka (PyHKIIHOHAJIBHBIX MOKa3aTesieil Ha (poHe MPUMeEHEeHHU s

NaTOreHeTHYECKOH TeEpanuu

3.5.1. XapakTepucTHKa NanMeHTOB rpynmnsl npea-CMA

B rpynne npen-CMA 6b110 6 06cieoBaHHBIX NAllMEHTOB. Bce OCHOBHBIE XapaKTEPUCTUKU
TpYIIIIBI peacTaBieHsl B Tabnuie 5 (['masa 2.2.). B rpynme 6bu10 5 (83,3%) manuenToB ¢ 3 KOmusiMu
rera SMN2 u ogun (16,7%) umen 2 xonmu rena SMN2.

[Tpu HEBpPOJIOTMYECKOM OCMOTpPE MalUEHTOB B rpynne npea-CMA HEBpOJIOrMYecKHuid CTaTyc
COOTBETCTBOBAJI BO3pacTy pebeHka. Y Bcex JeTed ObUIM COXPaHHBI CYXOXHJIbHBbIE pedIIeKcHl,
(bu3HONOrMYecKuil TUIepPTOHYC, pedIeKChl HOBOPOKICHHBIX (MJIM yraciiy Mo BO3pacTy). MbliieuHas
CWJIa W JIBUraTelIbHbIE HABBIKM COOTBETCTBOBAJIM BO3PACTy HAa MOMEHT HWHUIMAIMU
NIaTOTEHETUYECKON Tepanuu. Bce neTu moaydywin OAMHAKOBBIM BUJ NMATOI€HETUYECKOW Tepamnuu
npenapatoM OA. Meauana Bo3pacTa Ha MOMEHT MHUIMAIMKM HaToreHeTnyeckoi tepanmuu 2,0
[1,0;6,0] mecsima. Bee metn Ha crapre Tepanuu (Touka 0.0), KpoMe OJHOTO, HE JOCTHUTIU HAaBBIKA
CaMOCTOSITENbHOTO cuieHus B TeueHue 10 cexyHn u 6butH oTHeceHbl K DK «wiexaune» manueHTsl.
Onun pedenok u3 rpynmnsl npea-CMA umen @K «cunsunii» Ha MOMEHT BKITIOUEHHUS B UCCIIEIOBaHHE
(rouka 0.0), MOCKONBKY MCCIIEJOBAHUE KPOBH MIIAJICHIIA OBIJIO BBIOJHEHO B paMKax HMHJIOTHOTO
IIPOEKTa 10 HEOHATAaJIbHOMY CKpUHUHTY B 2022 rojy (aHaiu3 BHIIOJHEH B BO3pAcTe 8 MECSIIEB, 10

BCTYILJICHUS B CUJIy MPHKa3a O pacCIIMPEHHOM HEOHATaJIbHOM CKPUHHHTE). Y TaHHOTO pebeHKa OblIo
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3 xoruu reHa SMN2, u K MOMEHTY HHHUITHAIIMK Tepanuu pebeHok He umen cumntoMoB CMA. Ero
MOTOpPHOE Pa3BUTHE COOTBETCTBOBAJIO BO3PACTy HA MOMEHT MHHUIMAIMU Tepanuu (peGeHOK MOT
CHJIETh CaMOCTOSITEIbHO 0e3 omopsl Oosiee 10 CeKyHA U XOAUTH BAOJb OIOPHI).

Bce netu B rpymnme npen-CMA Ha0Ii0JalTuch B TEYCHUE IIEPBOTO T'0JIa MOCIIE TEPATTHH, TOJIBKO

OJIMH peOeHOK UMeJT ocMOTp uepes 1,5 rona (B Touke 1.6).

3.5.2. /luHaMuKa MOTOPHBIX HaBBIKOB B rpynne npex-CMA

B kauectBe oueHKH 3((HEKTUBHOCTH MPOBOJMMOIN MAaTOr€HETUYECKON TEPAlTui BCEM JIETSIM B
JUHAMHKe IPOBOJNIACH OLICHKA BOCBMH KPYIHBIX MOTOPHBIX HAaBBIKOB Ha BCEX BU3MTAX COIVIACHO
kpurepusim BO3. B rpynne npen-CMA 101oHUTEIBHO OLIEHUBAJICS BO3pacT NpUOOpETEeHUs EeCTH
OCHOBHBIX HAaBBIKOB (CHACHHE 0€3 MOJICPKKH, IMOJI3aHUE Ha YETBEPEHBbKAX, CTOSHUE y OMOPHI,
X0/7150a BJIOJIb OTIOPBI, CAMOCTOSITETILHOE CTOSIHUE 0€3 TIOJ/ICPKKH M CaMOCTOSITeIbHAA X0/1b0a) 1O
kputepusim BO3.

Bce neru B rpynmne npen-CMA, B mpouecce HaOI0eHHsI, TPUOOPETaIn HOBbIE MOTOPHBIE
HaBBIKM B BO3PACTHbIC MHTEPBAJIbI, B COOTBETCTBUU ¢ KpurepusmMu BO3 [242]. Meaunana Bo3pacta
nproOpeTeHns] BOCbMH MOTOPHBIX HABBIKOB IpencTaBiieHa B Tabmuue 12. 3agepKKH B MOTOPHOM

Pa3BUTHHU HE OTMCUCHO HU Yy OJHOI'O U3 YYACTHUKOB UCCJIICJOBAHUS.

Tabnuua 12- Bo3pact npuoOGpeTeHnsi MOTOPHBIX HaBBIKOB B rpymie npea-CMA

Tpen-CMA: OTkIIOHEHUE Hopwma: Bo3pact
BO3pACT MPUOOPETCHHUS HABBIKA OT HOPMB! LG PEaLL
Hagbix HaBbIKa (JIHU) 110
() BO3
Me [Q1; Q3] min — max min — max
JIep>KUT TOJIOBY™ 61 [48; 61] 30-79 - -
[TepeBopaunBaeTcs™ 140 [126; 150] | 122176 - -
Cuaut 6€3 onopsl 239 [205; 244] | 154 — 244 Her 112 — 286
Homsaer "a | 262 [248; 271] | 244287 | HT 152 — 422
YeTBEPEHbKAX
Crout ¢ momiepxkkoit | 244 [243; 276] | 184 — 296 Her 144 — 356
XoauT ¢ MOIePKKON 296 [273; 325] | 258 — 376 Her 176 — 429
Cront cam 322 [310; 333] | 274 — 376 Her 205 — 529
Xomur cam 359 [336; 396] | 321 — 463 Her — 547

*MoTOpHBII HaBBIK HE UMEET BO3PAaCTHBIX kKpuTepues BO3

I[OCTI/I)KCHI/IC HHIAWBUAYAJIbHBIX IBUTAaTCIIbHBIX HABBIKOB Y MMAIITUCHTOB B I'PYIIIIC HpCI[-CMA B

cooTBeTcTBUH ¢ HopMamu BO3 n3o0paxeHo Ha pucyHke 37.
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Pucynox 37 - JlocTiykeHHEe TBUTATEIBHBIX HABBIKOB Y MAIlMEHTOB B Tpymie npen-CMA B
COOTBETCTBUM ¢ HopMamu BO3
[Tpumeuanue: Kopumop Bo3pacta JOCTHKEHHS HaBbIKA «CUIUT 0€3 MOAIEPIKKN» BbIIEICH CHHUM
useroM. Kopunop Bo3pacta JOCTHKEHHS HABBIKA «CTOUT CAMOCTOSTEIbHOY» BBIJIEJIECH 3€JI€HBIM
useroM. Kopuaop Bo3pacta TOCTUKEHUS HABBIKA «XOAUT CAMOCTOSTEIHHO» BbIACIIEH KPACHBIM
L[BETOM.

B kxauectBe oneHku 3(pPEKTUBHOCTH TAKKE UCIIOJIb30BaNACh IEPEMEHHAs! — YMCIIO MOTOPHBIX
HaBbIKOB. [lpu mpoBeneHWH OIEHKM 4YHMCIa MOTOPHBIX HAaBBIKOB MEXAY IBYMsI BPEMEHHBIMHU
TOYKaMM (C TOMOIIBI0 TecTa BUIKOKCOHA) yUMTBHIBAJIUCH JAHHBIE MAllMEHTOB, KOTOpBIE UMENU
OLICHEHHbIE HABBIKM B 00€UX TOYKAaX M3 cpaBHMBaeMoM mapbl. Y nereil B rpymme IIpen-CMA ©K
«J1exaunit» B Toukax nocie Hadana tepanuu (0.6 u 1.0) oTMeuanocs 3Ha4uMOe YBEJIMYEHHUE «UHCIIa
MOTOPHBIX HABBIKOB» IO CpaBHEHHIO ¢ UcxomHbiM: ¢ 1[0;1](0-2) mo 6[5:7](2-7) u 8[8:8](8-8)
cootBeTcTBeHHO (P <0,041). Kpome Toro, B Touke 1.0 HaGIr01210Ch 3HAYMMOE YBEIIMUEHUE «UHCIIA
MOTOPHBIX HaBBIKOBY 10 cpaBHeHUIO ¢ Toukoi 0.6 (p = 0,042). CpaBHenus ¢ Toukamu 1.6, 2.0 u 3.0
HE MPOBOIUIINCH, TOCKOJIBKY MAIMEHThI U3 3TOM TPYNIIBI B HUX 00CIe10BaHbl HE ObUIH.

AHanu3 BpemMeHHOM auHaMuku cpeau IIpen-CMA @K «cupsunii» Takke HE MPOBOIMICS,
MOCKOJIBKY 3Ta rpynna Oblja MpeicTaBieHa eAMHCTBEHHBIM y4acTHUKOM. ClielyeT OTMETUTD, UTO Ha
CTapTe Tepanuu y €IMHCTBEHHOTO MallMEeHTa U3 3TOM IPYyNIbl MPUCYTCTBOBAIN 6 U3 § OLIEHUBAEMBIX
MOTOPHBIX HAaBBIKOB, a B IIOCJIEAYIOIINUX TOYKAX — BCE BOCEMB.

HecmoTpst Ha Manoe yuciio HaOMOASHUH, Kak cpean Beex Aerel rpynnsl npea-CMA, Tak u
OTJENIbHO CpeAy «Iekauyux» B Toukax rnocie Havyana tepanuu (0.6 u 1.0) ormeuanoch 3HAUUMOE
ynyumenue @K no cpaBHenuto ¢ ucxonusiM (P <0,046). Kpome toro, B Touke 1.0 HabGnroganoch
3Hauumoe ynyudmenue ®K no cpaBnenuto ¢ toukoir 0.6 (p = 0,034). CpaBHenust ¢ Toukoi 1.6
0Ka3aJINCh HEBO3MOXKHBIMHU M3-3a HEJIOCTATOYHOT'O YMCIia HaOII01eHui, a cpaBHEHH ¢ Toukamu 2.0
U 3.0 He IPOBOJIWINCH, MIOCKOJIBKY MAllMEHThl B HUX OOCJIeZIOBaHbl HE ObUIM. AHAU3 BPEeMEHHOU

JUHAMHUKU OTAENbHO cpeau npen-CMA OK «cuasuuit» Takke HE MPOBOIWIICSH, MOCKOJIBKY 3Ta
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rpymma ObUTa MpeACTaBIcHa eIMHCTBEHHBIM y4acTHUKOM. Bce marueHTsl B 00enx rpymmax (N=6)
nocturiim Mmakcumyma — @K «xonsuuity k Touke 1.0.

KoppensiioHHbI aHajlu3 HE BBINOJHSUICA B CBA3M C OIPAHMYEHHBIM Pa3MEPOM BbIOOPKHU

(n=6).

3.5.3. IlmnamMuka no GpyHKUMOHAJIBHBIM MIKajJdaM B rpynmne npea-CMA

B rpynmne npen-CMA npoBeziena onenka MOTOpHbIX (yHkuuid o mkaiam CHOP INTEND u
HINE-2 Ha pa3HbIX Tanax HaOI0IeHUS

[Manuentsr (N=5) nmpean-CMA ®K «iexaune» Ha craprte Tepanuu (Touka 0.0) mpu OIECHKE 110
mkajge CHOP INTEND umenu cpeauuii 6amn 53/64 (£ 5), oueHensl Bce 5 nanuento) (Pucynok 38).
K Touke 0.6 cpeanuii 6aymn yBenuawics 10 64/64 (TOCTUTHYT MaKCHMYM T10 JIAHHOW IIKaJIe Y BCEX
nanuentos, p=0,007) u coxpanuiics 10 okoHyanus HadmroaeHus (Touka 1.0, p=0,007 oTHOCUTETBHO
cTapTa TeparuH).

IIpu omenke mo mkame HINE-2 na crapre (0.0): cpennmii 6amn — 6 (£5), K OKOHYAHHIO
HaOmoaeHuss B Touke 1.0 — 26/26 (1oCTUTHYT MakCHMMyM [0 JAaHHOW IIKaje y BCEX IAlMCHTOB,
p<0,001) (Pucynox 39).

VY npen-CMA @K «wiexxaunii» manneHToB HaOII0AaNCs 3HAYUTENbHBIN pocT 6a/uioB 1o 00enmM
mikanam (CHOP INTEND: +11(£5) 6amnos; HINE-2: +20(£ 5) 6a110B) K OKOHYaHUIO UCCIIEAOBAHUS
(Touka 1.0).

EnuHCTBeHHBIN MAlMeHT ¢ QyHKIMOHAIBHBIM KitaccoM «cunsgunii» (N=1) CHOP INTEND na
Bcex aTanax (0.0—1.6) umen 64/64 Ganna (MaMeHT OLIEHEH BO BCEX TOYKAX U UMEET MaKCUMaJIbHBIH
Oat o panHOM mikane), o mkaie HINE-2 na crapre (0.0) 24/26 6anna. [Ipu ocMoTpax B JMHAMUKE

B Toukax 0.6—1.6 6amn yBenmuumiics 1o 26/26 (+2 Oanna, JOCTUTHYT MAKCUMYM I10 JTAHHOU IIIKaJIe).
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Pucynok 38 - I'paduk cpennero 6amia mo Pucynox 39 - I'padux cpennero 6amia mo
mkasne CHOP INTEND rpymnmne npen-CMA. mkane HINE-2 rpynne npen-CMA.

3.6. OneHKa NpeIUKTOPOB MOBbIIIEHNS (PYHKIHOHAJIBHOIO KJacca (MOTOPHBIX

BO3M0)KHOCT€i/i) Ipu NPUMECHCHUH naToreHeTH4ecKoi TEpanuu

Bce nauuentsl (N=149) Obun ojiesieHsl Ha IPYIIILL, Y Koro rnpousonuia cveHa @K B quHamuke
nocse MHUIuanuu tepanuu. [lanuenTsl, koropsie cMeHnu cBoil @K Ha Gosee BBICOKMIM («IexKadmii»
>> «CUITUUNR» WM «CUITYUNR» >> «XOAA4Mii»), oTHeceHbl B rpynmy yiaydymusmux OK. Tex, kto
cmenun cBoil OK na 6onee Huzkuit OK («cuastaniiy >> «iexxauniny WIH «XOITUUN» >> «CUITIUN)
- B rpymnmy ¢ yxymmenuem OK. B xadyecTBe MOTEHIMANBHBIX MPEAUKTOPOB, BIHSIOMNX HA CMEHY
©®K, paccMaTpUBaInCh:

1. Bo3pacTt nedrora;
2. Bpems ot Ae0roTa 3a00JIeBaHU IO CTapTa MaTOTeHETUIECKOM Teparuu;
3. umcno konwmii rena SMN2.

Vxynmenune @K B mepuosa nHabmronenust npousonuio y 1,2% (1/81) manueHToB U3 BCei
KOTOPTHI UCCIIEIOBAHHBIX MALIMEHTOB, K KOTOPBIM 3TO MOHATHE MPUMEHUMO (T.€. KOTOPbIE HCXOIHO
B Touke 0.0 nmenu OK «cuasguuit» wnm «xoasuuii»). 910 ObUT UCXOHO «CHASYMI» peOEHOK U3
rpynnsl CMA 2, yxyaumenue Obuto BbIsiBIEHO y Hero Ha BusuTe 3.0. Ilockonbky cimyuail ObLl
€IMHCTBEHHBIM, TTOUCK NPEINKTOPOB yxyameHus OK He mpoBoamcs.

Viyumenne @K B neproa Habmoaenus npousonuio y 54/136(39,7%) nanueHToB, K KOTOPBIM
3TO TMOHATUE MPUMEHHMO (T.€. HCXOJHO «IXKAUHil» WIN «CUII4uii»). B yacTHOCTH, OHO OBLIO
BeIsIBIICHO Y 42/59 (71,2%) ucxoaHo «rexauux» aereir u3 rpymmnsl CMA 1 (B pa3Hble CPOKH OT
Havasa tepanun), y 2/4 (50,0%) ucxoaHo «iexxaunx» gaereit u3 rpymmsi CMA 2 (B nepBble HOITo/a-
roj nocJie Havana repanun), y 3/48 (6,3%) u3 rpynnsl CMA 2 OK «cuastauii» (B epBblid T TOCTe

Havana tepanun), y 1/19 (5,3%) nereii u3 rpynner CMA 3 ®K «cuasumii» (B mepBblid Toj mocie



91

HayaJia Teparnuu), y BCEX UCXOMHO «Iexadux» aeteit u3 rpymmsl [Ipen-CMA (B mepBbie mosiroja-
roJl Iocje Havyajla TEpaluy) U Yy €IMHCTBEHHOI0 MCXOJHO «CHASYero» pedeHka u3 rpymnmsl [Ipex-
CMA (B nepBblie MOJIT0/1a MOCJIE Havajaa TEPAIum).

Janee mpoBOIUIICS MOMCK aHAMHECTHUECKUX NTpeaukTopoB ynyuiienus OK mis rpynnst CMA
I OK «wiexaunity u CMA 2 ®OK «cugsuuit». g Bcet rpynnel CMA 3 Takoil aHain3 He
OCYIIECTBIISJICS, TOCKOJIBKY CPEAN MCXOAHO «CUASUUX» CIydald yIydIIeHHUs ObUT €IUHUYHBIM, a K
UCXOJHO «XOISAIIMM» KpuTepuil «yiayudmenue» HenpumenuMm. us CMA 2 ®OK wiexaunx»
MOIIHOCTh aHaJlM3a OrpaHUYUBACTCA KpaHE MalbIM YHCJIOM YYaCTHUKOB, aHAJIW3 TakkKe He
npoBogwicsa. s npen-CMA Takoil aHaiau3 TakKe HE MPOBOJWIICA, MOCKOJIBKY BCE Clydau ¢
YIY4IIEHUEM B IEPUO]T HAOTIOICHHUSI.

[TarueHTHI C HATMYKUEM U OTCYTCTBUEM ynyulnenus OK B mepuoa HaOIt0IeHUSI CPABHUBAIIUCH
10 ATUM TOKA3aTeNsIM € MOMOoIIb0 TecTa ManHa-YutHu. CrielyeT OTMETHTb, 4YTO HEOOIbIION 00beM
CPaBHHBAEMbIX TPYII OTPAHUYUBAET MOIIHOCTH aHAJIM3a U MOBBIIIAET BEPOATHOCTh HE 3aMETUTh
3HauMMble pa3nuuusi. Kpome Toro, aHaJM3upOBAJIMCh JAHHBIE 3a MEPUOJ HAOIIOJCHUS B LIEJIOM,
0e3 yuera pa3HOM MPOJOJIKUTENBHOCTH KaTaMHE3a y HEKOTOpPbIX Y4YacTHUKOB. Pe3ynbTaThl
CpPaBHEHMs TMAIMEHTOB C HalWyueM U orcyTctBueM ynyumeHuss ®OK B mepuon HabmoaeHus

npuBe/eHbI B TabauIe 13.

Tabmuna 13 - CpaBHEHUS MAMEHTOB C HATMYHEM U OTcyTcTBHeM yinyumenus OK 3a Bech nepuon
HaOI0AeHUs

CMA 1 ©OK wiexaunii» Her (n=17) |la (n = 42) YpoBeHb

YydiieHue 3a Bech epro BHAYMMOCTH

Bospacr nebroTa (Mec.) I\Q/Ig] [Ql;l,O [0,0; 1,0] B,0[2,0;5,0] p<0,001

Bpewmst ot nebroTa 10 Havana tepanuiMe  [Q1; . . _

(vec.) 03] 6,0 [3,0; 11,0] 16,0 [3,0; 13,0]p = 0,946
2,n (%) [14(82,4%) |20 (47,6%)

Yucno koruit rena SMN2 3,n (%) B (17,6%) 20 (47,6%) p=0,014
4,n (%) 0 (0,0%) 2 (4,8%)

CMA 2 ®K «cuasiunii» Her (n=45) |Ta (n = 3) YpoBeHb

YirydiieHue 3a Bech epUo BHAYMMOCTH
Me [QL; : 11,0 [6,0] _

Bo3spact ae6rota (Mec.) Q3] 8,0 [7,0; 11,0] 12.0] p=0,635

Bpems ot nebrora 10 Havana tepanuiMe  [Q1;49,0 [22,0; ] _

(vec.) 03] 90.0] 8,0 [7,0; 15,0]p = 0,024
2,n (%) B (11,1%) 0 (0,0%)

Yucno konuit rena SMN2 3,n (%) 138(84,4%) 3 (100%) p =0,755
4,n (%) 2 (4,4%) 0 (0,0%)
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[Tockonbky marmueHnTsl U3 rpynnsl CMA 1 OK «iexaunid» pa3auyaniuch MO HECKOIbBKUM
nokazaressiM («Bospacty aebrota» (p <0,001) u «uncno konwmit rera SMN2» (p = 0,014)), y Hux
MIPOBOJIWIICS JOMOJIHUTENIBHBIN 0TOOp MPEAUKTOPOB METOI0M OMHAPHOM JIOTHCTUYECKOH perpeccuu
C TIOCJIEIOBATEIIBHBIM ITOI00POM MTPETUKTOPOB 10 Banbay. XapakTepuCTHKU TECTUPYEMON MOJIeITN
npuBeieHbl B Tabnuie 14. Mogenp okaszanack 3naunmMoit (p <0,001), xopomrero kadectBa (TiceBo-
R? Haiimxenkepka = 0,350). B pesysnbraTe eé TecTUpoBaHHUs ObLT OTOOpaH eIMHCTBEHHEIH Golee
CHJIBHBIA TPEAUKTOp yiydmeHus nanueHToB co CMA 1 OK «wiexxaumii» — 370 «Bo3pact nedrora

3a00JIeBaHUNY.

Tabnuna 14 - XapakTepucTuku Mojienu (OMHapHasi JIOTUCTUYECKAsi perpeccusi)

XapakTepUCTHUKU XapaKkTepuCTUKU
[lepemennbie B | MOJIENH OTtoOpanHbBIE IIPEIMKTOpa
o
MOZEIHN P fceBnoR? MPEIUKTOPHI B P J?[IL/I[} [95%

Ncxonno nexaune CMA 1: npeaukropsl ynyumenust @K 3a Bech nepuon
Bospact nebrora
Uucno xomuii rena<0,001 10,350 Bo3spact nebrora 0,83510,001
SMN?2
IIpumeuanue: P — ypoBeHb 3HAYMMOCTH, HceleoR2 — nceBno-R-kBaapar Haitmkenkepka, B —
kod¢urment, OLL [95% JAW] — oTHOmIEeHUE mAaHCOB ¢ 95% MOBEpUTEIBHBIM HHTEPBATIOM.

2,304
[1,389; 3,822]

Takum obOpaszomM, y nanuentoB CMA 1 OK «wiexxaunii» BepostHocTs yinyumenus @K nocne
cTapTa Tepanuu MoBbIIaeTcs npu Oosee no3aHeM aedrore 3adoneanus (P=0,001), a y nanueHToB
co CMA 2 OK «cuasguuii» — npu MeHbLIEM Cpoke OT AedroTa 10 Havana tepanuu (P = 0,024). [ns
OTpe/ieNIeHUs] MOPOrOBbIX 3HA4YeHMH ATUX Nokaszarened mpoBoawics ROC-ananus. PesynbraTh

npejcTaBieHsl B Tabauie 15 u Ha pucynkax 40 u 41.

Tab6numa 15 - [Toporossie 3HaueHus A1 npeaukropos ynyumieHus @K mo pesynpraram ROC —
aHajam3a

XapaKkTepUCTUKHU ‘ P ‘ AUC [95% U] ‘ [13 nns ynydimenus | Se | Sp
Hcxonno wiexaune» CMA 1: npenukrops! ynyumeHus PK 3a Becb nepuosn

Bospact aeGrora 10,001 | 0,819 [0,692; 0,946] | >1,5 mec. | 76% | 77%
Hcxonno «cupgune» CMA 2: npenukrops! ynydimenus PK 3a Bech nepuoa

Bpewmst o Hauana tepanuu | 0,024 | 0,893 [0,773; 1,000] | <8,5 mec. | 67% | 93%

[Tpumeuanue: P — ypoBeHb 3HaunMMocTH s omuunii ROC-kpuBoOi OT AMaroHaJbHOW OMOPHON
muHun, AUC -mutomaas nox KpuBoi, 113 — moporosoe 3Ha4ueHHe 1Sl IPOTHO3UPOBAHMS YITYUIIEHUS,
Se — 4yBCTBUTENBHOCTD, Sp — CHENU(PUIHOCTh B OTHOILIEHUH TPOTHO3UPOBAHUS YIyUILICHHS.
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CMA1 (n%moaque Ha cTapTe Tepanun); sospacT AebloTa 3abonesaHns

YyBcTBUTENBHOCTD

0,0 02 04 06 08 1.0
1 - CneundmyHoOCT
PI/ICYHOK 40 - ROC-KpI/IBaSI AJs1 «BO3pacTa I[e6IOTa» IIpUu MPOTHO3UPOBAHNUU YIYUHICHUS B I'PYIIIC

CMA 1 OK «wiexaunii» 3a BeCh epuo;] HAOJIIOICHHUS.
[Tpumeuanue: KpacHasi Touka COOTBETCTBYET XapaKTEPUCTUKAM BEIOPAHHOT'O TOPOTOBOTO 3HAYCHHS.

CMA 2 (cupsume Ha cTapTe Tepanun): Bpemsa oT Ae6ioTa A0 Havyana Tepannn
1,0 7

08

04

YyBCTBMTENBHOCTE

02

00 02 04 0B 03 1,0

1 - Cneund4HOCTD

Pucynok 41 - ROC-kpuBas s «BpeMeHH OT Ae0I0Ta 10 Hadasla Tepanim Ipy MPOrHO3UPOBAHUN
oTcyTcTBUS ynydiieHus B rpynne CMA 2 OK «cuasuunit» 3a BeCh eproj HabII0IeHHUS.
[Tpumeuanue: KpacHas Touka COOTBETCTBYET XapaKT€pUCTUKaM BbIOPAaHHOTO TOPOTOBOIO 3HAYECHHUS.

s o6oux nokazateneil otnmnunsg ROC-kpuBoii OT AMAaroHaIbHON OMOPHOM JIMHUU OKa3aJIUCh
CTaTUCTUYECKH 3HAYMMBIMM, IUIONIAJb NOJ KPHBOM COOTBETCTBOBAJIA OYEHb XOPOULIEH
INPEIUKTUBHOHN criocoOHOCTH. B KauecTBe MOpOoroBoro 3Ha4eHus Ul IIOKa3aTes «BO3pacT Ae0rTa»
ObLI0 BRIOpaHO 3HaueHue 1,5 mecsna (4yBCTBUTENBHOCTh M CHEHU(PUYHOCTH MPOTHO3HPOBAHUS
ynyumenus y CMA 1 ©K «wiexxaunii» npu Bo3pacte aedrora >1,5 mecsuen coctasuiu 76% u 77%,
COOTBETCTBEHHO). B kauecTBe MoporoBoro 3Ha4eHus JJIs IOKa3aTeNs «BpeMs oT Je0roTa 10 Havyana

Tepanuu» ObLUIO BHIOpaHO 3HaueHUEe 8,5 wMecsleB (4yBCTBUTEIBHOCTh M CIEUU(DUYHOCTH



94

nporuo3zupoBanus yaydmeHus y CMA 2 OK «cuasuuit» mpu BpeMEHH 70 Hadajla Tepanuu <§,5
MecsiteB coctaBuin 67% u 93%, COOTBETCTBEHHO).

JloToTHUTEIHHO OIICHEHA CBsI3b BO3pacTa JIe0I0Ta, BpeMEHH OT Je0r0Ta 10 Havana Tepanui U
KoruecTBa Koruid reHa SMN2 ¢ 9uciioM MOTOPHBIX HABBIKOB 10 00BETUHEHHBIM JaHHBIM TO4eK (.0,
1.0, 2.0, 3.0 c mnomompio KoppensuuoHHoro aHanmm3a CrnupmeHna. CBOJHBIE PE3YJIbTATHI

npescrasicHbl Hke (Tabnuma 16).

Tabmuua 16 - Koppessiiyst pa3iInyHbIX TPEAUKTOPOB C YHCIOM MOTOPHBIX HABHIKOB

Koppensauus
I'pynna | ®K KomnuecTtBo  komuid Bpewmst ot ne6rora 10
pyn Bospact ne6rota p ! A
rena SMN2 Hayajla Tepanuu

CMA 1 | «Jlexaunit» | 3Haunmas, npsamas, | 3Hauumas, npsiMas, dyem | HeT 3HauuMoi cBsi3u
yeM OOJbllle KOMUMU | MO3KE  JAeOHTHPOBAIIO
rena SMN2, Ttem | 3aboieBaHue, TeEM
0O0JIbIIIC HABBIKOB; 00JIbIIIE HABBIKOB;

r=0,379, p<0,001 r=0,428, p <0,001

CMA 2 | «Jlexaunit» | AHaau3 HEBO3MOXKEH *

«Cungsgunin» | TenneHus: yeMm | 3HauMMasi, npsiMasi, 4em | 3Hauumasi,
MCHBIIIC KOIHMHA, TEM | IMO3Ke  JeOHTHpOBao | oOpaTHas, yeM
MEHbIIIE HABBIKOB; 3a00JieBaHueE, TeM | OOJIbIIIC BPEMEHH [0
r=20,152, p = 0,060 0oJIbIIIE HABBIKOB; JIeUEHU, TEM
r=0,334, p <0,001 MEHBIIIE HABBIKOB;
r =-0,566, p <0,001
CMA 3 | «Cupsuunit» | Het koppensuuu * Her xoppensauun * 3Hauumas,
oOpatHas, 4em
0oJIbIlle BPEMEHU JI0
JICUCHUS, TeM

MCHBIIIC HAaBBIKOB,

=-0,459, p <0,001

«Xoasiuni» | AHau3 HEBO3MOXKEH **
IIpen- «Jlexxauuit» | Ananus HeBo3MokeH | [loHsTHe «Bo3pact ne0r0Ta» HE MPUMEHUMO
CMA «Cupgsgumity | **

IIpumeyanue:
* MOIIIHOCTb aHaJIM3a OrpaHNYeHa HEAOCTATOUHBIM YHUCIIOM MAlMEeHTOB U/UITN HaOII0JCHUH;
** KOppeNSILIMOHHBINA aHATN3 0Ka3aJICsl HEBO3MOXKHBIM, TOCKOJIBKY BO BCEX OLIEHUBAEMbIX TOUKaX BCE

JC€THN UMEJIIN OAMHAKOBOC (MaKCI/IMaJ'II)HOC) YHUCJIO0O MOTOPHBIX HABBIKOB
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I''TABA 4. UCCJIEJOBAHUE COMATHYECKOI'O U HEBPOJIOI'MYECKOI'O
CTATYCA

4.1. Ouenlca AJANTUBHOI0, COUAJTBHO-OMOIIMOHAJBbHOI'0, KOTHUTHBHOI'O

KOMMYHHUKATUBHOI'0 Pa3BUTHUSA

Pe3yanaTH HCCICAO0BAaHUA OHY6J'II/IKOBaHBI B CTAaThE: ((OI_IeHKa COIMaJIbHO-OMOIIMOHAJIBHOTI'O,

KOTHUTUBHOI'0, KOMMYHUKAaTUBHOI'O pa3BUTUA W aJAlITUBHOTO IOBCIACHUA I[CTCﬁ CO CIMHAJIbHOM

MbIleuHon arpodueii 50» [38].

Onenka no mkane DP-3 npoBenena ognokpatHo. Beero 0b110 06cnenoBano 87 marueHToB, U3

Hux 81 (93,1%) ¢ KIMHUYECKUMU MPOSBICHUSIMH 3a00JIeBaHUS HA MOMEHT MHHIMALIUU Teparnuu

(CMA 1, 2, 3) u 6 (6,9%) npencumnromatuyeckux (rnpea-CMA) B Bospacte or 0 mo 12 ner

BKJIFOUUTENIBHO. BpeMs oT cTaprta Tepanuu 10 TectupoBanus coctasuio 34,0 [19,0; 40,0] mecsua.

Jemorpaduueckre u KIMHHYECKHUE XapaKTePUCTUKH BBIOOPKHU Ipe/icTaBIeHbI B Tabmuie 17.

Tabmuna 17 - Xapaktepuctuka nanueHToB co CMA, KoMy NPOBOJUIOCH UCCIIEAOBAHUE TTO

meroauke DP-3

[TapameTpsl ['pynner CMA, n=87 Bcee
CMA1 |CMA2 |CMA 3  |[Ipex-  |MAUMEHTHI
n = 43n = 29n = 9CMA n = 87
(49,4%) |(33,3%)  |(10,3%) n = 6/(100%)
(6,9%)
Toxn Kenckumit, n[19 (44,2%)[20 (69,0%) [7 (77,8%) |2 (33,3%) |48 (55,2%)
(%)
Myskckoii, n[24 (55,8%) |9 (31,0%) [2 (22,2%) |4 (66,7%) [39 (44,8%)
(%)
Bospact nHa wmoment|Me [Q1; Q3](3,0 7,0 15,0 - 6,0
ne6rora CMA, Mec. [1,0:4,0] |[6,0;10,0] |[13,0;18,0] [3,0; 8,0]
Uucno komwmii  renal2, n (%) 2251,2% |2(6,9%) |0 (0,0%) 1 (16,7%) (25 (28,7%)
SMN2 3,n(%) |19 (44,2%)[27 (93,1%) |9 (100,0%) |5 (83,3%) |60 (69,0%)
4, n (%) 2(4,7%) [0(0,0%) [0(0,0%) |0(0,0%) [2(2,3%)
Bapuant tepanuu OA,n (%) |14 (32,6%) |10 (34,5%) [0 (0,0%) 6 30 (34,5%)
(100,0%)
PILNn(%) |4(9,3%) [7(24,1%) [1(11,1%) [0(0,0%) |12 (13,8%)
HC,n (%) [11(25,6%)[9 (31,0%) (8 (88,9%) [0(0,0%) |28 (32,2%)
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(%)

HC — OA, n[7 (16,3%) |2 (6,9%) 0 (0,0%) 0(0,0%) |9 (10,3%)
(%)
PJI —OA, n|6(14,0%) |1 (3,4%) 0 (0,0%) 0 (0,0%) |7 (8,0%)
(%)
HC —PI|1 (2,3%) |0 (0,0%) 0 (0,0%) 0(0,00) |1(1,1%)
—0A,n (%)
Bospacr nalMe [Q1; Q3] |10,0 41,0 90,0 2,0 18,0
MOMEHT  Hauaia [5,0;18,0] |[20,0;86,0] |[65,0;107,0] |[1,0;6,0] |[7,0;56,0]
Teparnmum, Mec.
Bpewms ot ne6rotalMe [Q1; Q3] (6,0 34,0 72,0 - 13,0
10 Havasa [3,0;13,0] |[11,0;75,0] |[45,0;83,0] [6,0;49,0]
Teparnum, Mec.
Bospact ua|Me [Q1; Q3] 46,0 85,0 130,0 14,0 53,0
MOMEHT  OIICHKH [29,0;67,0] ([43,0;122,0] ([96,0;139,0] |[13,0;15,0] |[30,0;96,0]
DP-3, mec.
Bpems or crapra ) . . . .
_ 36,0 [19,0;35,0 [24,0;37,0 [31,0;12,5 [7,0;{34,0 [19,0;
Tepani noMe [Q1; Q3] 11y 40.0] 40.0] 14.0] 40.0]
oneuku DP3
XJIH na moment|uet, n (%) 17 (39,5%) |20 (69,0%) (8 (88,9%) |6 (100,0%) (51 (58,6%)
ouerkn DP-3 na, n (%) 26 (60,5%) (9 (31,0%) |1(11,1%) [0 (0,0%) |36 (41,4%)
Jucdarus Haluer, n (%) 29 (67,4%) (29 (100,0%) |9 (100,0%) |6 (100,0%) |73 (83,9%)
“[/;%MgHT OLCHKH|na, n (%) 14 (32,6%) |0 (0,0%) 0 (0,0%) 0(0,0%) |14 (16,1%)
Juzaprpus HalHeT, n (%) 14 (32,6%) |21 (72,4%) |7 (77,8%) |6 (100,0%) [48 (55,2%)
M0M§HT OLCHKH|a n (%) 29 (67,4%) (8 (27,6%) |2 (22,2%) [0 (0,0%) |39 (44,8%)
DP-
®K na wmoment[«lexaunii» 21 (48,8%) (5 (17,2%) |0 (0,0%) 1(16,7%) (27 (31,0%)
onenku DP-3 n (%)
«Cupsuniiy, n22 (51,2%) (21 (72,4%) |5 (55,6%) |1 (16,7%) |49 (56,3%)
(%)
«Xomsumity, n|0 (0,0%) (3(10,3%) |4 (44,4%) |4 (66,7%) |11 (12,6%)

[pumeuanue: * 8 (9,2%) malreHTOB MONYYAIOT MUTAHUE YACTHYHOE/TIOHOE Yepe3 racTpocTomy /
Ha30racTPAJIbHBIN 30H]

Cpenu 81 mamnuentoB ¢ cumnromamu 3abosneBanus (CMA 1, 2, 3 tunoB) 6s110 46 (56,8%)

nesouek U 35 (43,2%) manbunkoB. MeauaHa Bo3pacTta Ha MOMEHT J1e0r0Ta 3a00JIeBaHuUsl COCTaBUIA

6,0 [3,0; 8,0] mecsieB, MmeauaHa Bo3pacta Ha MoMeHT TectupoBanus — 57,0 [37,0; 103,0] mecses.

Cpenu mectu nanuentoB npea-CMA 6suto 2 (33,3%) neBouku u 4 (66,7%) manpunka. Menuana

BO3pacTa Ha MOMEHT TecThpoBaHus coctaBuna 14,0 [13,0; 15,0] mecsues. Pe3ynbrarel mo Bcem

cyomkamam DP-3 mpencraBnensl Ha pucyHke 42. V mammentoB ¢ CMA tunoB 1-3 nHamboree

BBIDOKECHHBIC HApYIIEHUS HaOMIOJaINCh B OO0JAcTH JIBHUTATEIbHBIX HABBIKOB (CyOikaia

«pu3nuecKoe pa3BUTHEY») U aJaITUBHOTO MOBEeHUs (CyOITKaa «aIanTUBHOE TIOBEICHHEY).




A
DP3 amanruBHOE NOBeIeHHe

100 .
R . 11.1%

20.9% =
11.1%

sof :

37.9%

22.2%  66.

CMA 2 Ilpen-CMA
B
DP3 conuaabHO-3MOIHOHAILHas chep:
100 .
[7.0% 0 [6.9% 1949
11.6% 1550, ‘
80+ :
414.4%
g 6or 41.9% ' 50.0%
[+}]
g 55.2%
l% 107 i
16.3%
33.3%
20
(1]

CMA 1 CMA 2 CMA 3 IIpen-CMA
I YpoBeHb MHOTO BBIIIE
CpeIHEero

YpoBeHb BBIIIE CPEAHETO
Cpennuii ypoBeHb
YPOBEHb HUXKE CPEAHETO

OrtcraBaHue B pa3BUTUU

97

b
DP3 peyr H KOMMYyHHAKallH51
IS 22.2%
sol 2'7.56% i
| 16.7%
48.8% !
= ’
<
=
g 66.7%
= 405 9.3% 62.1%
20+
0 CMA 2 CMA 3 Mpen-CMA
r
DP3 no3naraTensHas chepa
OO gy =St -
24.1%
g0l 209% 4l T
33.3%
g 6o
5 88.9%
= 41.9%
=)
E‘ a0k 62.1%
9.3% 50.0%
20}
0—"cma1 CMA 2 CMA3 Ilpen-CMA
DP-3 ¢pu3nyecKkoe pa3BHTHE
100, 3.4%
7.0% o
7% 6.9% 11.1%
6.9% 11.1%
80+ i
£ 6o ' 50.0%
-4
=
2
= 40 [ 8SSE T T778% 000000
200 33.3%
0 CMA 2 CMA 3 Mpen-CMA

Pucynox 42 - Pe3ynbpTaThl onieHKH 1o cyommkaiam DP-3 B pa3ubix rpynmnax CMA.
A — DP-3 cybmikana «AnantusHoe noseaenue» b — DP-3 cybmkana «ConunanbHO-3MOIMOHATIBHOE
paszButue », B — cybmkana DP-3 «KorautuBHoe pa3Butuey, I’ — cyomkana DP-3 «Peus u
KOMMYHUKaIUs», /] - cyOmkana «puznyeckoe pa3zBuTHe»
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JIBurarenbHble HaBBIKU HIDKE cpeHero ypoBHs otMedeHsl y 40 u3 43 (93,0%) nauuentoB ¢ CMA 1
tumna, y 26 u3 29 (89,7%) nanuentoB ¢ CMA 2 tuna u y 8 u3z 9 (88,9%) nanuenros ¢ CMA 3 Ttuna.
Henocrarounoe ¢popmupoBanue aanTHBHOTO TOBEACHNUS BhIsABIEHO y 34 u3 43 (79,1%) nauneHToB
¢ CMA 1 tuma, y 16 u3 29 (55,2%) nauuentoB c CMA 2 Tunmau 'y 7 uz 9 (77,8%) nauuentoB c CMA
3 Tumna.

Hapymenust B octanbpHbIX cepax BeTpeyanuch pexe. CHIDKEHHE IMOKaszaTellell ColnanbHO-
AMOLIMOHAIBHOTO pa3BUTHUs BbIsBIEHO y 17 u3 43 (39,5%) naunenrtoB ¢ CMA 1 tuna, y 6 usz 29
(20,7%) nanuentoB ¢ CMA 2 tuna u y 4 u3 9 (44,4%) nanuentoB ¢ CMA 3 Ttuna. CHuxeHue
no3HaBaTeNbHBIX (QyHKIUI oTMedanock y 13 u3 43 (30,2%) nanuentoB ¢ CMA 1 tuma, y 3 u3 29
(10,3%) natmentoB ¢ CMA 2 tunaun 'y 1 u3 9 (11,1%) naunenra c CMA 3 tuna. Huskue nokaszarenu
peuu U KOMMyHUKauu 3apukcupoBansl y 17 u3 43 (39,5%) naunentoB ¢ CMA 1 tuna, y 2 u3 29
(6,9%) narmentoB ¢ CMA 2 tunau 'y 1 uz 9 (11,1%) mauuenta c CMA 3 Tuna.

B rpynne npea-CMA no BceM olieHeHHBIM cepam pa3BUTHSI MOKA3aTeUd COOTBETCTBOBAIN
CpeIHEMY YPOBHIO WJIM IpEBBILIAIN €ro. J(BUraTeibHbIE HAaBBIKM COOTBETCTBOBAIM BO3PACTHOMN
HOpME, IIpHU 3TOM Y 4 u3 6 (66,7%) nereit OHK OBLIN BBIIIE CPEIHETO.

VY mnanuentoB rpymmbel npea-CMA mokasaresld JABUTaTelIbHBIX HABBIKOB (Padj<0,001) wu
aJaNTUBHOTO MOBeACHUS (Padj<0,026) cTaTHCTUYECKU 3HAUNMO OTINYAIHCH OT TAKOBBIX BO BCEX TPEX
tunax CMA, Torzna xak pasinuust Mexay camumu tunamu CMA He nocturiu 3Hauumoctu. [lo
CyOIIKajge «COIUaTbHO-IMOIMOHAIBHOE pPAa3BUTHE» BBISIBICHBI 3HAYMMBIC OTIHYUS MEXKIY
rpymnamu npen-CMA u CMA 1 tuna (padj = 0,043), a paznuuus mexay npea-CMA u CMA 3 tuna
ObLIH OJM3KU K CTaTHCTUYECKO# 3HAauMMOCTH (padj = 0,093). To cyOikane «peub 1 KOMMYHHKAIHSD»
JIOCTOBEpHOE pasziruue HaOoaanoch Tonbko Mexay CMA 1 u CMA 2 tunamu (pagj = 0,010). ITo
cyOmikane «mo3HaBaTelabHas c@epa» CTATUCTUYECKH 3HAUYUMBIX Pa3IMYUil Mexay TrpylnaMmu
YCTAHOBJICHO HE OBLIO.

Ananu3z cBszeil cyomkan DP-3 mexay coboit U ¢ JpyruMu XapakTepUCTUKaMU MPOBOAMIH
Tosibko y mauueHtoB ¢ CMA 1, 2 u 3 tunos (n=81), Tak kak B rpynne npea-CMA HapyiieHuit
BbISIBJIEHO He Obuio. Y mamueHToB ¢ CMA 1 Tuma oOHapyxkeHa mHpsiMas KOPPENIslus MEXKIY
JBUTATETbHBIMU HABBIKAMH U aIaliTUBHBIM noBegeHueM (p = 0,001), y manuentoB ¢ CMA 2 tuna —
MEXy ABUraTeIbHBIMU HaBbIKAMM U BCeMHU cdepamu, kpome komMmyHHKanuu (p < 0,037). Takum
00pa3oM, BbIpaK€HHbIE JBUTaTeIbHbIE HAPYIIEHUS y ATHX NAIlMEeHTOB ObUIM CBS3aHbI C Oojee
HU3KUMH TIOKa3aTeNlsIMM B APYrux odbnacTsax pazsutus. B rpynne CMA 3 3HauuMBIX CBsi3ell c
JIBUTATENIbHBIMU HaBBIKAMH HE OTMEUEHO.

bouta ycranoBiieHa 3HauMMas OOpaTHas KOppesaius Mexay cHuxkeHnemM PK Ha MoMeHT
OLICHKH U OTCTaBaHHWEM B PAa3BUTUU AJaNTUBHOMN, COLIMAIHLHO-3MOIIMOHAIBHON M MO3HAaBATEIbHOU

coep. Y namuentoB co CMA 1 Tuma BbIsSBIEHBI 3HaYMMble OoTpuuaTelbHble Koppensiuuun PK c
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MOKa3aTeJSIMHU COITUATBHO-IMOITMOHAIBHOTO U ITO3HaBaTeIbHOTO pa3Butus (p < 0,048). Y manueHTOB
co CMA 2 u CMA 3 tunoB 3aduKCHUpOBaHbl 3HauMMble oOpaTHble Koppemsiuuun DPK ¢
JBUTATEIbHBIMU U COLIMAIIBHO-dMOIIMOHAIbHBIMU Tokazaremsimu (p < 0,001 u p < 0,013
COOTBETCTBEHHO). TakuM oOpa3oM netu ¢ Oonee Hu3zkuM DK wiexxaune» gemoncTpupoBaiu 0olee
BBIPQXXCHHYIO 3a/IEP’KKY Pa3BUTHUSA B yKa3aHHBIX cepax.

B xoze ananm3a BBIABICHBI 3HAUUMBbIE OOpaTHBIE KOppersauuu y nanueHToB ¢ CMA 1 Ttumna:
MOKa3aTeay COLMAIbHO-IMOLMOHAIBHOM, TO3HABATEIILHOM U KOMMYHUKAaTUBHON cdep okazanuch
HIDKE TTpu MeHbIeM vrcie konuii TeHa SMN2 (p < 0,034) u 6osee panHem aebroTe 3a0oseBanus (P
< 0,012). Takum obpazom, 3TH 00JIACTH CTpaAalyd CUJIbHEE y MAI[UEHTOB C HEOJAronmpHUsITHBIMUA
TeHETUYECKUMHU U KIMHUYECKUMHU Xapaktepuctukamu. B rpynmax CMA 2 u CMA 3 nogo0HbIX
CBs3€H HE OTMEUYECHO.

Hamuuue nucdaruu y namuentoB ¢ CMA 1 compoBoxaanoch 601ee HU3KUMH pe3ylibTaTaMu
o BCeM cyOmikanam, Kpome ABurareiabHbix HaBbIKOB (p < 0,015). B rpynmax CMA 2 u CMA 3
mucdaruss He BCTpedasiach, IOATOMY KOPpENSLIMM HE OUEHUBAIUCH. JleTh ¢ XpOHHYECKOU
JIBIXaTeNbHON HemocTaTouyHOCThIO (X/H) meMoHCTpupoBain CHUKEHHE 110 BCEM IIATH CyOIIKaiam
DP-3 (p <0,009) B uenom no koropre CMA 1-3. BuyTpurpymnmnoBoii aHanu3 nokasai, 4ro npu CMA
1 naubosee cTpanaiy JBUTATENbHBIC, aalITUBHbIEC, COLIMATLHO-OMOIMOHATbHBIC U I03HABATEIbHBIC
cthepsl (p <0,045), npu CMA 2 — aganTuBHas, COIMATBHO-IMOIIMOHAIbHAS U TTO3HABaTeNbHAS (P <
0,018). B rpynine CMA 3 XJIH oTmedanach TOIbKO y OAHOTO MAIlUEHTA, CBS3H HE BBISBJICHBI.

['eHnepHble pa3inuuusl CTaTUCTUYECKOW 3HAUYMMOCTH HE JOCTHUIIIM, OJHAKO Y MAalbYMKOB
HaOJro1amack TeHIEHIMS K 00jiee BhIpakeHHBIM HapyIIEHHUsIM peud u kKomMmyHuKanuu (p = 0,089).

[Tpu onieHKe BIUSHUS BpEMEHU OT J1e0roTa 3a00JIeBaHU 10 Hayaa Tepanuy yCTaHOBJIEHO, UYTO
y mnamueHtoB co CMA 1 Tuna Oonee mo3nHee Hayajao JICYEHHsS] KOPPEIUPOBAIO C XYALIUMU
MoKa3aTessIMM JIBUTaTEJIbHBIX HaBBIKOB U ajanTuBHOro mnoeaeHus (p < 0,012). ITogoGuble cBsi3u
oTMevanuch 1 y nanueHTo ¢ CMA 3 (p <0,048). B rpynne CMA 2 3HaunMBble NpsiMble KOPPENSALUN
BBISIBJICHBI TIPAKTUYECKH CO BCEMHU CYOIKalaMH, KpoMe «peur M KoMMmyHukamum» (p < 0,002).
TakuMm o0pa3zoMm, OTCpOUEHHOE Hayaslo Tepanuu npu 1odom tune CMA accouunpoBaHo ¢ Oosee
BBIDQXCHHBIMU ~HApYLICHWSIMHM JIBUTaTEJIbHOM, aJalNTHUBHOM, COLMAIBbHO-DMOLMOHAIBHON H
KOTHUTHUBHOU cep.

Taxxe ObLT MPOBENEH aHATU3 MOTEHUUATbHBIX MPEIUKTOPOB HU3KHUX OLEHOK IO cyOIIKazam
DP-3. [I7151 5TOTO MalMEeHTOB C HU3KUMHU i HOPMAJIbHBIMU pe3yiibTaTaMu (CPETHHE U BBIIIE CPETHETO)
CpaBHUBAJIM IO BO3pacTy /1e010Ta, BpeMEHH J10 Havajia Teparnuu, ynuciy konui rena SMN2, ypoBHio
@K, yncimy MOTOPHBIX HaBbIKOB, Hanmuuuio XJIH u nucdaruu.

VY namuentoB ¢ CMA 1 kaxzaplii U3 3TuX (PaKTOPOB IEMOHCTPUPOBAT 3HAUMMYIO CBSI3b C

MMOHMKEHHOW OIIEHKOM 1Mo Kaxaou u3 cdep pazputus. bonee pannumii ae6rT (p < 0,001), MeHbIICe
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yucio kornuit reHa SMN2 (p < 0,007), 6onee 1uTeNbHBIA HHTEPBAJ OT AeOr0Ta 0 HaYajga Tepanuu
(p < 0,040), auskuii ypoeub @K (p = 0,017), MeHbIee yncio MOTOpHBIX HaBbIiKOB (P < 0,010),
Hanmune aucharum (p < 0,001) u XAH (p = 0,045) accounupoBaiuch ¢ HU3KUMH OaJllIaMHU 110 BCEM
cybmkanam DP-3.

VY mnanuentoB ¢ CMA 2 Hu oauH W3 (DaKTOpoB HE OBbUI CBSI3aH C KOMMYHHKATHUBHBIMH
HaBbIKaMu. OIHAKO HU3KKE OIICHKH OCTaNbHBIX cyOmkan DP-3 accoumupoBanuck ¢ 6ojiee paHHUM
nedrotoM (p < 0,042), Gomblmeit 3amep kKol Mexay ae0oToM u HadanoMm Tepanuu (p = 0,041),
auskuM OK (p = 0,014), MeHbIIMM 9uCTIOM MOTOPHBIX HaBBIKOB (p<0,001) u nammuuem XJIH (p <
0,020).

VYV mnanuentoB ¢ CMA 3 3HauuMoO#l OKa3anach CBSI3b MEXKIY CHUXXEHHUEM COILMaJIbHO-
HMOIMOHAIBHON c(hepbl C MEHBIITNM YHCIIOM MOTOPHBIX HABBIKOB U Oojiee HU3kuM ypoBHeM OPK Ha
MomeHT orieHku DP-3 (p < 0,024). 3naurmas oOpaTHas KOPpENSAIUs aJalTUBHOTO MOBEACHUS C
YKCIIOM MOTOPHBIX HaBBIKOB (P = 0,037).

Takum o00pa3oM, JaHHBIE TOKa3aTeNId MOTYT pPAacCMAaTPHBATHCA KaK MPEIUKTOPHl pUCKA
OTCTaBaHUs pa3auuHbIX cdep pasButus npu pasHeix tunax CMA. B rpynne npen-CMA
KOPPEJSIIMOHHBIM aHalu3 HE MPOBOAMICA BBHUJy MAaJOYUCIEHHOCTH U OTCYTCTBHSI HapyLICHUI

Pa3BUTHA.

4.2. Ouenka (pu3u4eCKOro pa3BUTHSA

AHTporiomeTrpusi  (comMmaTOMETpHs), U3MEpPEHHE  aHTPONOMETPUYECKHX  IOKa3aTelsiel
NPOBOJWJIACH HAa BCEX OYHBIX BM3MTaX MM Opanach M3 MEIUIIMHCKON JOKyMeHTauuu (Tmpu
UCIIOJIb30BaHUU PETPOCTIEKTUBHBIX JaHHBIX ). AHTPONOMETPUYECKHE TaHHBIE BKIIOYAIHN BEC U AJTHHY
Tela B IMOJIOKEHMM J€xa. M3MepeHus pocTa BKIHOYAIU CEIMEHTHYIO OLEHKY JUIMHBI Tella Mpu
CKOJIMO3€ WIN KOHTpakTypax. MccaenoBanue npoBoauaocs 0e3 yuera HCIOIb30BaHUs HyTPUTUBHON

MOAACPIKKHU IMAlTUCHTA.

4.2.1. UccnenoBanue HyTPUTHBHOIO CTATyCA

Jlns OIEHKM HYTPHUTHBHOIO CTaTyca WCIOJB30BAICS IMOKa3areidb Z-score, MPUHSATHIN
AMEpHKaHCKUM OOIIECTBOM MapeHTEpaNbHOIO U 3HTepanbHOro mutanus (American Society for
Parenteral and Enteral Nutrition, A.S.P.E.N.), Bcemuphoii opranuzanueii 3apaBooxpanenus (BO3),

Llentpamu 1o kKoHTpoIIIO U Npodmnaktuke 3adboneanuii CIIA (CDC), yrBepxaéunsiii B Poccun.
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Z-score OTpakaeT OTKJIOHEHWE WHIAMBUIYAJTLHOTO 3HA4YCHHS (HAMpUMep, MAacChl Tejia) OT
CPEJHEr0 3HAauYeHHWs B TOMYJSIMH, BBIPAXCHHOE B CTaHIAPTHBIX OTKIOHeHMAX (SD). s
WCIIONIb30BAaHUsI JTOTO TIOKAa3aTelsi B KA4eCTBE KPHUTEPUS paccTpoiicTBa muTaHUs Z-SCOre
paccuuThIBaeTCA Ui OTHOLIeHHs uHaekca maccsl Tena (MMT) k Bo3pacry.

Kputepun HemoctaTroyHOCTH nmuTaHus 1no cootHomenuto UMT k Bospacty (mokasarenb Z-
score) cleayroIIue:

+1 SD — Hopwma,

ot -1,0 mo -1,9 SD— nerkas crenenp HegoctatouHocTH mutanus (HIT),

o1 -2,0 10 -2,9 SD - cpennsis crenens HII,

> -3 SD — tsoxenas crenens HIT.

Kpurepuu n3opTouHOCTH TUTaHks 110 cooTHomeHnto UMT k Bo3pacty (moka3zarenb Z-SCOre):

ot 1,0 1o 1,9 SD — n36bITOYHAs Macca Teja,

oT 2 u BhIme SD — oxxupeHue.

[To pe3ynbTaram 0OCIIeIOBaHHS BCEX MAIMEHTOB HEIOCTATOYHOCTh TUTAHUS BBISBIICHA CPEIU
«1exxaunx» nanueHTos rpynn CMA 1 u CMA 2. B nunamuke yepe3 TpH rojia nokazareiau NUTaHus
OCTaBaJIUCh CTAOMIbHBIMU, 03 3HaunMol nuHamuku. CpenHuil mokaszarens Z-score UMT/Bo3pact

JUTsE BceX uccneoBanHbIX rpynn CMA B quHamuke n300pakeH Ha pucyHke 43.

OvHamuka Z-score IMT/Bo3pacT (M + SD)

2r -+

Z-score IMT/Bo3pacT

-4} /
Mpen-CMA
/ —o— CMA 1 — @K «nexadinn»

—o— CMA 2 — DK «nexaqnin»
—8— CMA 2 — ®K «cnpayunin»
—o— CMA 3 — @K «cuaayuii»
—e— CMA 3 — ®K «xona4unii»

+1 SD - HopMa

0 1 2 3
Busut

Pucynoxk 43 - Cpeauuii nokasarens Z-score UMT/Bo3pacT mis Beex uccnenoBaubix rpynn CMA
B JIMHAMHMKE (OnUcaTeNbHasi CTAaTUCTUKA)

VY namuentoB B rpymnne CMA 1 ©K «iexaunit» Ha Buszute 0.0 cpennuii Z-score COCTaBUI -

1,40 + 1,46 mpu uucne obcnenoBanHbix 44 (Pucynok 44 (A)). HopmanbHble nokazatenu MUTAaHUS
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obun y 12 (27,3%) marnumentoB, npu 3tom nérkas HIT BeissBaena y 10 (22,7%) manmeHTOB,
cpeanersixénas HIT — y 16 (36,4%) u Tsoxénas HIT — y 3 (6,8%). M30biTounas macca Telna
ormeueHa y 3 (6,8%), oxxupenue He 3apeructpuponano. Ha Busure 1.0 (n = 42) cpeanuii Z-score
coctaBui -1,25 + 1,70, na Busute 2.0 (n=31) — cHuswmics o -1,35 £ 2,20. YacToTra HyTPUTUBHBIX
HapyIleHuH n3MeHWIach He3HaunTelbHO. K Busuty 3.0 cpennuii Z-score coctaBui -1,43 £ 1,21 (n=
24). JIérkas HII onpenenena y 9 (37,5%), cpennersokénas — y 7 (29,2%), tsoxénas — y 1 (4,2%)
nanuenTa. M30brounas macca tena — y 2 (8,3%), oxxupenue He BoisiBieHO. Mexay Buzutamu 0.0 u
3.0 He BBISIBJICHO CTaTUCTUYECKU 3HAUMMBIX U3MEHEHUN Z-score. HopManbpHbIe TOKa3aTen Ha BCEX
BU3UTaX BapbUpoBanu B npeaenax ot 20% no 30%.

B rpynne CMA 2 ©K «iexxaunii» JaHHbIE 110 BeCy ObUIM TOJIBKO y JBYX marueHtoB. O0a
nanueHTa umenu Tsokényro ¢opmy HIL VYV mamuentoB B rpynme CMA 2 OK  «cuasumii»
(mpeacraBneHo Ha pucyHke 44 (b)) Ha mpoTsHKEHUU HAONIONEHUS OTMEYaaach MOJIOKHUTEIbHAs

JAUHaMHKa HYTPUTUBHOI'O CTATyCad, HC AOCTUIHIAA CTATHUCTHYCCKU 3HAYMMOM pa3HULbI MCKAY

BU3UTAMU.
CMA 1, PK «nexxauum» CMA 2, DK «cupa4uin»
n=44 h=42 n=31 n=24 n=31 n=27 n=29 n=15
100 2 A% 100
6.8%
2%
5 20.8% 80 13.3%
80 73% 23.8% 29.0%
7.4% 17.2%
£ £
3 60 S 60 a8.4%
o
3 22 37.5% H 29.6% s
o 33.3% 29.0% =3 7
= 40 c 40 41.4%
6.5% 11.1%
36.4% 14.3% 16.1%
20 - E 29.2% 20 19.4% 11.1% 13.3%
- - - 13.8% -.
o 0.0 1.0 2.0 3.0 o 0.0 1.0 2.0 3.0
BU3NT BusuT
KaTeropwn
N Tsaxenas HM CpenneTsxenas HIM Nerkasa HI Hopma N36bITONHaa Macca B OxvpeHwne

Pucynox 44 - Jlonst maliu€HTOB ¢ Pa3IuYHBIM CTATyCOM IMHUTAHUS y MAIIUEHTOB B TPyIINax
A. CMA 1 ®©K «iexaunity. b. CMA 2 OK «cumstaniin»

Cpennuii Z-score yBenuumics ¢ -0,49 + 2,27 na Buzute 0.0 (n = 31) o 0,24 +2,08 Ha BU3UTE
2.0 (n=29), ¢ mocneayomuM HeOOIbIUM cHUXeHHeM 10 -0,13 £ 2,06 na Buzute 3.0 (n = 15). [lpu
ATOM CpEJIHUE 3HAUCHHS HAXOAWIKCh B IMana30He HOPMAJIbHOTO cTaTyca nutanus. Yacrora J€rkon
HIT coxpansizace ot 2 (6,5%) Ha Busute 0.0 1o 2 (13,3%) na Busute 3.0. Cpennersokénas HIT
BBISBJIsUIACh TOJbKO Ha Bu3uTax 0.0 u 1.0 — 6 (19,4%) u 3 (11,1%), coorBeTcTBeHHO, TshkEnas HIT
— 3 (9,7%) u 4 (14,8%), Taxxe na Busute 3.0 Tspxénas HIT cocraBuna 2 (13,3%) manueHTOB.
Yacrora oxxupenusi ypenuumiack ¢ 4 (12,9%) na Busure 0.0 1o 7 (25,9%) Ha Busute 1.0, 3atem

cocraBuia 6 (20,7%) ua Busute 2.0 u 2 (13,3%) Ha Busute 3.0 O6€3 CTATHCTHYECKOW 3HAYMMOCTH.
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V naumentoB B rpynine CMA 3 OK «cunguunii» Ha Buzute 0.0 cpegnuii Z-score COCTaBUII
0,36 +2,85 (n=10). Cpennersxénast HIT ormedanace y 1 (10,0%) naruenra, tsoxénas — y 2 (20,0%),
a oxupenne — y 5 (50,0%). Ha Busute 1.0 (n = 17) Z-score ocraBajicsi HA TOM XK€ YpPOBHE —
0,39+2,00; ma Busure 2.0 (n = 15) cpeanuit Z-score cocrapmi 0,32 +2,31. K Busuty 3.0 (n = 5)
cpeaumii  Z-score cHumsmiucs g0 -1,07+2,01, mpu stom y 3 (60,0%) mamueHToB Oblia
nuarHoctupoBana cpeanetsbkénas HIL Oxupenns u tsxenoit HII e BoisiBeH0. Mexny BU3UTaMu
0.0 1 3.0 He BBIABIEHO CTATUCTUYECKU 3HAUMMBbIX U3MEHEHUH Z-score (p > 0.05). lonst maunueHToB ¢
pa3IMYHBIM CTaTycOM MHTaHWs y manueHTtoB B rpymnmne CMA 3 (OK «cwasumii») mokasaHa Ha
pucynke 45 (A).

V¥ namuentoB ¢ CMA 3 @K «xoasuunii» HyTpUTHBHBIN CTaTyC B LI€JIOM OCTABAJICS CTAOMIIbHBIM
C YMEpEHHBIMH KOJeOaHUSMH M YBEIMYEHHUEM TMoKazartens Z-score K Bm3uTy 3.0, HO
coxpansronMcs B mpenenax Hopmbel (p = 0,0147). Ha Busure 0.0 cpemnmii Z-score COCTaBHII
0,00£1,77 (n = 5); nérkas u cpenrersvkénas HIT ormevamucs y 1 (20,0%) cooTBETCTBEHHO,
u30bITouHast Macca tenia — y 3 (60,0%). K Busury 1.0 (n = 10) HaOIr01270CH CHIKEHHE Z-SCOTe 710
-0,30 + 1,54, pu stom nérkas HIT Beussisiace y 2 (20,0%), cpennersokénas — y 1 (10,0%), a
u30bITouHast Macca tena — y 3 (30,0%). Ha Busure 2.0 (n = 12) cpenuuii Z-score MOBBICHICS 10
0,16 £1,79. K Busury 3.0 (n = 5) Z-score noctur 0,67 + 1,27, npu 3tom nérkas HIT coxpansitacs y 1
(20,0%), a uzbObITOUHAs Macca Tena Habmoaanack y 3 (60,0%) maruentos. Jlanusie B rpynne CMA

3 (K «xoasuuii») npeacrasieHbl Ha pucyHke 45 (b).

CMA 3, &K «cnpgauun» CMA 3, ®K «Xoga4mnin»
n=10 n=17 n=15 n=5 n=5 n=10 n=12 n=5
30.0%
80 80
33.3%
20.0% 0% .09
. a5l3% G o . 60.0% 60.0%
% 60 3 60
I =1
2 g 40.0%
c c
a0 20.0% a0 33.3%
23.5%
33.3% 60.0% 20.0% 20.0%
10.0% .
J o
20 o 20 20.0% -
11.8% 6.7% 20.0% 20.0%
10.0% _
0 0.0 1.0 2.0 3.0 0 0.0 1.0 2.0 3.0
Buzut Buanut
KaTeropwnmn
BN Tsxxenas HMN CpenHeTtsaxxenas HM Nerkas HM Hopwma M26bITO4HaA mMacca Hl OxunpeHune

Pucynok 45 - Jlons manveHToB ¢ pa3IndyHbIM CTaTyCOM IUTAHUS y ManueHToB B rpynmne CMA 3
A. OK «cungunity b. OK «xoggumii»

V¥ Bcex manueHToB B rpynie npea-CMA craTyc muTaHus IPEUMYIIECTBEHHO COOTBETCTBOBAI

HOpMC, Ha BHU3UTC 0.0 Yy OOHOI'0 TMAalUCHTA BBISABJIICHA M30BITOYHAS Macca Tella C HOCHGHYIOLHCﬁ
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HOpMalM3alue, ciydaeB neduuuMTa Macchl Tejla HE BbIABIEHO. B aguHamuke oTMeueHa

HOpMau3anus nokasarenei K Bu3uty 1.0 (mocneaHuii u3 MpoBeIEHHBIX BUSUTOB).

4.2.2. UccnenoBaHue pocTa

Jlnst GoybIIMHCTBA MAUEHTOB C TsHKETBIM TeueHueM CMA (ocoberHo CMA 1 u 2), y KOTOPBIX
HAOMIOAIOTCA  KOHTPAKTYPbl, CKOJIMO3, HECIOCOOHOCTh  BBIIPSIMHUTHCS, HCIOJIb30BAIACH
CerMEHTapHas METOAMKA OLIEHKU JJIHMHBI Tesia. B sToM ciyyae ayimHa Tella pacCUMTHIBAIACH Kak
CyMMa TpEX MOCIE0BATENbHBIX OTPE3KOB, U3MEPEHHBIX C TOMOIIBI0 U3MEPUTEILHON JICHTHI:

1. or makymiku 10 60IbIIOTO BepTea OeIpeHHON KOCTH,
2. ot Oeapa 10 HAAMBIIIEIKOB OeIPEHHON KOCTH (KOJICHO),
3. OT KOJIeHA /IO MATOYHON KOCTH.

Kaxnoe u3mepenne nmpoBOIMIOCH TPUKIIBI, U UCTIONB30BAJIOCh CpeaHee 3HaueHue. Jlanee atn
TP CErMEHTa CYMMHPOBAINUCH, YTOOBI MONYYUTh MNPUONMKEHHYIO JUMHY Tena. CoriacHo
JUTEpaTypHbIM JaHHBIM, TaKOW IMOAXOJ MO3BOJIAET OOJee TOYHO HM3MEPUTHh POCT y JAETe ¢
BBIPAKCHHBIMH OpTOnenuueckiumu HapymeHusmu (De Amicis et al., 2021).

Jns aHanmm3a OTKIOHEHWH pocTa B KayeCTBE KPHUTEPHUS HCHOJIB30BAJICS Z-SCOre pocTa B
CPaBHEHMH C BO3PACTHBIMH HOPMaMHU POCTA.

Kputepun 3afepKkd pocTa IO COOTHOIICHHIO pOCTa K Bo3pacTy (mokaszarenb Z-SCOre)
CIIeAYIOIIHE:

Hopwma: ot -2 o +2 SD.
Huskopocnocts: <-2 SD.
BeipaxxeHnHas 3aznepkka pocra: <-3 SD.
Bricokopocnocts: >+2 SD.

[To pe3ynbpTatam 00CIIEOBaHUS BCEX MAIIEHTOB 3HAUMMBIX OTKJIOHEHHH OT HOPMBI IO POCTY
HE BBISIBJICHO. B TMHaMuKe yepe3 TpH rojia mokKa3aTeNl pocTa OCTaBAIHCh CTAOUILHO HOPMAIbHBIMH.
Cpennuii mokazaTens Z-score pocT/BO3pacT i BceX HcciefoBaHHBIX rpynn CMA B guHaMuKe

M300pakeH Ha pUCYHKE 46.
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[OnHamuka Z-score pocTt/Bo3pacT (M + SD)
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0 1 2 3
Buant
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Pucynok 46 - Cpennwuii mokaszarensb Z-SCOre pocT/Bo3pacT Il Bcex uccienoBanubix rpymn CMA B
JMHAMUKe (OmHcaTeIbHask CTATHCTHKA)

B rpynne CMA 1 ®K wiexaunii» 6onee 87% mNanueHTOB UMENIM HOPMaJbHBIM POCT Ha
npoTsbkeHun Bcero HaOmoaeHus (Pucynok 47 (A)). CTaTUCTUUYECKH 3HAYUMOTO PA3ITUUUS MEKIY
Bu3utamu 0.0. u 3.0 He BesBIEeHO. Ha Busute 0.0 cpenuuii Z-score pocra coctaBuia 0,26 £ 1,40 (n =
44) u x Bu3uty 3.0 causmics 1o -0,49 + 1,35 (n = 24) (p=0,017). HuzkopociocTs BeisiBiieHa Y 6,8%
(3) na Buzure 0.0, 7,1% (3) na Buzure 1.0, 6,5% (2) na Busure 2.0 u 12,5% (3) na Buzute 3.0.
Bricokopociocts BeTpevanacs y 2,3% (1) na crapre, 2,4% (1) Ha Busute 1.0 u He peructpupoBaiach
Ha Bu3uTax 2.0 u 3.0.

B rpynne CMA 2 ®K «wiexaunii» 0O0bEM MAaHHBIX OIPAaHMYEH: HA KaXJOM BH3HTE
IpeJICTaBICHO He Oosiee ABYX ManueHTOB. HU3KOPOCIOCTh perucTpupoBanach y OJHOTO U3 ABYX
MAIMEHTOB Ha BCEX BU3UTAX.

B rpynne CMA 2 ®K «cuagunit» OGonee 75% manueHTOB MMeNW HOPMAlbHBIM pOCT Ha
MPOTSHKEHUH Bcero Habmonenus, u 77,4% na nepBoMm Busute 10 tepanuu (0.0). Cpennuii Z-score
coctaBui -0,53 + 1,85 na Busure 0.0 (n = 31), -0,38 = 1,40 na Busure 1.0 (n = 27), -0,62 £ 1,53 Ha
suzute 2.0 (n = 29) u -0,58 £ 0,99 na Busure 3.0 (n = 15). Huskopocmocts otmeueHa y 7 (22,6%)
NanueHToB Ha ctapte, y 4 (14,8%) ua Busure 1.0, y 6 (20,7%) Ha Busute 2.0 u 1 (6,7%) namueHTa
Ha BusuTe 3.0. BRICOKOPOCIIOCTh perucTpupoBaiach TONbko B Hadane: 1 (3,2%) nanuenTta Ha BU3UTE

0.0 u 1 (3,7%) na Busure 1.0 (Pucynoxk 47 (b)).
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PI/ICYHOK 47 - [[OJ'IH MNanueHTOB C Pa3JIMYHbIM POCTOM Yy MAIMCHTOB B I'pyIIIax.

I'pynnma CMA 3 ®K «cuasuuit»y. bonmee 90% mnamnueHToB MMeIN HOPMalbHBIA POCT Ha
npoTsbkeHuu Beero Habmonenus. Ha Busure 0.0 cpennumii Z-score coctasun -0,76 + 0,87 (n = 10), Ha
Bmute 1.0 — -0,71 £1,36 (n = 17), na Busure 2.0 — -0,47+ 1,17 (n = 15), u Ha Bu3ure 3.0 — -
0,32+£0,89 (n = 5). Huskopociocts BbisiBiicHa Toibk0 y 1 (10,0%) nanuenrta Ha Buszute 0.0 my 1
(5,9%) na Busure 1.0 (oauHaKOBOE aOCOIIOTHOE 3HAYEHHKE). BRICOKOPOCIOCTH HE 3apEruCTPUPOBaHa
(Pucynox 48 (A)).

I'pynna CMA 3 ®K «xopsuuit». bonee 80% mnainueHToB MMeEIM HOPMaJIbHBIN POCT Ha
npotrsbkenun Bcero HaOmonenus (Pucynok 48(b)). Cpenuuii Z-score Ha Busute 0.0 coctaBui -
0,01 £1,60 (n=15), va Buzute 1.0 — 0,19+ 1,34 (n = 10), Ha Busute 2.0 — -0,03+ 1,23 (n=12), u

Ha Busute 3.0 — -0,47 + 1,08 (n = 5). HuzkopocnocTs 3apuKkcupoBaHa TOJIBKO Y OJHOIO MaIMeHTa

Ha BCEX BU3HUTaxX. BricokopocnocTs He HabI01a1ach.

A. CMA 1 ©K wiexaunity. b. CMA 2 OK «cumstaniin
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Pucynox 48 - JloJisi maliueHTOB ¢ pa3IuyHbIM POCTOM B I'PYIINAX.
A. CMA 3 OK «cupsunity, b. CMA 3 OK «xonsaauiiy

B rpynmne npen-CMA (n=6) HU3KOPOCIOCTh U BEICOKOPOCIIOCTh HE 3apErUCTPHPOBAHbI.

4.3. UccaenoBanue 0yjab0apHoil pyHKIHI

[IpoBeneno wuccrnenoBanue OynbOApHBIX (QYHKIUH C OIEHKOW HAIMYUs y MAIMEHTOB
IU3apTpUX/aHApTpUu, Aucharud W HEOoOXOAMMOCTh HCIOJIB30BAHUS 30HJOBOTO SHTEPAIBHOTO
MUTAHUS B TMHAMHKE BO BCEX T'PYIIIAX.

VY nanuentoB co CMA 1 B ®K «wiexaunii» OONBIIMHCTBO MALUEHTOB JEMOHCTPUPYIOT
nopaxenue OynpOapHOil rpynmnsl Mei (Pucynok 49). HaGnromgaercs BbIpakeHHas JIUHAMHUKA C
yBEJUYEHHEM 10 YacToTe au3apTpuu: ¢ 26/56 (44,1%) na crapte (0.0) no 36/47 (76,6 %) na BusuTe
2.0, u nanee 1o 33/39 (84,6%) maruentor k Bu3uty 3.0 (p < 0,001). Ha pannux Buszurax (0.0 u 1.0)
OOJIBIITMHCTBO MAIMEHTOB OBLIM MOJIOXKE ABYX JeT — 52 (88,1%) u 34 (60,7,3%) cOOTBETCTBEHHO, Y
KOTOPBIX JMAarHOCTHKa au3apTpuu 3arpyaHeHa. K Busuty 2.0 Bce manuentsl (100%) yxe crapiie
3TOr0 BO3pacTa, 4YTO MOTJIO MOBJIUATH HA BBIABISEMOCTb HapyleHHus. TakuM 06pa3oM, pocT YaCTOThI
nuzaptpuu K Bm3uTy 3.0 (mo 84,6%) MOXKeT OBITH CBs3aH HE TOJBKO C TPOrPECCHUPOBAHUEM
3a00JIeBaHUs, HO M C TeM, YTO TUArHO3 CTAHOBHTCS JIOCTOBEPHBIM TOJBKO IMOCTE JIBYX JIET, KOT/Ia
peueBble GyHKIUU yxe chopmupoBanbl. [lomHoe orcyrcTBUe peun (aHaptpus) Ha Buzute 0.0 y
nanuentoB B rpynne CMA 1 BoisiBnena y 8/59 (13,6%) naumentoB, 6e3 nuHamMuku K BU3UTY 3.0
4/39(10,3%) (p=0,250).
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100 HapylweHuns pe4n v rnotaHms y nauymeHTos ¢ CMA 1 ("nexa4qne")
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Pucynoxk 49 - Jlona nanuenTos B rpynne CMA 1®K wiexaunii» ¢ HapylIeHUEM ITIOTaHUS U PEUH

Yacrora nquarHoctupoBanus nucdaruu B rpymnmne CMA 1 octaéTcst OTHOCHTENFHO POBHOM Ha
Bcex Busutax ot 22,0% mo 25,6% (p=1,000), xkak u MOKa3aTeaud 30HJOBOIO KOPMIICHUSA
(MCTIONIB30BaHKME TaCTPOCTOMBI MIIM 30HA0BOTO KopmiieHus). CiydaeB JeTeil Ha MOJTHOM 30HIOBOM
kopmiieHnu Ha Bu3ute 0.0 (N=59) cocrasinser 9 (15,3%), a Ha wactuunom 3 (5,1%) ciryyasi, a K BUBUTY
3.0 (n=39) -5 (12, 8%) u 4 (10,3%) coorBeTcTBeHHO (03 cTaTucTHUYeCKOU 3HaunMocTu p=>0,102).

B rpynnie CMA 2 ®K «wiexaune» Bce (N=4) HalMeHThl UMEIOT JAU3aPTPUI0 HA TPOTKCHUH
HabmoneHus. MicxoqHo 2 manuenta umenu aucharvio U K BH3UTY 2.0 MCHOIB30BAIM YaCTUYHOE
MUTaHUE Yepe3 raCTPOCTOMY, HO M3-3a MaJIOil BBIOOPKH CTaTUCTHUYECKAsk 3HAYUMOCTh OTCYTCTBYET.

B rpynme CMA 2 ®K «cuasuuit» yacrtota BcTpedaemMocTd muszaptpuu Ha Busure 0.0
cocraBisier 7/48 (14,6%), u x Busuty 3.0 cocraBnser 7/23 (30,4%) u Oe3 cTaTUCTHUYECKOU
nocroBepHocTH (p > 0,5) (Pucynok 50). Jlucharus u 30H10BOE IHTEPATBHOE KOPMIIEHHE B JTAHHOM
rpynmne He 3apeructpupoBaHo. [Ipu nuzapTpum yaie BCTpedyaslioch MEHbIIEE YHCIO KOMUN TeHa

SMN2 (p = 0,034) u MeHbIIIE MOTOPHBIX HaBBIKOB (p = 0,047).
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100 HapyweHuna peyn n rnoTaHua y naumeHTos ¢ CMA 2 ("cnpayune")
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Pucynoxk 50 - Jlona nanuenTtos B rpynne CMA 2 OK «cusumiiy» ¢ HapyleHueM IJI0TaHus U peuu

VY nanuentoB B rpynne CMA 3, nezaBucumo ot OK («cuasauniiy wim «XoAsuuid»), 4acToTa
nu3apTpun Hu3kas — Makcumym 3/19 (15,8%) wa Busure 1.0 y CHASYMX MAIMEHTOB W HE
JICMOHCTPUPYET 3HAYMMBIX H3MeHeHu#t B auHamuke (P=1,000) (Pucynok 51). Ilpu Hamuuuu
nu3aptpun Habmromamck 6omee Beicokuii @K (p = 0,002) u Oosbiiee 4nciio MOTOPHBIX HABBIKOB (P
< 0,001), a Taxxke OGomee kopotkoe Bpems a0 JedeHus (p < 0,001). ducdarus m moTpeOHOCTH B

30HAOBOM IIUTAHHUU OTCYTCTBYIOT Ha BCCX BU3UTAX.

100 HapyweHus pe4n u rnotaHus y naumeHTos ¢ CMA 3 ("cnasyue” + "xonsque")
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Pucynok 51 - Jlong nanmenTos B rpynne CMA 3 ©K «cuasauunii» u «Xoa4uii» ¢ HapyleHueM
IJI0OTaHus U peun (00beTMHEHHBIE JaHHbIE) -

VY nanuenrtoB rpymmsl npea-CMA (n=6) BHe 3aBHCHMOCTH OT cTaTyca qu3apTpus, qucharus

n HGO6XOJII/IMOCTI) B 30HJOBOM IIMUTAaHWU HE 3apCrUCTPpHUPOBAHA.
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Koppeassunonnsiii ananu3. [IpoBeneH KOPpEISAIMOHHBIN aHAIU3 HAIWYUS IU3APTPHUH,
aHapTpuH, JUc(aruv U UCHOJIB30BAHUS 30HJIOBOIO KOPMIICHHS (TacTpOCTOMA/30HJ) B TPYyMIax ¢
BO3pacToM je0roTa, uncioMm komuii rera SMN2, Bpemenem oT nebroTa OO CTapTa TepamluH,
(GyHKIIMOHAJIBHBIM KJIACCOM U YHCJIOM MOTOPHBIX HaBBIKOB.

e B rpynmme CMA 1 OK «iexauuily nu3apTpus, aHapTpuss W jaucdarvds JT0CTOBEPHO
ACCOIIMUPOBAIUCH ¢ MEHBIIMM 4yncioM kornuii reHa SMN2 u 6osnee panHuM nebroToM (p <
0,001), HO HE ¢ BpeMEeHEeM 10 Havyalla Tepanui. AHapTpHs U Auc(harus Jaiie BCTpeyaiuch Ipu
oonee Huzkom DK (p < 0,001) u MenblmeM uwucie MOTOpHBIX HaBbIKOB (p < 0,001).
[ToTpebHOCTH B 30HAOBOM MHUTAHUU/TACTPOCTOME ObLIA BBIIIE MPU MEHbBILIEM YHCIIE KOMHIA
resa SMN2 (p <0,001), paarem aedrote (p < 0,001), Hru3kom @K (p <0,001) 1 orpaHUICHHBIX
MOTOpPHbIX HaBbIKax (p < 0,001).

e CMA 2 OK «cuasunii»: Haau4ure Iu3apTpUy 3HaYUMO KOPPEIUPOBAJIO C YUCIIOM KOMU reHa
SMN2 (p=0,034) u uuciom MOTOpHBIX HaBbIKOB (p=0,047). Koppemsuuu ¢ Bo3pacTtom
ne0rora, BpeMeHeM OT ae0roTa A0 Havaja Tepanud W (PYHKIHMOHAIBHBIM KJIACCOM HE
BBISIBJICHBI.

e (CMA 3 OK «cuasumii» 1 «X0AsIUUii»: HATMYUE KOPPEISIIUN HaTu4Ksl JU3apTPUHU C BPEMEHEM
OT J1e010Ta /10 Havaja Tepanuu, GyHKIHOHAIBHBIM KJIACCOM, YUCIOM MOTOPHBIX HABBIKOB, C
guciioM koruii reHa SMN2 1 Bo3pactom 1e010Ta HE BBISBIICHBI.

B rpymmax CMA 2 «cupsunity, CMA 3 u npen-CMA ciydaeB aHaptpuu, aucharum u
UCIIOJIb30BaHUE 30HJ0BOIO IUTAHMSI HE BBISBICHO, KOPPEJSILIMOHHBIM aHAIU3 HE BbIIOJIHSIIC.
Koppensuonnsiii ananus B rpynne CMA 2 «iexaunii» U He BBITIOJHSJICS B CBA3HM C OTPAaHUYEHHBIM

pasmepom BeIGOpkH (N=4).

4.4. UccienoBaHue AbIXaTeJIbHON CUCTEMBI

Bcem nersM, BKIFOUEHHBIM B HCCIIEIOBAHWE, MPOBOAWIOCH KOMILUIEKCHOE HCCIIEI0BaHUE
JbIXaTenbHON cHucTeMbl. OLEHKa COCTOSIHMSI OCYIIECTBIISIACh HAa OCHOBAHMM JAHHBIX ONpOCa,
KIIMHUYECKOTO OCMOTpa M HHCTPYMEHTAJIBHBIX METOJOB UCCIIEOBaHUS  (CIIUPOMETPUS).
[TIpoBoauicsa aHanu3 MEIMIMHCKON TOKYMEHTAallMM HAa MPEAMET NEPEHECEHHBIX PECHUPATOPHBIX
COOBITUH 3a MPOMIEANINN TOJI; KOJIWYECTBO JOKYMEHTAIBHO MOATBEPKICHHBIX MTHEBMOHUHN JTFOOOM
ATHOJIOTUHU, OPOHXHMTOB, YHCJIa SKCTPCHHBIX U IIAHOBBIX TOCTIUTAIM3ANNH (B TOM YHUCIIE B OT/ICIICHHE
peaHUMAllMi W WHTEHCHBHOM TEpanuu), JTUTEIBHOCTh (YacOB B CYTKH) HAXOXICHHUS Ha

HNBJI/HNBJI, a Takxxe UCHOIb30BaHNE OTKAIILUINBATES.
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JlnarHo3 XpOHUYECKOM JbIXaTeNbHOM HEJOCTATOYHOCTHM y mnanueHtoB co CMA
YCTaHABIUBAJICSA MYJIbMOHOJOTOM TNPEUMYIIECTBEHHO HA OCHOBAHMM KJIMHUYECKUX JIaHHBIX:
YacTOTHI JbIXaHUs, HAJIMYUS OJIBIINIKH, MPU3HAKOB IapaJOKCAIbHOTO JbIXxaHUs. Bce MalueHTsl,
nMmerommue J[H 1-3 crenenu, 6putn 00beIMHEHBI B OJIHY TPYIIY - AeTel ¢ cumnToMamu XJH.

IIpu naznauennn HUBJI npumensuics Kak MPOAKTUBHBIA IMOAXOM, TaK M 00sA3aTEIIBHOE
Ha3HAYCHUE MPU BBUIBICHUM HOYHOM THIIOKCEMHH WM CUHApoMa amHod/runonHod. HUBJI
pexoMeHioBaH Obul BceMm mnamueHtam ¢ @K «wiexaunity npu Hanmuumun X/H - He3aBUCHMO OT
MoKa3aTeled KOHUEHTPAlMM Ta30B B KpOBH, NoKa3aTelled CHUPOMETPUM WU HOYHOU
MyJCOKCUMETPUH, «cuasiunMy» nanueHTam npu cHmxennn OXKEJI no 50% u Hike w/wiu npu
BBISIBIICHMHM HOYHOW TMITOBEHTHIISALIMYU WITH artHod [24].

VY psna nmanveHToB Ha MEPBUYHOM M MOCIEIYIOLIMX BU3UTaX MPUCYTCTBOBAIU IMOKA3aHUS K
nposeaennto HUBJI, oqHako Ha MOMEHT OCMOTpa TEXHHMKA JUIsl €€ BBINOJIHEHUS OTCYTCTBOBAJIA
W/WIA POAMUTENH BBIPAXKAITU OTPHUIATENILHOE OTHOIIEHHWE K HCIOJb30BAHUIO JAHHOTO METOoja
noanepkkH, Beaeacrasue yero HVBJI He mpuMeHsace 110 NOKa3aHUsIM.

CnupomeTpusi NpOBOAWIACH JETSAM, JOCTUTIIMM IISITUIETHEro Bo3pacta. OlieHuBajach
(byHKIIMOHAIbHAS )KU3HEHHAs EMKOCTh JIETKUX U MUKOBasg 00beMHasi CKOPOCTh BBIZOXA.

AHanm3 TMHAMUKY TPOBOJMIICS CPEIU MAIlEHTOB, Y KOTOPBIX €CTh JJaHHbIE B 00EHX TOUKaX: s
OMHApHBIX KAaTETOPUAILHBIX MEPEMEHHBIX HCHOoJb30Balica TecT MakHemapa; /st mOpsSIKOBBIX U
KOJIMYECTBEHHBIX C HEHOPMAJbHBIM pacIpe/leIeHUEM HCIOIb30BalICS TecT BuikokcoHa; g
KOJIMYECTBEHHBIX C HOPMaJIbHBIM pPacHpe/leIEHUEM MCIOJIb30BaICS I-TecT Uil CBSI3aHHBIX

COBOKYITHOCTEH.

4.4.1. Knuuu4yeckKas oleHKA ObLIXATEJLHOH CHCTEMBbI

JIMHAMHKA TBIXaTeNIbHBIX TECTOB U PECITUPATOPHBIX COOBITUH y MAIUEHTOB C Pa3HBIMH THIIAMHU
CMA neMOHCTpHpPYET OTYETIMBBIC pa3lInyus, 3aBHCAIINE KaK OT (OPMBI 3a00JI€BaHMs, TaK U OT
(YHKIIMOHAJIBHOTO CTaTyca Ha cTapTe HAOIIOICHHS.

B rpynmie CMA 1 ®K «wiexauune» Ha crapre uccienoBanus 40/59 (67,8%) manueHTOB HUMETH
cumnrombl X/TH, 36/47 (76,6%) na Busute 2.0 u 29/39 (74,4%) na Busute 3.0 (0e3 cTaTUCTHYECKON
3HaunMmocTH, p>0,05). 1o NeMOHCTpUPYET BHICOKYIO 4acTOTY BcTpedaeMocT X/IH y manueHToB co
CMA 1 Ttumna B TeueHHE BCETo Mepruoia HaOIro1eHusl.

Ha crapte o6GcmenoBanus (Busut 0.0) 14/59 (23,7%) nammentoB ¢ XJIH mnamueHToB
ucnons3oain HUBJI <16 yacoB B cytku, a 11/59 (18,6%) nereil HyXgaquch B pecnupaTOpPHOIL

nopaep:xxkke HVBJI, HO He ucnonb3oBanu €€ Ha MOMeHT BbisiBieHUs X/IH. [Jons Hyxaaromuxcs, HO
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HE WCIOJB3YIOMUX moanepxky 3/47 u 2/39 (6,4% u 5,1%) maunuentoB Ha Buzutax 2.0 u 3.0
cootBeTcTBeHHO (0€3 crarucruyeckoi 3HauummoctH, P>0,05). Ha Busure 3.0 ucnons3yror HUBJI

18/39 (46,2%) maunenToB. JlanHble 110 pecriuparopHoi noanaepxke B rpymnmne CMA 1 Ha pucynke 52.
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Pucynok 52 - I'pynna CMA 1, 06beM peciupaTopHO# MOJICPKKH (OmucaTebHas CTATHCTHKA)

Ha crapre uccienosanus nocrossuayto HUBJI (> 16 yacoB B cyTku) ucrnonb3oBanu 2 (3,4%)
nanuenta u 3 (5,1%) naxomwimuch Ha mocrosuHod MBJI B rpymne CMA 1. B atux 5 ciydasx
HEOOXOIMMOCTh B TIOCTOSIHHOW BEHTHJISIIMM BO3HUKIIA JI0 Havajla MaTOTCHETHYECKOW Teparuu B
Bo3pacte oT 1 710 6 mecsnes. [anee, Ha hoHe MPUMEHEHHS MaTOT€HETHYECKOM TEPANTUH U YITYUIICHHS
COCTOSIHMS JIbIXaTeJIbHOM MYCKYJIATyphl 4 U3 5 MallUeHTa NEepPEeBEAECHBI C MOCTOSHHON BEHTUIISIIIUU HA
ucnonszoBanue HUBJI <16 ywacoB B cyTku (Tonbpko HO4YHast BeHTumsus HYBJI B cpennem mo 12
yacoB B cytku). B mpoBenennn HMBJI >16 yacoB B CyTKM Ha HpPOTSHDKEHMM BCETO NEpUoAa
HaOmroeHus (3 ro/a) HyK1aJacsi TOJIBKO OJUH PeOCHOK.

B rpynne CMA 1 4ucio nanueHToB ¢ HATMYUEeM XPOHHUYECKOTO aCIUPAIlMOHHOTO OpOHXHTA
ocraBajioch 06e3 auHamuku: ot 12/59 (20,3%) Ha crapte 10 9/39 (23,1%) na Busute 3.0 (p>0,05). ITo
KOJIMYECTBY PECIUPATOPHBIX COOBITHH y «wiexaunx» nanueHtoB ¢ CMA 1 tuna HaOmromaercs
U3MEHEHHE MEXKBApTHIIBHOTO pazMaxa ¢ meamanou 0 [0;0] ma crapte g0 0 [0;1] Ha Bu3mTe 2.0.
Junana3zon Ha Bcex Bu3MuTax oT 0 m Makcumym aocrturaeT 3HaueHus 10 Ha Busute 1.0. Pa3nuua B
KOJIMYECTBE PECIUPATOPHBIX COOBITUH B JIUHAMHKE HA BU3UTAX M CHMIITOMOB TOPaKEHUS

JpIxaTesbHOM cucteMsl B rpynne CMA 1 He 1ocTHraeT cTaTuCTUYECKONW 3HAYMMOCTH.
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Onun pebenok u3 rpynmnsl CMA 1 moru6 yepes 2 rojia mociie HHUITHAIIUN TaTOTeHETHIECKOM
Tepanuu B Bo3pacte 34 mecsies. [IpuunHoil cMepTu mociyxuio passutue octpoir JIH Ha ¢one
OCHOBHOTO 3200JIeBaHUSI.

VYV mamuentoB ¢ CMA 2 nuHamuka pasnuuaercss B 3aBucumoct oT OK. VYV wiexaunx»
pecnupaTopHble HapylleHus 0Ooyiee BBIPaKEHBI, HO TPYINa MpEACTaBlIeHAa MajbiM KOJIUYECTBOM
(n=4). IBa peOeHKa Ha BCeM MPOTSDKEHMU UCCIeNOBaHHS uMenu cuMmnTombl XJIH, XxpoHuueckuit
acMpanuoHHbIi OpoHXUT u ucnonb3oBaan HUBJI (<16 gacoB B cyTtku). [Ipu 3Tom cpenm HHX
pecupaTOpHbIe COOBITUS MPEACTABICHBl €IUHUYHBIMU CIy4asiMU U CTaTUCTUYECKH HE 3HAUMMBL.
JBa npyrux namnuenrta He umenu cumntToMoB X/IH Ha npoTsbKeHUH UCCIeIOBaHMs U HE HYKJIaIHCh
B HUBJIL

VY «cupsunxy» nanuentos B rpynne CMA 2 Ha crapte X/{H peructpupyercs y 15/48 (31,3%)
nanuentoB, 15/38 (39,5%) na Busute 2.0 u 10/23 (43,5%) na Busure 3.0, Oe3 IUHAMHUKH.
Heo0x0auMocTh B pecipaTopHOi MoIepKKe Bappupyetcs oT 14/48 (29,2%) na crapte o 12/38
(31,6%) na Buzure 2.0, 63 TEHACHIMH K YIYUYIICHUIO WM YXYAIICHUIO HA TMPOTSHKCHUHU BCETO
uccnenoBanus (p>0,05). lons Tex, KTO Hy)KAaeTcs B MOJICPIKKE, HO HE HMCIoib3yer e€ - 13/48
(27,1%) wna crapre u 5/23 (21,7%) mamuentoB Ha Busute 3.0. Tombko 1/48 (2,1%) nanumeHt
ucnonszyer HUBJI Ha crapte u 2/23 (8,7%) Ha Busute 3.0, 4TO MOXKET OTpa)kaTh MPOOIEMBI C
JOCTYITHOCTBIO WJIM TIPUBEPKEHHOCTHIO K JaHHOMY BUAY Tepanuu B menom B rpynne CMA 2.

Jannbie o pecrimpaTopHoii moaaepkke B rpynmne CMA 2 Ha pucyHke 53.
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Pucynok 53 - I'pynimta CMA 2 ©K «cunsamii», 00beM pecriupaTopHON OICPKKH (OmucaTebHast
CTaTUCTHUKA)

XpoHnyeckuit acnupaMoHHbI OpoHxuT B rpynna CMA 2 ®K «cuasuuii» He BBISABIECH HU Y

OJIHOTO MAallMeHTa Ha MPOTSHKEHUH BCero uccienoBaHus. KommdyecTBo pecrnupaTopHbIX COOBITUI B
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9TOH TpyIme MHUHUMaIbHO: MenuaHa mo Bcem BusutaM — 0 [0;0], makcumMyM B BBIOOpKE HE
npesbilIaeT 4 ann30108 (BU3UT 2.0).

VY naruentoB B rpynmne CMA 3 ®K «cuasuue» (n=19) vactora XJIH n HeoOX0oauMOCTh B
pecnupaTopHOi moepxkke Kosebsercst okono 33-37% 6e3 tenaeHuuu K u3meHenuto (p>0,05).
o Tex, KTo HyXAaeTcsl, HO HE UCTIOb3YeT pecniuparopHyro nogaep:xxky HUBJI, cocrasiser 28%
- 31% Ha Bcex Bu3UTax. Y «xonguux» naiueHToB co CMA 3 tuma (n=13) Ha BceX BU3UTAax He
OTMEYEHO pecHnupaTopHbIX coObITH, X/IH wim HeoOXOOMMOCTH pPEeCHHpPaTOPHON MNOIEPIKKH.

Jannble o pecupatopHoi moaaepkke B rpynmne CMA 3 Ha pucyHke 54.
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Pucynok 54 - I'pynina CMA 3 ®K «cunguuit», 00beM peciupaTopHoOi NOJAEpKKHU (onucaTenbHas
CTaTHCTHKA)

VY naruentoB B rpymme npea-CMA (n=6) ue otmeueHo cumnromoB X/IH, HeoOxoaumocTH
pecnupaToOpHO MOANEPKKU U PECIIUPATOPHBIX COOBITUI HAa BCEX MPOBEIECHHBIX BU3NUTAX.

Koppeasinnonnblii ananu3. [IpoBeaéH KOppelsLUOHHBIA aHAU3 MEX]y HE0OXO0AUMOCTBIO
pectimpatopHoit oaaepxku (HUBJI) u ¢akropamu: Bo3pact nebrota, uncio xomuii reHa SMN2,
WHTEpBaJd OT JebroTa 3a00jeBaHUs A0 Hadaja Tepanuu, (PYHKIUOHAIBHBIM KJIACCOM U YUCIO
MOTOPHBIX HAaBBIKOB.

- CMA 1 @K «iexaunit»: HEOOXOIUMOCTh PECIUPATOPHON MOJIEPKKH 3HAYUMO
KoppenupoBana ¢ yucioMm komuid reHa SMN2 (p<0,001), Bo3pactom gebrora (p<0,001),
¢byHkMoHanbHBIM  KiMaccoM  (p<0,001) u unciaoMm MoOTOpHBIX HaBbIkKOB (p<0,001).
Koppensmuu ¢ BpemeHeM oT 1e010Ta /10 Hauaia Teparnyuy He BhISIBICHO.

- CMA 2 OK «cuaguuii»: HEOOXOIUMOCTh PECHHPATOPHON MOANEPKKH 3HAUUMO

KoppenupoBasia ¢ Bo3pactom aedrorta (p=0,009), BpemeHeM ot AebroTa A0 Havajga TEeparmuu
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(p<0,001), dbyaxkunonansHbM kKi1accoM (p=0,030) u unciom MOTOpHBIX HaBbIKOB (p<0,001).
Koppemsiiiu ¢ gucnom koruii rena SMN2 He BBISBIICHO.

- CMA 3 ®K «cuasguuii»: HEoOXOOUMOCTh PECHMPATOPHOM MOJAEPKKH 3HAYMMO
KOppenupoBaia ¢ BpeMeHeM oT J1ebroTa A0 Havana Tepanuu (p<0,001) u yucioM MOTOPHBIX
HaBblkOB (p<0,001). Koppensuuu c uymciom kommii reHa SMN2, Bo3pactom nebrora u
(YHKIMOHATIBHBIM KJIACCOM HE BBISIBICHBI.

-  CMA 3 OK «xoasgunii» u npen-CMA ciyyaeB HE00X0IUMOCTH PECTIUPATOPHON OJIEPHKKU

HE OTMCUCHO, KOppCJ’IfIHI/IOHHHﬁ aHaJIn3 HE IIPOBOJNIICA.

4.4.2. UHCTPpYMEHTAJIbHAS TMATHOCTHKA (PYHKIIUM AbIXaHUS

WMHCTpyMEHTANbHYIO OLEHKY (YHKIMHM BHEIIHErO JbIXaHHWs MPOBOAWIA Yy JAETed IO
JNOCTIDKEHUM MMHU 4-1eTHero Bospacta. llporpamma oOcieoBaHUs BKIOYANa CHUPOMETPHIO C
onpeneneHueM (GopcupoBaHHOU )u3HeHHOW éMkocTh JErkux (OIKEJI) m Tect kanuieBoro rmoroka
(ITOC). VY yacTu y4acTHUKOB OIIEHKA BBIMIOJHATIACH HEOJHOKPATHO HAa MPOTSHKEHUH BCETO MepHoa
HaOmoenus. Hopmarususle 3Hauenus @XXEJI o6p1uHO0 cocraBisitor 80—120% oT npeacka3aHHbIX
3HAUEHUH, paCCUUTAHHBIX C YYETOM MHIAUBUAYAIbHBIX IAPAMETPOB NAIlMEHTa. B aHamu3 BKIIOUEHBI
3HaueHus popcupoBaHHOH ku3HEHHOH EMKocTH J€rkux (OXKEJI), mpencraBieHHbIe B TPOIEHTaX OT
ToJkHBIX BennunH (M £ SD).

HenbTa OT cTapra onpenensanach Kak pa3HHUIA MEX1y 3HAUCHHUEM I10Ka3aTessl B OLIEHUBAEMOU
TOYKE M €r0 UCXOJHBIM 3HaueHueM B Touke 0.0. AHaIOru4yHo, AENbTa 3a TOJl PACCUYUTHIBAIACH KaK
pa3sHuLA MEXKIy 3HaYCHUEM I10Ka3aTessl B OLEHUBAEMOU TOUKE M 3HAYEHHUEM, MOJyYEHHBIM IOJJOM
panee. /[yl OLEHKM CTaTUCTUYECKON 3HAYMMOCTH MCIIOJIb30BAJIMCh Pa3HbIE METO/BI B 3aBUCUMOCTHU
ot nokazaresnst: g OIKEJI u IIOC npumensics t-Tect i CBA3aHHBIX COBOKyIMHOcTed. B ananus
BKJIFOUAJIMCh TOJIBKO T€ IMAallMEHThl, Y KOTOPHIX MMEJIUCh JAHHBIE B 00€UX CPaBHMBAEMbIX TOYKAX.
Crnenyer yudThIBaTh, YTO pa3iWyUsl MEXKJIYy TOYKAMU MOIJIM OCTAaTbCsl CTATUCTUYECKH
HE/IOCTOBEPHBIMU BCJIE/ICTBUE HHU3KOM MOIIHOCTH aHajiM3a, CBS3aHHOH C HEOOJIBLIMM YHCIOM

HaOFOIEHUIA.

4.4.2.1. Ouenka noka3zarejsi OpCHPOBAHHOI ;KU3HEHHOH EMKOCTH JErKUX

V nanuenToB co CMA 1 @K «exaunit» nokaszarens OXKEJI na Busure 0.0 coctaBui 59,5 +
46,0% (n=2), u Ha Bu3ute 3.0 y Tex ke AByX manueHToB - 63,0 £ 14,1% (n=2) (Tabnuma 18). ¥

nanueHToB co CMA 2 OK «wiexaunit» nokazarenu OXKEJI obum: 45,0 £7,1% na Busute 0.0 (n=2);
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31,0 £ 7,1% (n=2) na Buzute 1.0; 31,0 £ 18,4% (n=2) na Busure 2.0 u Ha Busure 3.0 oOcnenoBaH
Tobko oauH narmeHT (OPXKEJT - 17,0%). YuuTsiBas KpaliHe MaTyt0 BBIOOPKY B IPYIIIAX <«JIeKAUNX)
NAIMEeHTOB U BapuabenbHOCTh MaHHBIX (SD mo 46%), 1OCTOBEPHBIX BHIBOJOB IO ATHX TpyIHIax

caciiaTb HCJIb34.

Tabmuna 18 - [Tokazarenu ®XKEJI B 3aBucumoctu ot THna CMA u QyHKIIMOHATBHOTO Kiacca

Ne Bu3uTa 0.0 1.0 2.0 3.0

CMA 1®K «nemaqHﬁ»ECTB AAGHHEIC, 1 2 ! 2 2
DXKEJ, M + SD, %| 59,5 +46,0 20,0 275+0,7| 63,0+14,1
EcTb maHHbIe, N 2 2 2 1

PR «rematniy oy e N SD, % 450471 | 3.0 £7.1 3LO0L184] 17,0

EcTb nanasle, n 8 19 19 11
DXXEJI, M + SD, %| 73,9+204 |71,8+18,0(71,9+21,8 76,1+ 24,3
Ectb mannbie, n 8 16 15 6
DIKEJI, M + SD, %| 86,8 +14,6 | 76,8+ 26,5(76,4+25,3| 70,0+ 18,2
EcTb maHHbIE, N 5 9 11 5
DIKEJI, M +SD, %| 102,8 + 14,3 | 93,1+ 11,4 [98,1 + 25,0/ 102,8 + 20,9

CMA 2

DK «cuasguniiy

DK «cuassuniin

CMA 3

DK «xomstuniny

VY nanuentoB co CMA 2 OK «cuasunii» Ha Buzute 0.0 ®XKEJT — 73,9 + 20,4% (n=8), Ha
Bmure 1.0 — 71,8 = 18,0% (n=19), 2.0 — 71,9 + 21,8% (n=19), 3.0 — 76,1 £ 24,3% (n=11).
[Toxazarenu ynepkusanuch 6e3 usmeHeHuit 72—76%. Tonbko Ha BTOpoM roty HaOtoieHus (MEKIY
Buzutamu 1.0 u 2.0), otmeueno pocroBepnoe yBenuuenue OXKEJI (menwpta 3a rox +9,7 + 13,7%,
p=0,026). Ha TpeThem roay aenbta 3a roj cocraBmia +10,7 + 15,1 6e3 cTaTUCTHUECKOM 3HAYUMOCTH.

VY naruentoB co CMA 3 @K «cunastunii» ucxoano Ha susute 0.0 ormevanuch 3Hauenus OXKEJI
86,8 + 14,6% (n=8), na Busure 1.0 — 76,8 + 26,5% (n=16), 2.0 — 76,4 + 25,3% (n=15), 3.0 — 70,0
+ 18,2% (n=6). CTaTHCTUYECKH JOCTOBEPHBIX M3MEHEHUH B STOW TpyMIe IMOJYy4eHO HE OBLIO
(p>0,05).

VYV «xonpsanxy» nanreHToB co CMA 3 nokazatens @XKEJI octaBasics B ipeenax T0IKHOCTHBIX
3HauUEHUH Ha MPOTSHKEHUU BCEro nepuoja Haomoaenus. Ha crapre tepanuu (Buszut 0.0) 3HaueHUS
cooTBeTcTBOBaNM ¢usnonorunueckoir Hopme — 102,8 £ 14,3% (n=5). Ha Busure 1.0 3HaueHus
coctaBuii 93,1 + 11,4% (n=9), Ha Busute 2.0 — 98,1 + 25,0% (n=11), a x Busuty 3.0 — 102,8 +
20,9% (n=5). Hecmotps Ha koneOaHMsI TIOKa3zaTelield, CTAaTUCTUYECKH 3HAYUMON JUHAMUKH
BbIsSIBIIEHO He ObU10 (p>0,05).

B rpymnme npen-CMA (n=6) naHHbIe OTCYTCTBOBAJIM B CHIIY BO3pacTa.

Takum oOpazom, ucxoano HauOosee Huzkue 3HaueHuss OIXKEJI nabmroganucey y marueHToB co

CMA 1 u CMA 2 OK wiexauuii», 4TO COOTBETCTBOBAJIO TSKENBIM PECTPUKTUBHBIM HaPYIICHUSIM.
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Opnako, yduThIBasi KpailHe Majoe KOJMYECTBO OOCIIEOBaHHBIX B ATHUX Ipymmnax (n=2), AaHHbIE
CIIUPOMETPUHU CIIEYET PAcCCMaTPUBATh C OCTOPOKHOCTHIO, MHTEPIPETALIMS JAHHBIX HE BO3MOXHA,
JaHHBIC HYKHO TIOJTBEPKIaTh B 00Jiee KPYIHBIX BBHIOOpKAX B OyaymieM. Y «CHISYNX) MalUEHTOB
co CMA 2 u CMA 3 nokazareiy COOTBETCTBOBAIM JIETKUM PECTPUKTUBHBIM HAPYIIEHUSIM, TOTA
KaK y «xoasuux» mnauueHtoB co CMA 3 oHM ocTaBanuch B IIpeaesiax HOpMbl. B auHamuke
nokasarenn OXKEJI B rpynnax «CHASYUX» U «XOISYUX)» MANHEHTOB OCTABAIUCH CTAOUIBHBIMH,
noctoBepHoe ynyuienue nokaszatens ®XKEJI BeisiBieHo Tonbko y mamueHToB co CMA 2 OK
«CHISTYMA» HA BTOpoM rony Habmoaenus (p=0,026).

Koppeassunonnsiii ananu3. I[lpoBenen koppenauuoHHbiil aHanu3 mnokasarenss OXKEJI B
rpymnmnax ¢ Bo3pactom jedroTa, grciiom konuii reHa SMN2, Bpemenem ot aebroTa 10 crapTa Tepamnuu,
(YHKIIMOHATBHBIM KJIACCOM U YHCJIOM MOTOPHBIX HAaBBIKOB.

e CMA 2 ®K «cupsunit»: OIKEJl monaoxurenbHO KOppeaupoBaa C YHMCIOM MOTOPHBIX
HaBbIKOB (1=0,532; p<0,001). Koppensmuu ¢ ynciom koruii reHa SMN2, Bo3pactom aedroTa,
BPEMEHEM OT JIeOI0Ta JI0 Havajia Tepanui 1 PYHKIIMOHATBHBIM KJIACCOM HE OBLITU BBISBIICHBI.

e CMA 3 OK «cumsaumiin: ®IKEJI oTpuniateibHO KOppenupoBaia ¢ BpeMeHEM OT Je0roTa 10
Havyayia teparmun (r—0,304; p=0,043), MOJOKUTEITLHO — C YKHCIOM MOTOPHBIX HABBIKOB
(r=0,446; p=0,002). Koppemsiiiuu ¢ uuciaom kormii reHa SMN2, ¢ Bo3pacTtom nedrora u
(G YHKIMOHATIBHBIM KJIACCOM HE ObUIH BBISBIICHBI.

e CMA 3 OK «xonguuit». Koppemsiiuuil He BblsiBIeHO. DYHKIMOHAIBHBIN KJIACC U YHUCIO
MOTOPHBIX HaBBIKOB HE OIEHUBAIKCH (BO BCEX CIIy4asX MaKCUMaJIbHbIC 3HAUCHHUS).

B rpymme npen-CMA (n=6) naHHbIe OTCYTCTBYIOT.

4.4.2.2. Ouenka noka3sareJisi IMKOBOI 00beMHOIi CKOPOCTH BbII0XA

[Toxazarenu nukoBoit 00bEMHOM ckopoctu (ITIOC) y nereit BappupyroT B 3aBUCUMOCTH OT TUIIA
CMA u ¢ynkumoHanpHoro knacca. Kputudueckumu cumtarotcs 3Hauenus: [1OC <180 n/mun —
HesocTaToueH s 3 (PEeKTUBHOrO Kaluis U aCCOLMUPYETCS C BHICOKUM PUCKOM 33I€P>KKH CeKpeTa U
uHpekunii asixarenpHelx myrteil; [IOC <270 n/MuH — yKa3bplBaeT Ha IIOBBIIIEHHBI PHUCK
MH(QEKIMOHHBIX OclokHEeHuM. Pesynbratel oOcnenoBanuil nmokazarens [IOC B pasHbIx rpynmax
npeJcTaBieHo B Tabmuie 19.

VY wiexaunx» nanueHToB CMA 1 1 CMA 2 ©K (n=2) ucxomausie 3Hauenus [10OC Obutn kpaiiHe
Hu3kumu (92,5 + 31,8 n/mun u 48,0 + 12,7 coorBeTcTBeHHO). K TpeThemy roay HabmoaeHus (3.0)
U3MeHeHus 0e3 cratucTuyecko 3HaunMmocTH (P=0,05). YuuteiBas KpaiiHe Mallyio BBIOOPKY U

BapI/Ia6CJ'IBHOCTB JAaHHBIX, TOCTOBCPHLIX BBIBOJOB B 3THUX I'PyHIIaX CACIIATh HCIIb34.
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B rpynne CMA 2 ®K «cuasunii» (n=9) ucxomausiii ypoBenb [1OC coctaBmsin 162,1 + 35,0
a/mun. Ha Bropom rony nabmionenus (BusuT 2.0, n=18) BBIABICHO AOCTOBEPHOE YIIy4dlICHHE
OTHOCHUTEIILHO cTapTa Tepamuu - jaensta +37,5 + 29,7 n/mun (p=0,016). [enbra 3a Tpetwii rof
cocraBmiia 14,9 + 48,2, nocruras 3nauenuii [IOC 176,2 + 60,9 a/MHH, XOTSA CTATUCTUYECKOU

3HAYMMOCTH U3MEHEHHE Ha TPETheM roay He gocturuyro (p>0,05).

Tabmuua 19 - IlukoBasi CKOPOCTh KaIlIs

Ne Bu3uTa 0.0 1.0 2.0 3.0
Ectb 2 1 2 2
CMA |®K ITAaHHBIE, N
1 (oexamipl10C, M4 o) 5 4 ¢ 67,20 7110+ 1824 | 74,10+ 297
SD, n/Mun
Ecte 2 2 2 1
DK TaHHBIE, N
«iexkaun»[10C, M =+
CMA SD., /s 48,0+ 12,7 | 34,00+12,73 | 68,50+ 38,89 96,00
2 Ectb 9 19 18 11
DK ITaHHBIC, N
conmamnity [IOC, M2 60 14 35.0/| 154,60 + 49,65 | 168,86 +57.31 | 176,18 + 60,87
SD, n/Mun
Ectb 8 15 15 6
DK TaHHBIE, N
«engruanii» [I0C, M+
CMA SD., /st 224,1 £99,3 234,20 + 121,19 | 238,53 + 84,25 283,98 + 142,64
3 Ectb 5 9 11 5
DK TaHHBIE, N
xonrmi» [I0C, M4, o, ¢ 1 142524598 + 128,14| 254,91 + 125,42 390,20 + 190,64
SD, n/Muu

VY namuentoB co CMA 3 ®K «cumpsunii» (N=6) ucxoausie 3uauenus [10C cocrasisuu 224, 1
+ 99,3 n/mun. K Busuty 3.0 mokazatens ITOC cocrasun 283,9 + 142,6 n/mun (n=6), 0e3
cTatucTHueckoi 3HaunMoctu (p>0,05).

B rpynme CMA 3 ®K «xomsaunii» (N=5) ucxoanoe 3Hauenue nokasatesst [IOC Obu1 Gu3kuit
K HOpMaJIbHBIM U cocTaBuio 252,8 + 142,5 n/mun. K tpetbemy roay (Busur 3.0, N=5) HabmroneHus
3HaueHus Aocturiu 3HadeHui 390,2 + 190,6 n/muH, 6€3 cratuctuyeckoi 3Haunmmoctu (P=>0,05).
JlenbTa OTHOCUTENBHO cTapTa Tepanuu +62,3 + 154,1 1/MuH, 4TO MOKET yKa3bIBaTh HA BOZMOXKHYIO
COXPAHHOCTh KallJIEBOTO OTOKA Y 3TOW KaTeropuu MareHTOB.

Takum oOpa3om, Hamboyee BBIPAKXECHHOE HApPYIICHHWE KallIeBOrO TONMYKA BBISBICHO Y

«1exxaunx» narnueHtoB, 3HadeHus [IOC y KOTOpbIX OBUIM CYIIECTBEHHO HMKE KPUTHUECKHUX
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MOpPOTOB. YUHTHIBas KpailHe Mallyl0 BBIOOPKY, JaHHbIE MHTEPIPETUPOBATh HE IMPEACTABISIOTCS
BO3MOXHBIM, Pe3yJIbTaThl HEOOXOAUMO MOATBEPKAATh Ha OOJIBIIEM KOJTMYECTBE MAllUEHTOB.

VY «cunsInx» U «XOASUUX» MAUEHTOB Ha0JI0JalIach cTabuIn3aus mokasareseii, a y CMA 2
OK «cuasuuity — craTUCTUYECKU 3HaYMMbIA pocT nokasatesis [IOC BbIsIBIEH TOMBKO K BU3UTY 2.0

(p=0,016). dauusie mo munamuke [TOC 1o Bu3uMTam OoTOOpaskeHa Ha JUarpaMMe pacCessHHUs Ha

pHUCYHKe 59.
800
* CMA 1 "nexauni"
* CMA 2 "neskaumni”
CMA 2 "cupaymi”
N * CMA 3 "cupAumi”
600 CMA 3 "xonaumii’
5 .
g2 400 .
- :
: ; — |
200 ¢ H ,
1 H
0
0.0 1.0 20 30

BHU3INT

Pucynox 55 - Usmenenue [1OC no Bu3utam

Koppeasinmonnslii ananu3. bpll npoBeA€H aHanu3 B3aMMOCBA3M I0KA3aTels MUKOBON
ckopoctu kanuis (ITOC) ¢ Bo3pactom nedroTa, yncnom konwuii reHa SMN2, Bpemenem ot aedrota 10
cTapTa Tepanuu, QyHKIIMOHAIbHBIM KJIAaCCOM M YMCIOM MOTOPHBIX HAaBBIKOB.

- CMA 1, OK «wiexauuit»: Koppeasuil He BbISBICHO.

- CMA 2, OK «ecnasgumii»: KOppensiui He BBISIBJICHO.

- CMA 3, ®K «cupsuuit»: BBISBICHA NOJOXKUTENbHAA Koppeauus mexay 110C u uncnom
koruit rena SMN2 (r=0,467; p=0,001). B3aumocBsizeii ¢ Bo3pacTom jie0r0Ta, BpEMEHEM OT
nedroTa 0 cTapTa Tepanuu, (QyHKIMOHAIBHBIM KJIACCOM M YUCJIOM MOTOPHBIX HABBIKOB HE
BBISIBJICHO.

- CMA 3, ®K «xongauuii»: Takke YCTAaHOBJIEHA MOJIOXUTENbHasA Koppenauusa mexay [10C u
grciaoMm kormuii rera SMN2 (r=0,496; p=0,005). Koppensiuii ¢ Bo3pacToM [e0r0Ta |
BpEMEHEM OT J1e0r0Ta /10 cTapTa Tepanuu He BbIABIEHO. DYHKIIMOHAIBHBIA KJIAacC U YHCIIO
MOTOPHBIX HaBBIKOB B 3TOU I'pyIIe HE aHAIM3UPOBAIINCH, IOCKOJIBKY BCE NAIL[UEHTHl NMENH
MaKCHUMaJIbHbIE 3HAUCHHUS.

B rpynme npen-CMA (n=6) aHamu3 He MPOBOIMIICS B CBSA3U ¢ OTCYTCTBUEM MaHHBIX 1Mo [TOC.
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Takum oOpazom, 3Haummas kKoppessiuoHHas cBsi3b [IOC ¢ uywmciom komuit reHa SMN2
oTMeueHa y nauueHToB ¢ CMA 3 tuna (Kak «CHISYUX», TaK U «XOASUMX»). B ocTanbHbIX rpymmax
CBSA3M MEXIY IIOKa3aTeleM KalllJIEBOrO TOJIYKA U KIMHUKO-TEHETHUUYECKMMHU XapaKTEPUCTUKAMU HE

BBISABJICHO.

4.4.2.3. UccaenoBaHue cBsI3eil Moka3aresieii CIMPOMETPHH C BO3PACTOM

[Ipu uccnenoBanuu cesizu @IKEJI u I[IOC ¢ BozpacToM eauHuUIeH HAOMIOACHUS («CITydaii»)
CUMTAJICSt MOMEHT BPEMEHH, B KOTOPBIN OBLTH OIleHEeHBI 00a MoKazaTesisd. Y OJHOTO MAleHTa MOTJIo
ObITh HECKOJBKO «CllydyaeB» (HECKOJIIbKO H3MEpEHHUH), €ciaM Takas OLEHKa IPOMCXOJuiIa Ha
HECKOJIbKUX BU3UTaX. I10CKOIBKY BO3pacT MMeN HEHOPMAaJIbHOE paclipelielieHue, BO BCEX ClIydasx
npuMeHsuics koppensiunoHHblii aHanu3 Cnupmena. Ceasp @XKEJI u [IOC ¢ Bo3pacTom, a Takxke

YHCIIO OLIEHEHHBIX mareHToB U «ciydaeBy st OIKEJL u IIOC npusenens! B Tabmuie 20.

Tabmuna 20 - Cs3b nokazateneid @XKEJI u I10C ¢ Bo3pacTom

Cssizp @XKEJI ¢ Bo3pacTom Css3p [10C ¢ BozpacTom
Yucno
r Koaddunuent | Yposens Koaddunuent | YpoBensb
pymia OLICHEHHBIX
KOppeTsIun 3HAYUMOCTHU | KOPPEIISIHA 3HAYUMOCTH . —
Cnupmena (p) Cnupmena (p)
CMATOK | 5700 0,074 0,468 0,289 ! y
1 «IeKAYUN» (y 4 nereii)
VX ity | 0679 0,094 0,198 0,670 Z ) e
CMA it
2 |OK o040 0,768 26
CCUISTUUTD)
OK
CMA | «cuasiuaniin
3 OK
«XOISTUHI

Otmeuaercss 3HaunMasi oOpatHast koppemsuuss DXKEJI ¢ Bospacrom B rpynne CMA 3
«eugsuuitn» (p=0,011), a Taxxe TeHneHmMU Kk oopatHoi koppensiuun OXKEJI ¢ BozpacToM B rpymnmax
CMA 1 u CMA 2 «iexxaunii» (4eM ctapiie nanuent, TeM Hike OXKEJL, p<0,094). Crszu OXKEJI ¢
BO3PAacTOM OTPAKEHBI HA JUAarpaMMmax paccessHud. [[ns Kaxaol KIMHUYECKOW Ipynnbl NPUBEICHbI

auHUM annpokcumanuu. OHu otpaxaroT TeHneHnnu n3Menenuss ®XKEJI Bospacrom (Pucynok 56).
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Pucynox 56 - Cpszp @XKEJI ¢ Bo3pacToMm B pa3HBIX IpyIax

Otmeuaercs 3HaunMas npsimast koppessitust [10C ¢ Bo3pactom B rpynnax CMA 2 u CMA 3
OK «cugsunii» 1 CMA 3 «xoasuuii» (4em cTaplie MaiuueHT, TeM Boile nokaszarens [I0C, p<0,001).
Cgsi3u [1OC ¢ Bo3pacToM OTpaXkeHbl Ha JuarpaMMax paccestHus. J{is Kax a0l KIMHUYECKON TPpYIIIIbI

MMPUBCACHbI JIMHHUH alllIpOKCUMAIIUH. Onn OTpaXaroT TCHACHIHWHW HW3MCHCHUA I10C BO3pacToOM

(Pucynox 57).
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Pucynok 57 - Csa3p IIOC ¢ Bo3pacToM B pa3HbIX IpyInax
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4.5. UccaenoBaHue CKeJIeTHBIX Jedopmanmii

4.5.1. Ouenka ckoJaIMOTHYECKOH AeopManum cKejieTa

[Tpu passpix Tunax CMA mpH €CTeCTBEHHOM TEYEHUH 3a00JI€BaHHMS OTMEYAETCs! OOJBINOM
CHEKTp HapyUIeHWH OCaHKH: KH(O3 TPYAHOrO OTIeNa, TUIEPIOpJ03 MOSCHUYHOTO OTAena
MO3BOHOYHMKA, CKOJIMO3 PAa3jIMYHON CTENEeHHM TKECTH, a Takke Jaedopmanuu Ta300eApEeHHBIX
CyCTaBOB, KOHTPAKTYPhI KPYITHBIX CYCTaBOB, MMAJbIIEB, Ae(hopMaluy CTOM U KUCTEH.

Jlist otieHKH Hanmu4us 1eopMalnii MO3BOHOYHOTO CTOJI0a BCEM MalleHTaM mpoBoauiack PT°
MO3BOHOYHMKA B OJHOW WMJIM JBYX MPOEKIHAX (mpsiMas U OOKoBas). Y HEKOTOPBIX YYaCTHUKOB
HCCJIETOBAaHKE BBHITIOJHEHO B AMHAMHKE HAa HECKOJIbKUX BHU3UTax. CTENeHb CKOIMO3a OLICHUBANIACh
10 NMPUHATON B Hallel ctpane mkaie no Yaxiuny B.JI. (Haknus, 1962):

I crenens — yron Ko66a 0-10°

II crenens — yron Ko66a 10-25°

IIT crenens — yron Ko66a 25-50°

IV crenenr — yromn Ko66a > 50°

JannHast knaccudukanuss TakkKe UMEET OOJBIIOEC MPAKTHUYECKOE 3HAYCHHE C TOYKH 3PCHUS
oTpezieNieHus MOKa3aHul K XUPypruuecKomMy JIeYeHHI0 ckonro3a. Haunnas ¢ yria nedopmanuu mo
Ko60y > 50° unu BBICOKOW CKOPOCTHIO IporpeccupoBanus (= 10° B rof) ans coxpaHeHus OanaHca
TYJIOBUIIA, KOPPEKIHH JePOopMaAIUU TPYJHOW KICTKH W YIYYIICHHS OOIIEr0 KadecTBa KU3HH
paccMaTpuBaeTCsi BOIMPOC OO0 ONepaTWBHOW KOPPEKIWH TO3BOHOYHMKA. [lammentam mocie
MIPOBEJICHHOTO OMEPATUBHOTO JICUEHUSI CKOJIMO3a OlleHKa yria KoOba B Hamiem MccieoBaHUU HE
npoBoauaack. KonWyecTBO MPOBENEHHBIX OMEPATUBHBIX BMEIIATENLCTB Ha MO3BOHOYHHUKE
MPEJICTaBICHO HIKE B IaBe 4.5.6.

YpOBEeHb 3HAUUMOCTH (P) pACCUHUTAH C MMOMOIIBIO: TecTa BHIKOKCOHA, IPH pacdeTe IeNbTh U
3HAQUMMOCTH HCIIOJIb30BATUCh JaHHBIE TAIMEHTOB, OILIGHEHHBIX B 00eux Toukax. Cpeau
o0cJeIoBaHHBIX MAllMEHTOB B HAIIEM HCCIEIOBAaHUHM OTMEYaycs OONbIION pa3dpoc JaHHBIX MO
HAJIMYHIO U CTETIEHH CKOJINO03a, & TAK)KE CKOPOCTH €T0 POTPECCUPOBAHHSL.

VY narmuentoB co CMA 1 B OK wiexxauuit» meauansl yria Ko60a B tuHaMuKe TMOKa3aHbI Ha
pucynke 58. Menuana yrina Ko606a npu onenke Ha crapte (nN=13) cocrasmsma 7,00° [0,00; 15,00],
gepes 2,0 roga (n=13) — 12,00° [9,00; 24,00], a yepe3 3,0 roga (n=9) — 20,00° [15,00; 37,00].
JunaMuka mM3MeHeHUs ObUTa CTAaTUCTHYECKHM HE 3HAUYMMOW BEPOSTHO M3-3a OOJBIIOTO pa3dpoca

JaHHBIX 1 MaJIOI'O KOJIN4YECTBA O6C.]'IC}10B3HHI)IX.
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Yron Ko66a (CMA 1 "nexaunin™)
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Pucynok 58 - Yron Ko66a y maitmeato CMA 1 ©K «iexxaumiig

Uccnenoanune B rpynne CMA 2 «jiexauyuit» MpPOBENEHO y JBYX MAalMEHTOB, Ha CTapTe
meamnana yriia Ko66a cocrapuia 100,00° [90,00; 110,00], wepes rox 118,50° [110,00; 127,00], uro
CBUJICTEILCTBYET O TSKENIBIX NehOpMaNUIX y MAIMEHTOB B 3TOW TPYIIE, HO HE OTPaXaeT TPECH]I
TPYIIbL, TOCKOJBKY JaHHBIE IPEICTABICHBI TOJIBKO IO IBYM ManueHTam. Y nanueHToB co CMA 2 B
OK «cuasunit» meauana yrina Ko66a Ha crapre (n=26) coctassina 7,50° [4,00; 16,00], gepes 2 rona
(n=21) yBenuuenwue a0 25,00° [14,00; 47,00] (p=0,003), a uepe3 3 roaa g0 35,00° [21,00; 52,00], 6e3

cratucTrueckoi 3Haunmoctu (Pucynok 59).

¥Yron KoGGa (CMA 2 "cuga4mi™)
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Pucynok 59 - Vron Ko66a y manimenToB CMA 2 «CHISTIHiN

Ha pucynke 60 mpencrasnen mauueHT co CMA 2 ¢ BeIpakeHHOW Iporpeccupymomeii S-
o0pa3zHoii gedopmarieit mo3BoHOYHHKA (TpynonoscHu4YHbIN ckonuo3 III-IV crenenu mo Ko60y) B

JUHaAMUKE H&6J’IIO}1€HI/I${ B ITOJIOKCHHUH CHUIA U JICXKaA.



124

Pucynok 60 — ITarmment co CMA 2 ¢ BeIpaske€HHOI nporpeccupymomeit S-o0pa3Hoii nedopmanueit
M03BOHOYHMKA (TpyAonosicHu4HbIi ckonuo3 [II-1V crenenn no Ko66y) B anHaMuke HaOMI0A€HNS:
A. Busurt 1.0 - Ha peHtreHorpaMmmMe no3BOHOYHHUKA B MOJI0KEHHH JIeKa OCh IPYAONOSICHUYHOTO
OTJIeN1a MO3BOHOYHUKA OTKJIOHEHA BIpaBo Ha ypoBHe Th2-L5, yron otkinonenus 47 rpagycos. Tena

MO3BOHKOB OOBIYHOM (DOPMBI, pOTUPOBAHBI, BRICOTA UX PABHOMEPHA, CTPYKTypa He HapyllIeHa. S-

00pa3HOro CKOJIM03a IPyA0NOsICHUYHOTO oT/Aena nmo3BoHouHuka 1l cr. mo Ko6oy
B. Buzur 2.0 - Ha peHTreHorpaMmmMe o3BOHOYHHUKA B MOJI0KEHHH JIesKa OCh IPYAONOSCHUYHOTO
OTJIeNa MMO3BOHOYHUKA OTKJIOHEHA BiIeBO, qyra Th1-Th7 ¢ yrimom 45,8 rpagycoB, BmpaBo Ha
ypoBHe Th8-L5, yron otkinonenus 75,4 rpaaycoB. Tena M03BOHKOB 0OBIYHOM (HOPMBI,
POTHPOBAHBI, BRICOTA HX PaBHOMEPHA, CTPYKTypa HE HapyIlIeHa. S-00pa3HOro CKOIMo3a
rpyonosicHuyHoro otaena nozsoHovynuka Ill- IV cr. mo Ko66y
I'. Busur 3.0 - Ha perTrenorpamMMe mo3BOHOYHUKA B MOJIOKEHUH JI€Ka OCh TPYTHOTO OT/IeTa
M03BOHOYHHKA OTKJIOHEHA BJIeBO, yroi otkinoneHus 93,5 rpaayca Ha yposae Th1-Th7. Oce
MOSICHUYHOTO OTJIe)Ia TI0O3BOHOYHHKA OTKJIOHEHA BIPABO, yrojl oTKIoHeHus 59,9 rpa.
[TosicHnuHbIHM T0p103 BEIpaXKeH. Tena Mo3BOHKOB POTUPOBAHBI, BEICOTA UX HEPABHOMEPHA,
CTPYKTypa He HapylleHa, MEKII03BOHKOBBIE TPOCTPAHCTBA HEPABHOMEPHBI. S-00pa3HOro CKOJIN03a
IPyJIONOSICHUYHOTO OT/eNa no3BoHoYHuKa [V cT. mo Ko60y
I'-J1. Busut 3.0 - ®oTto marueHTa;
E. Busur 3.0 - Ha penTreHorpamme no3BOHOYHHKA B MOJIOAKEHUH CHAS OCh IPYAONOSICHUYHOTO
OT/ieia TO3BOHOYHHMKA OTKJIOHEeHA BIpaBo Ha ypoBHe Th8-LS5, yrom otknonenus 129,2 rpamgycos
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B rpymnme mammentoB CMA 3 ®K «cupsumii» memuana yria Ko66a na crapre (n=12)
cocraristia 12,00° [7,00; 56,50], gepe3 1,0 (n=16) rox yBemuumiachk jgo 25,00° [12,00; 45,50]
otHocutenbHO ctapta (p=0,007), a uepes 2,0 roga (n=13) meauana cocrasuina 24,00° [15,00; 33,00]
(p=0,012) (Pucynox 61).

Yron Ko66a (CMA 3 "cnaaduuin”)
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Pucynok 61 - Yron Ko66a y manimentoB CMA 3 «cunsauii»

V¥ nanuentoB CMA 3 ©K «xoasuuit» 1octoBepHoi nuHamuku yriia Ko66a He 3adukcupoBaHo,

Mmenuana He npebimana 10° (Pucynok 62).
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Pucynok 62 - Yroa Ko66a y nannentoB CMA 3 «xoasunii»

B rpynmne npen-CMA (n=6) nedopmariuii T03BOHOYHHKA HE BBISBICHO.
Takum 00pa3oM B OTHOLIEHHH CKOJIMO32 JOCTOBEPHOE IPOTPECCHPOBAHHME OTHOCHUTEIHHO

crapta yria Ko66a ormeueno y nmauueHToB co CMA 2 ®K «cuasuuit» Ha 2 u 3 roay (p=0,003 u
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p=0,005) u y martuentoB co CMA 3 ©K «cunsuunii» Ha 1 u 2 roay (p=0,007 u p=0,012). B ocTanpHBIX

rpyMIax CTaTUCTUYECKU 3HAYMMBIX U3MEeHeHHH yriia KoO6a He JoCTUTHYTO.

Koppeasiunonnblii ananu3. IIpoBenen xoppensuuoHHbIi ananu3 yrina Ko66a B rpynmax c

BO3pacToM jebroTa, urciioM kommii reHa SMN2, BpemeneM ot aebrota 10 crapra tepanuu, OK u

YUCJIIOM MOTOPHBIX HABBIKOB.

CMA 1 ©K «wexaunii»: yron Ko66a moiaokuTeIbHO KOPPEIUPOBAI C BPEMEHEM OT J1e0roTa
1o Havauia repanuu (r=0,327; p=0,018), orpuniareabHO — ¢ YUCIOM MOTOPHBIX HABBIKOB (I=—
0,319; p=0,021). Koppemsiiuu c uuciaom konuii rena SMNZ2, Bo3pactom paebroTa u
(GYHKIIMOHAIBHBIM KJIACCOM HE BBISBIICHBI.

CMA 2 ®K «cunsumii»: yron Ko66a oTpumareasHO KOppPEIUpoBall ¢ BO3pacToM jedroTa (r=—
0,277; p=0,012), monoxuTeNTLHO — C BPEeMEHEM OT JaeOroTa 10 Hadana tepanuu (r=0,646;
p<0,001), oTpuniaTeIbHO — C YUCIOM MOTOPHBIX HaBBIKOB (r—0,421; p<0,001). Koppensuu
¢ uncioM konuit reHa SMN2 u @K He BbISBICHBI.

CMA 3 OK «cunsumit»: yroia Ko66a mosoxxuTenbHO KOPPETUpoBal ¢ BpeMEHEM OT JIe0roTa
1o Havasa repanuu (r=0,527; p<0,001), oTpuniarenbHO — C YUCIOM MOTOPHBIX HABBIKOB (I=—
0,433; p=0,003). Koppemsiuu c uuciaom komuii rena SMNZ2, Bo3pactom paebroTa u
(GYHKIIMOHATBHBIM KJIACCOM HE BBISBIICHBI.

CMA 3 ®K «xomsumii»: Koppensiiuu ¢ Bo3pacToMm nedroTa, yucioM konuit rena SMN2 u
BpPEMEHEM OT JIeOI0Ta JI0 Havalla Teparuy He BBIIBICHBI. DyHKIIMOHATBHBIA KJIACC M YHCIIO
MOTOPHBIX HaBBIKOB HE OLEHUBAIKCH (BO BCEX CIy4asiX MaKCUMaJIbHbIC 3HAUCHHUS).
Koppensiironnsiit ananu3 B rpymnmne npea-CMA He BBINONHSIICA B CBA3H C OTCYTCTBHUEM

nedopManuii T03BOHOYHHUKA.

4.5.2. UccnenoBanue cBsizu u3mMenenus yria Ko6oa ¢ Bozpacrom

Jns uccnenoBanus cBsi3u yrina KoOGba c¢ Bo3pacTom eauHuileld HaOmoneHus («ciaydaii»)

cuuTalica MOMCHT BpECMCHH, B KOTOpHﬁ ObLIH OIICHCHBI 00a mokazarens. Y OJHOTI'O MmanmueHTa MOT'JI0

OBITH HECKOJIBKO «CJIydacB», €CJIM TaKasd OLCHKA NPOUCXOAHJIa B HECKOJIBKNX BPEMCHHBIX TOYKaX.

[TockonpKy BO3pacT HMMeENI HEHOPMAllbHOE paclpelielieHHe, BO BCEX Cllydasx HPUMEHSICS

KoppensiuoHHbIN aHanu3 Crnupmena. Csi3u yriaa Ko66a ¢ Bo3pacTom oTpa)keHbl Ha AMarpammax

pacceaHus. I[J'ISI Ka)X101 KIMHHYSCKON T'pYyIIIbI MIPUBCACHBI JIMHWUU AllIIPOKCUMALIAH. Onn OTpAXKAOT

TeHAeHIH n3MeHeHus yriia Ko66a ¢ Bo3pactom (PucyHok 63).
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* CMA 1 "nexaumi"
* CMA 2 "nesxadnid”
CMA 2 "cugaumii”
= CMA 3 "cupaumin”
CMA 3 "xopAumi”
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Pucynok 63 - I'paduueckoe npeactarieHue cBsi3u yria Kod0a ¢ Bozpactom.

Otmeuaercst 3HaunMast psimast Koppessanus yria Ko66a ¢ Bo3pacTom B rpynmax:
-  CMA 1 «iexaunii» (r=0,666, p<0,001);
- CMA 2 «cupasauii» (r=0,728, p<0,001);
- CMA 3 «cumsunii» (r=0,506, p<0,001).

A taxxe Teraennus (p=0,083) B rpynne CMA 3K «xomsumiiy.

4.5.3. Anaan3 B3aumocBsizu ®KEJI u ITOC ¢ BbIpakeHHOCTHIO TeopMaliui MO3BOHOYHHKA

Hamu mnpoBeaeno wuccnenoBanue cps3u nokaszareneit @XKEJI u IIOC c yrmom Ko66a,
OLICHEHHBIM I10 PEHTI'€HOrpaMMe IO3BOHOYHHKA B MpsMOM mpoekuuu. Eaunuieil nabmopeHus
(«cmyuai») cuMTancs MOMEHT BPEMEHH, B KOTOPBIN OBLIM OIIEHEHBI 00a mokazarens. Y OJHOTO
NalUeHTa MOIJIO OBITh HECKOJBKO «CIy4aeB», €CIM TakKas OLEHKAa MPOMCXOAMJIAa B HECKOJIbKHUX
BpeMeHHbIX Toukax. [lockonbky yron Ko0OGa mmen HeHOpMalbHOE paclpelesieHHue, MPUMEHSUICS
KOppeIAUUOHHbIN aHanmn3 CriupMeHa.

Otmeuaercst oOpatHas koppensius nokazatens @XEJI ¢ yrinom Kob66a B rpynmnax:

- CMA 3 «cuasunii» (p<0,001);
- CMA 2 «exauuit» (p=0,014).

A Tarke tenaeHuus k ooparHoi koppemsiuun @XKEJI ¢ yrmom Ko66a B rpynme CMA 1
«iexaunit» (uem Gompuie yron Ko66a, tem Hike OXKEJI, p=0,054). Ceszu yrina Ko66a ¢ ®XKEJI
OTpaKeHBl Ha AMarpamMMmax paccessHus. st Kaxaoi KIMHHUYECKOW TPYIIBI MPUBEACHBI JTHHUU

AlrpoKCUMaIuu. Onu OTpaXarOT TCHACHIUN H3MCHCHUA ®XXEJI oTHOCUTENIFHO M3MEHCHUS yriia
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Ko66a (Pucynok 64). 3naunmeix cBsizeit mokasareneid [IOC ¢ yrimom Ko66a Bo Bcex rpymmax He

BbIsiBJICHO (PrcyHOK 65).
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Pucynox 64 - Css3p nmokazarens OXKEJI Pucynok 65 - Ces3p noka3zaresns [10C
¢ yrimom Ko66a c yriom Ko66a

4.5.4. UccnenoBanme Ta300epeHHbIX CYCTABOB

Cocrosinue Ta300eIpEHHBIX CYCTAaBOB OLIEHMBAJIOCH MO MaHHBIM peHTreHorpaduu (PI) c
IUITAHUMETpHUEH B PSAMOIi poekiuu. J{is BeIssBIeHUS 1eopMalvii ¥ BEIBUXOB TOJIOBKH O€IPEHHOM
KOCTH HCHOJB30BaJICs MHIEKC Peiimepca — mpoueHT murpauuu OeapeHHoi rojoBku (Reimers,
1980). Drot mokasarenb MUPOKO MPUMEHSICTCS IS KOJIMYSCTBEHHON OICHKH CTEIEHH IMO/IBbIBHXa
WM BBIBHXA Ta300€/IpEHHOT0 CYCTaBa y IeTel ¢ HEBPOJIIOTHUECKIMHU HapyIIeHUsIMH, BKitodast CMA.

Hamu ucnosp30Bauch KPUTEPUU MTOJIOKEHHUS TOJIOBKU B CyCTaBe:

- < 30% — HOpMaITbHOE MOJIOKCHHE OSPEHHON TOJIOBKH;
- 33-70% — moxBBIBUX OEqpEHHON TOJIOBKH;
- 70% — BepoOATHBIN BBIBUX.

[TporpeccupoBanue nepopmanuii Ta300€IpPEHHBIX CYCTaBOB pa3iMyaloCh [0 CTEMEHU
BBIPR)KEHHOCTH B 3aBUCUMOCTH OT MCXOJHOTO (DYHKIIMOHAIBHOTO cTaTyca. Jist Kakoro mamuenTa
1o pe3yabTaTaM peHTreHorpaduu ompenensicss WHAEKC Pelimepca ans TpaBoro W JIEBOTO
Ta300€IPEHHOT0 CYCTaBa, B aHaJIM3 BKIIOYAJICS IIOKa3aTelb Xy/IIIed CcTopoHbl. JlaHHBIE
UCCIIEeIOBaHHUs Ta300eIPEHHBIX CYCTaBOB NPEJICTABICHBI Ha pUCYHKe 66. /lMHAMHMKa W3MEHEHUI

(YpoBEHb 3HAYUMOCTH P) OLIEHUBAJIACh OTHOCUTEIHHO HcxoHoro BuzuTa (0.0).
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Pucynok 66 — IIporeHT BbIsSIBICHHBIX edopmalinii Ta300€IpeHHBIX CYCTaBOB Y MAlUEHTOB C
paznuuHbiMU TUIIaMu CMA.
A. CMA 1 OK wiexauniiy. b.CMA 2 OK «cugsauniiy. B. CMA 3 ®K «cugsuniin. I'. CMA 3 ®K
«xomstuniiy. [Ipumedanue: N — KOJIMYECTBO 0OCIIEIOBAHHBIX.

VY manmuentoB CMA 1 ©K «iexaunii» HaOII0JaI0Ch TOCTOBEPHOE YBEIMUCHUE YACTOTHI KaK
MOJIBEIBUXOB, TaK W BBIBUXOB Ta300€pEeHHBIX cycTaBoB B nuHamuke. Ha Busute 0.0 moaBBIBHXU
BoIsiBIEeHBI ¥ 8/30 (26,7%), a BeiBUuxu — y 4/30 (13,3%) mauuentoB. Ha Busute 1.0, yactora
MOJIBEIBUXOB Bo3pocna 10 16/36 (44,4%), a BeiBuxoB — 110 10/36 (27,8%) (p=0,014). Ha Buzute 2.0
noBbIBUXH cocTaBmiu 9/28 (32,1%), a BeiBuxHU yBenuumiuch 10 14/28 (50,0%) cnygaes (p=0,015).
K Busury 3.0 momBeiBuxu peructpupoBanuch y 8/21 (38,1%), a BeiBuxu — y 10/21 (47,6%)
(p=0,024).

Ha pucynke 67 npeacraBieHbl peHTTeHOTpaguu Ta300eIpeHHBIX cycTaBoB nanueHTa co CMA
1 tuna c¢ mporpeccupyromei nedopmanueil B TuHaMuKe HabOmrogeHus. Bo3pacT Ha MOMEHT
MaTOT€HETHYECKOW Teparmuu COCTaBHI 6 MecsieB. Ha peHTreHorpaMme IMpencTaBlIeHBl JaHHBIC

UCCIIEIOBaHMS Yepe3 2 U 3 To/1a TIOCIIe CTapTa MaTOreHETHIECKOW TepaIiH.
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Pucynok 67 - Pentrenorpaduu ta3o0eapeHHbIX cycTaBoB nanuenta co CMA | tuna B
JUHAMUKE
A. Busut 2.0. ITo nanasM peHTreHOrpaduu Ta300epeHHbIX CycTaBoB (BO3pacT 2 rojaa 6
MECSILIEB): TOJIOBKU OepEHHBIX KOCTEH B JIaTepono3uLiy, 6osblie cupasa. Jlunuu [llenrona-
Menapna Hapymensl. Jlnanu Kanbse Hapymensl. Auneradynsapubiii Maaexc cripasa 28,2, cinesa
21,3, llleeuno-/Inadusapusiii Yroa cnpasa 167, ciesa 151. KoHTypbl TOJI0BOK pOBHBIE, YETKHE.
Wunexc Peitmepca cupasa 41%, ciesa 24%. Yron BepTUKaJIbHOTO COOTBETCTBUS cripaBa 47,1
rpagycos, ciesa 58,4 rpagycoB
b. Buzut 3.0. [1o manubeiM peHTreHOrpadun Ta300eIPESHHBIX CYCTaBOB (BO3pacT 3 roaa 6
MECSILIEB): TOJIOBKU O€pEHHBIX KOCTEN B JIaTepono3uLuy, 6osblie cupasa. Jlunuu [lenrona-
Menapna Hapymensl. Jluann Kanbse Hapymensl. Auneradynspusiii Maaexc cripasa 27,1, cnea
23,7, Uleeuno-/{naduzapusiii Yron cnpasa 173, ciea 157. KOHTYpbI TOJIOBOK POBHEIE, YETKHE.
Hunexc Peiimepca cipaBa 47(+6 3a roa)%, ciea 32(+8 3a ron)%. Yroa BepTUKAIBHOTO
COOTBETCTBUA crpasa 43,7 rpagycos, ciiesa 56,6 rparycoB

B rpynne CMA 2 ®K «wiexauunit» Obulo 00ciefoBaHO 2 MalMeHTa: y OAHOIO M3 HHUX
¢dukcupoBaincs noassiBux (1/2), y apyroro — BbIBUX (1/2), mpu 3TOM AMHAMUKU MU3MEHEHUH B
TEUYEHUE BCETO MepHoAa HaOoeHHsI He oTMeYeHo. CTaTHCcTHYecKas 3HAYMMOCTh OTCYTCTBOBAsa
BBH/Jly MaJIOTO pa3Mepa BhIOOPKH.

Cpenu narentoB CMA 2 OK «cuasuuii» Ha Bu3uTe 0.0 mMoABBIBUXM BCTpeuanuch y 9/37
(24,3%), a BeBUxu — y 15/37 (40,5%). K Busury 1.0 yactoTa mojaBbIBUXOB cocTaBwia 11/36
(30,6%), a BeiBUXOB — 20/36 (55,6%) (p=0,020). Ha Bu3uTe 2.0 MOABBIBUXM BBISBICHBI y 7/32
(21,9%), a BeBUXU — y 20/32 (62,5%) (p=0,020). Ha Bu3ure 3.0 yactoTa mMoABHIBUXOB CHU3WIIACh
1o 2/17 (11,8%), Toraa Kak 105 BBIBUXOB MIPOAOIDKANIA yBeIHMUUBaThes U gocturina 13/17 (76,5%),
IIPY STOM BBISIBIISUIACH JIUIIb TEHACHIINUS CTaTUCTUYeCKOM 3HaunMocTH (p=0,063).

VY nammentoB CMA 3 OK «cunsunii» Ha Bu3ute 0.0 moABBIBUXH BcTpedanuch y 6/14 (42,9%),
a BeiBUXU — Y 3/14 (21,4%). K Busuty 1.0 nonssiBuxu Obutn BoisiBIeHB! y 6/18 (33,3%), a BoIBUXU
—y 6/18 (33,3%). Ha Buswure 2.0 yactora noBpiBuxoB coctaBuia 8/18 (44,4%), a BeiBuxoB — 5/18
(27,8%). K Busuty 3.0 monBeiBuXu coxpassiuck y 2/7 (28,6%), a BeiBuxu — y 3/7 (42,9%).
JluHaMuka HoOcWiIa BOJHOOOpasHbIM xapakrep (0e3 cratucTuueckod 3Hauummoctd, p>0,083), uto

YKa3bIBA€T HA OTCYTCTBHUEC CTATUCTHUYCCKU JOCTOBEPHBIX N3MCHCHMI.
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VYV namuentoB CMA 3 @K «xonsuuii» Matonorus Ta300eIpEeHHBIX CYyCTaBOB BCTpedYaach
kpaitne penko. Ha Busure 0.0 monseBuxm otcyrcrBoBamu (0/10; 0,0%), ma Busmre 1.0
3apeructpupoBano 2/12 (16,7%) moABBIBUXOB, IIPH 3TOM BBIBHXHU HE HAOIIOATHNCH HA IPOTSKECHUH
Bcero nepuoaa (0/12; 0,0%) (6e3 craructudeckoi 3Hauumoctu, p>0,317).

B rpymme npen-CMA (n=6) u3MeHeHuit pu oleHKe Ta300eIPEHHBIX CYCTaBOB HE BBHISIBICHO.

Koppensunonnsiii ananus. IIpoBeneH KOppEISIMUOHHBIA aHAIU3 CTENECHU IOPaKCHUS
Ta300€IPEHHBIX CYCTABOB B IPYIIaX C BO3pacToM Jie0roTa, ynciioM konuii reHa SMN2, Bpemenem 110
ctapra Tepanuu, ®K 1 4yrcioM MOTOPHBIX HABBIKOB.

- B rpynne nanmmentoB CMA 1 10CTOBEpHBIX KOPPEJSIIUOHHBIX CBS3€i HE BBISBIICHO.

- ¥V nammmentoB CMA 2 OK «cuasunii» cTeneHb MOpaKeHUs: Ta300eIPEHHBIX CyCTaBOB ObLIA
BBIIIIE TIpH OoJiee NIUTEILHOM BpeMeHHu a0 Hadana tepanuu (I = 0,569; p < 0,001), Gonee
Huzkom OK (r =-0,320; p < 0,001) u MmeHbIIIEM YKCIIe MOTOPHBIX HaBBIKOB (I = —0,423; p <
0,001).

- YV namuentoB CMA 3 O®OK «cuasguuii» creneHb MOpPakeHUs Ta300€ApEHHBIX CYCTaBOB
OTPHULATEIBHO KOPPEIMPOBAJIA C KOJIMYECTBOM MOTOPHBIX HaBbikoB (I = —0,514; p < 0,001),
a TakKe OTMeuanach TEHACHIUS K €€ YBEJIMUYEHHUIO MPU MEHbIIeM ducie Konui rena SMN2
(r =-0,288; p = 0,088) u mpu GoJjiee JIUTEILHOM BpeMeHu 10 Hayana Tepamuu (I = 0,221; p
=0,099).

- ¥ nanmentoB CMA 3 OK «xonsuuii» cTereHb NopaxXeHus: Ta300€IpeHHBIX CYCTaBOB ObLiIa
BBIIIIE TIPH OoJiee panHeM Bo3pacte aedrorta (I =—0,439; p = 0,006). O yHKIIMOHATBHBIN KJ1acC
U YUCJIO MOTOPHBIX HAaBBIKOB HE OIEHUBAIHUCH (TIOCKOJBKY BO BCEX CIIydasxX OTMEYalUCh

MaKCHUMAJIbHBIC 3Ha‘-IeHI/I$I).

4.5.5. UccnenoBanue nedopmManmii HIAKHUX U BEPXHUX KOHEYHOCTeM

KoHTpakTypbl MpeacTaBistoT co00i 0JJHO U3 HanboJIee YacThIX OPTONEANYECKUX OCIOKHEHUH
npu ecrecTBeHHOM TedeHnH CMA. YacToTa 1 BBIpa)KEHHOCTb KOHTPAKTYP 3aBUCAT OT Tna CMA u
(YHKIIMOHAJIBHOTO cTaTyca NalueHTa. B HacToseM UCCleOBaHUM OLEHKAa KOHTPAKTYp
MPOBOAMJIACE B paMKax HEBPOJOTMYECKOTO0 OCMOTpA; KOJIMYECTBEHHAs OIEHKA YTJIIOBOTO
OTrpaHMYEHUs IBUKEHUI HE BBINOJIHAJACH. JlaHHbBIE HCCleI0BaHus, MToJIy4eHHble Ha Bu3uTax 0.0 u

3.0, mpezcTaBieHbl HAa pUCyHKe 68.
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KOHTpaKTypbl BEpPXHUX KOHEYHOCTENW Npu pasHeiX Tunax CMA
CMA 1 ®K 'nexauuvn’ CMA 2 ®K 'cupauvin’ CMA 3 @K 'cupaumin’ CMA 3 @K 'xopauun'
100 ~N
g [10e%  [aaw |
B G o]
=]
80 i
=3
R &0 2 2 9
:f-a o % 'ui.l 88.2% 85.7% E oo
g 4 84.2% : 83.3% 3 . 3 83.3%
65.2%
o o o o
2 58.8% 2 2 2
20
0
n=57 n=34 n=42 n=23 n=17 n=7 n=10 n=6
0.0 3.0 0.0 3.0 0.0 3.0 0.0 3.0
BuauT Buzur Busut BuauT
[ HeT KOHTpaKTyp I KoHTpaKTyphbl
KOHTpPaKTYpbl HWXKHUX KOHEYHOCTEN NPU pa3HbiX TUnax CMA
CMA 1 @K 'nexxauuin’' CMA 2 @K 'cupauuin’ CMA 3 @K 'cupaunin’ CMA 3 ©K 'xopnauyuin’
=)
100 Py
Q
80 ?
1]
—_— n' — — -
R 60 S 8 S
= = [ =
ko I I I
£ 0 E ) E
70.0%
2 61.4% 2 2 2
c S c 29, 42.9% =
o . o
20 32.4% 33.3% AL 33.3%
0
n=57 n=34 n=42 n=23 n=17 n=7 n=10 n=6
0.0 3.0 0.0 3.0 0.0 3.0 0.0 3.0
Buznt Buzur Busnut BuanT
1 HeT KOHTpakTyp B KoHTpakKTypbl

Pucynok 68 - Hacrora Bctpewaemoctu kKoHTpakTyp BK (A) m HK(B) B pa3HbIX rpynmnax namueHToB
co CMA na Busure 0.0 u 3.0

VYV namuentoB ¢ CMA 1 ©K «iexaunii», HaOII01aTI0Ch JOCTOBEPHOE YBEITUYCHUE YACTOTHI
KOHTPAKTyp BEPXHHUX M HIDKHHX KOHEYHOCTeH. J[0Jsl MalMeHTOB € KOHTPAKTypaMH BEPXHHX
KOHe4YHOocTe# Bo3pocna ¢ 9/57 (15,8 %) na Buzute 0.0 no 14/34 (41,2 %) na Busure 3.0 (p = 0,002).
Jlo71st mManuMeHToB ¢ KOHTPaKTypaMy HUKHUX KOHEUHOCTe! yBennuuiach ¢ 22/57 (38,6 %) no 23/34
(67,6 %) (p <0,001).

V nmarmmenToB ¢ CMA 2 K «cuasianiiy, 10711 KOHTPAKTYP BEPXHUX KOHEYHOCTEH YBETUIMIACH
¢ 7/42 (16,7 %) no 8/23 (34,8 %), omHaKo pa3nuuusi ObLIH cTaTUCTHYECKH HeocToBepHbI (P = 0,250).
Jlonst KOHTPaKTyp HUKHHUX KOHEUHOCTEeH Bo3pocna ¢ 28/42 (66,7 %) no 20/23 (87,0 %), Takxke 6e3
CTaTHCTUYECKH 3HAYMMON TUHAMUKH.

V manmentoB ¢ CMA 3 OK «cunsuunii», 1015 KOHTPAKTyp BEPXHUX KOHEYHOCTEH OCcTaBasiach

crabmnproit — 2/17 (11,8 %) na Busute 0.0 u 1/7 (14,3 %) na Busure 3.0 (p = 1,000). Hons
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KOHTPAKTYyp HWKHUX KOoHeuHOcTel n3mensuiack ¢ 10/17 (58,8 %) no 4/7 (57,1 %), 6e3 1ocTOBEpHBIX

paszmuumii (p = 1,000). V manumentoB CMA 1 - 3 opToneandeckue OCIOKHEHHS MOKa3aHbl Ha

Pucynkax 69-u 70.

Pucynox 69 - OpTonenuueckne OCI0KHEHUS Y TTAIIMEHTOB CIIMHAIBLHOM MBIIIEYHOU aTpodueit 1 —

3 tuna (A-3)
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r A

Pucynox 70- Opromnenuueckue OCIOKHEHHS Y MAlMEHTOB CIIMHAIBHONW MBIIIIeYHOH atpodueit 1 — 3

tuna (A-1)

¥ nannentos ¢ CMA 3 OK «xons4nii», 1015 KOHTPAKTYP BEPXHUX KOHEYHOCTEN yBEITNYMIIACh
¢ 0/10 (0,0 %) mo 1/6 (16,7 %) Ha Busute 3.0, OTHAKO pa3IMUUs HE JOCTUTAIN CTATUCTHUCCKON
sraunmocta (P = 1,000). lons KOHTpaKkTyp HMKHUX KOHeYHOocTel BeIpocia ¢ 3/10 (30,0 %) no 4/6
(66,7 %), Takxe O6€3 CTATUCTUYECKU 3HAYUMON TUHAMUKH.

Taxum 06pa3om, CTATUCTUYECKH JOCTOBEPHOE YBEIMUEHHE /10JIU MAIIUEHTOB C KOHTPAKTypaMu
otTMeueHo Toibko B rpynme CMA 1 ®K «wiexaunii»; B OCTAIBHBIX TPYIAX JOCTOBEPHBIX
M3MEHEHUH He BBISBIEHO, CTAOUIU3aLUS.

B rpymme npen-CMA (n=6) KOHTpaKTypbl BEpXHUX U HUKHHX KOHEYHOCTEH OTCYTCTBOBAIIH.

Ha pucynke 71 mpenacraBieHbl M300pakeHUS MAlMEHTOB, MOJYYMBIIUX JIEYCHHE Ha

MPEACUTIIMOTATHYECKOM CTaIuy 3a00IeBaHNUS.
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Pucynok 71 - n300pakeHusl MallieHTOB, MMOJIYUYHBILINX JIEYEHNE HA MPEACUIIMOTaTHUYECKON

craauu 3aboneBanust, rpymmna npea-CMA (A-1)
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4.5.6. CTpyKTypa OnepaTuBHBIX BMEIIATEIbCTB

V¥ namuentoB co CMA 1 @K wiexaunii» 10 Bu3uta 2.0 XUpypruueckie BMEIIATENIbCTBA HE
BbITIOJIHSUIUCH. HaunHas ¢ Bu3uta 2.0, ObUIH 3apeTUCTPUPOBAHBI ONIEpAIlUU: KOPPEKIIMS CKOJIN03a B
BO3pacTe 77 MecsleB U omnepalnus Ha Ta300eApeHHOM cycTaBe B Bo3pacTe 108 mecsaueB. K Busury
3.0 BeIMOSTHEHA enIé OJTHA OTIepaIlKs 10 MOBOY CKoJno3a (B Bo3pacte 123 mecsies).

Y nanmentoB co CMA 2 OK «iexxauuit» omeparus 1o KOppeKIUy CKoJIno3a Obliia MPOBEICHA
oaHoMy nanuenty Ha Busute 2.0 (B Bo3pacte 197 mecsues). B rpynne CMA 2 ¢ ®K «cuasuniin
XUPYPrU4eCcKHe BMEIIATEIbCTBA BHIOIHSUIMCH Ha BTOPOM IOy HaOJIOJEHUS: MPOBEACHBI YEThIpe
OTIepallMK 10 KOPPEKIUU CKojino3a (B Bo3pacte 125, 165, 171 u 187 mecsnes), ABe onepanuu HA
Tazo0enpeHHbIX cycTaBax (75 u 89 mecsIeB) U 0JHO BMEIIATEILCTBO 110 MOBOAY KOHTPakTyp (81
MecsIII).

VY nammentoB co CMA 3 OK «cuasiunii» Xupypruieckoe JIedeHHe TakyKe MPOBEICHO K BUUTY
2.0: BBIMTOJTHEHBI JIBE OIEpalliy 10 KoppeKiuu ckoymosa (125 u 180 mecsieB) u ogHa onepamnus 1o
ycTpanenuto KoHTpaktyp (135 mecsues). B rpymnme nanuentoB co CMA 3 OK «xonsauunii», a Takxke
y narnueHToB ¢ npea-CMA xupyprudeckrue BMEIaTeIbCTBa HE TPOBOIUIIUCH.

MenuaHHbII BO3pacT HAa MOMEHT ONEPALIUU I KOPPEKIMH CKOJIH03a COCTABHIL:

- 100 mecsues [77; 123] npu CMA 1;
- 171 mecan [165; 187] npu CMA 2;
- 153 mecsana [125; 180] mpu CMA 3.

MenuaHHBII BO3pacT Ha MOMEHT IS OTiepallfii Ha Ta300eIpEeHHBIX CycTaBax - 82 mecsma [75;
89] mpu CMA 2.

MenuaHHbBIN BO3pacT HAa MOMEHT OIEpaIliu JUIsl YCTPaHEHUSI KOHTPAKTYp:

- 81 mecsau npu CMA 2;
- 135 mecanes npu CMA 3.
TakuMm 00pa3oM, orepaTUBHBIE BMEIIATENbCTBA MTPEUMYIIIECTBEHHO TPEOOBAINCH MallieHTaM

c Oosee TAKENBIM UCXOIHBIM (DYHKIIMOHAJIBHBIM CTaTyCOM.
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I'JIABA 5. OIIMCAHME I'PYIIIBI HAIHMEHTOB C HEAOCTATOYHbIM OTBETOM
HA ITATOI'EHETUYECKYIO TEPAIINIO

5.1. Oﬁl.llaﬂ XApPpaKTCPUCTHKA MAIIMCHTOB C HEAOCTATOYHBIM OTBETOM HA NATOICHETUIECCKYIO

Tepanuio

CorjacHO TPENIOKEHHBIM KPHUTEPHUSIM HEJIOCTATOYHOTO OTBETa HA IaTOTCHETUYECKYIO
tepanuto (Tabmura 6, Pasaen 2.6.) cpenu Beex naiueHToB (N=149) yyacTBYIOIIMX B UCCICIOBAHUN
0TOOpaHbI IETH C HEIOCTATOYHBIM OTBETOM.

AHanmu3 Tpynmbl JeTed € HEIOCTaTOYHBIM OTBETOM HA MAaTOI€HETHYECKOM Tepamuio
MIPOBOJTUJICS, KaK 10 COBOKYITHOCTH BBISIBJICHHBIX JICTEH, TaK M 110 KQKJIOMY OTJCILHO BBISIBICHHOMY
cirydaro (fanee «coObITHe»). BIOOp Tako# TaKTHUKH MPEIUI0KEH, YIUTHIBAs, YTO Y HEKOTOPBIX JeTel
OBLITH BBISIBIICHBI «COOBITHS» Ha HECKOJIBKUX BH3UTAX.

Bcero B rpynmy ¢ HeZOCTaTOYHBIM OTBETOM Ha MATOTCHETHYECKOHM Tepamuio (XOoTs Obl Ha
OJTHOM U3 BH3HMTOB) oTHeceHO 51 (34,2%) mamueHt u3 Bcex obcnenoBanubix (N=149). Cpenu Tpex
tunioB CMA HaunboJjiee 4acTo BCTpeuaeTcsi HemocraTounbld otBeT B rpynmne CMA 1 (n=59) — 23
(39%) nmaumenta, Heckonbko Hike B rpynne CMA 2 (n=52) — 18 (34,6%) u 19 (31,2%) nanueHra B
rpyriie CMA 3 (n=32) (Pucynok 72). B rpymnme [Ipen-CMA (n=6) nanueHTOB ¢ HEIOCTATOYHBIM

OTBCTOM HE€ BBIABJICHO.

507

39.0%

401

51/149 23/59 18/52 10/32 0/0
Bce nauneHTbl CMA 1 CMA 2 CMA 3 Mpen-CMA

Pucynox 72 - lons neteit co CMA B rpyniax ¢ HeIOCTaTOYHBIM OTBETOM Ha MAaTOT€HETUIECKYIO
TEpaIuIo
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Knnanko-anaMHeCTHYSCKHE XapPaKTECPUCTHUKU BBIABJICHHBIX IMAUCHTOB C HEAOCTATOYHBIM

OTBETOM TIPEJICTaBJICHBI B Ta0mIe 21.

Tabmuua 21 - KnnHuko-aHaMHECTHYECKHE XapaKTEPUCTUKU BBISBJICHHBIX MALIUEHTOB C
HEJIOCTATOYHBIM OTBETOM HA ATOTCHETHUYECKOH TEPaIHIO

Bce mamuenTsr, n=51 YpoBeHb
CMA 1 CMA 2 CMA 3 3HAYMMOCTH
n=23 n=18 n=10 TUIs
XapakTeprucTHKa MAlMEHTOB pa3nuuuin
MEXITY
THUITAMHU
CMA (p)
o MYXCKO#, N (%) 11 (47,8%) | 10(55,6%) |5 (50,0%) 0.933
xeHckuii, N (%) 12 (52,2%) | 8 (44,4%) 5 (50,0%) '
](3;;3;1@ HA MOMEHT BKJIIOYCHHUS 7.0 95.0 %903?,(’)5
Me [O1: Q3] [5,0; 20,0] [56,0;127,0] 166,0]
Bo3spact Ha MoMeHT aebroTa (Mec.), 1,0 9,5 18,0
Me [Q1; Q3] [1,0; 4,0] [6,0;12,0] |[13,0;24,0]
Bo3pacT Ha MOMEHT Hauana Tepanuu 103,5
(mec.), 80 28,0 [90,0;
Me [O1: Q3] [4,0; 20,0] [56,0;137,0] 167,0]
](31\/?:;\?1; oT Ae0roTa 10 HaYaJia Tepanuu ?éoo' . ?2é00_125 ; ?722,\':30’
Me [Q1; Q3] e T 149,01
OA, n (%) 2 (8,7%) 1 (5,6%) 0 (0,0%)
Bun PJ1, n (%) 5 (21,7%) 6 (33,3%) 1 (10,0%)
naroreierna | HC, n (%) 6 (26,1%) 10 (55,6%) | 9(90,0%)
eCKOM HC/OA, n (%) 5 (21,7%) 0 (0,0%) 0 (0,0%)
Tepanuu PJT —OA, n (%) 5 (21,7%) 1 (5,6%) 0 (0,0%)
HC —»PJ1 -0A, n (%) | 0(0,0%) 0 (0,0%) 0 (0,0%)
Jenerust ax30H0B 7-8, | 22 (95,7%) | 17 (94,4%) | 7 (70,0%)
n (%)
0 0 0
Myramus g/iJ)'IeI_II/IH sk30Ha 7, n | 1(4,3%) 1 (5,6%) 2 (20,0%) 0,091
Toueunas mytarwust, n | 0 (0,0%) 0 (0,0%) 1 (10,0%)
(%)
q . 12,n (%) 16 (69,6%) | 2(11,1%) 0 (0,0%)
re‘f{‘;ﬂgl\;‘f\’éﬂﬂ 3, n (%) 5(21,7%) | 15(83,3%) | 8 (80,0%)
4, n (%) 2 (8,7%) 1 (5,6%) 2 (20,0%)
DK 1a cTanTe «wiexauniin, N (%) 23 (100,0%) | 2 (11,1%) 0 (0,0%)
o a‘:mT PTC I cunsamity, n (%) 0 (0,0%) 16 (88,9%) | 7 (70,0%)
p «xoasumii», N (%) 0 (0,0%) 0 (0,0%) 3 (30,0%)
. 22 (95,7%) | 18 (100,0%) | 10
0
.]H_[CC;SJILHLII/I uet, N (%) (100,0%) 1,000
g ma, N (%) 1 (4,3%) 0(0,0%) |0 (0,0%)
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[Tponomxenne Tadmuisr 21

Bospact wHa  momenT  mepsoro | 29,0 108,0 131,0 <0.001
«cobwITus» (Mec.), Me [Q1; Q3] [17,0;41,0] |[92,0;170,0] |[100,0;187,0] ’
Bpemss or Tepanmuum nmo mepsoro | 20,0 21,0 23,0 0806
«cobbiTHs (Mec.), Me [Q1; Q3] [11,0; 26,0] |[10,0;31,0] | [19,0;28,0] |
Yucio 1,n (%) 13 (56,5%) | 8 (44,4%) 4 (40,0%)
«cobbrTHily | 2, N (%) 8 (34,8%) 8 (44,4%) 4 (40,0%) 0.554
y OJTHOTO 3, n (%) 2 (8,7%) 1 (5,6%) 2 (20,0%) ’
pebenka 4, n (%) 0 (0,0%) 1 (5,6%) 0 (0,0%)
MoropHbIe Her, N (%) 20 (87,0%) | 8 (44,4%) 1 (10,0%) <0.001
«COOBITHS» na, n (%) 3 (13,0%) 10 (55,6%) | 9 (90,0%) '
Pecniupatopu | Her, n (%) 1 (4,3%) 5 (27,8%) 8 (80,0%)
bIe a, n (%) 22 (95,7%) | 13(72,2%) | 2 (20,0%) |<0,001
«COOBITHSIY
23 (100,0%) | 18(100,0%) | 10
Pt | .09 00| a
aa, n (%) 0 (0,0%) 0 (0,0%) 0 (0,0%)
TOJILKO MoTOpHBIE, N | 1 (4,3%) 5 (27,8%) 8 (80,0%)
(%)
Coueranue TOJILKO 20 (87,0%) | 8 (44,4%) 1 (10,0%) <0.001
COOBITHIA pecruparopusie, N (%) '
MOTOpPHBIC u | 2(8,7%) 5 (27,8%) 1 (10,0%)
pecruparopusie, N (%)

[Ton manmeHToB cymiecTBeHHO He paznuuaics (p=0,933). Bozpactubie nokazarenu npu CMA
1 6puTH 3HAUMTENHHO HIDKE, YeM npu CMA 2 u 3: Bkimouenne — 7,0 mecsites [5,0; 20,0] nmpotus
95,0 mecsieB [56,0; 127,0] u 102,5 mecsues [93,0; 166,0]; ne6ror — 1,0 mecs [ 1,0; 4,0] mpotus 9,5
Mmecsues [6,0; 12,0] u 18,0 mecaues [13,0; 24,0]; nayano tepanun — 8,0 mecsiues [4,0; 20,0] npotus
98,0 mecsues [56,0; 137,0] u 103,5 mecses [90,0; 167,0] (p<0,001). B rpynie CMA 1 npeobnaganu
nanueHTs ¢ 2 xormusimMu reHa SMN2 (69,6%), Torna xak mpu CMA 2 u 3 — ¢ 3 xonmsimu (83,3% u
80,0%; p<0,001). Paznuuuii mo unciay coObITUN MEXay rpyInaMu He BbisiBlIeHO (p=0,554).

[Tpu nonapuom cpaBHeHuu CMA 1 co CMA 2 umu CMA3, CMA 2 co CMA 3 cratuctudecku
3HauuMble paznuuns (pagi<0,05) HabOmromarorcs mpeumyinectBeHHO Mexay CMA 1 ¢ mpyrumu
rpynnamu. TakuM o0Opa3oM, BO3pacTHbIE MOKa3aTenu (Ha MOMEHT BKIIIOUEHHMs, JeOroTa, Hayana
TEpanuu U NepBoro coObITHS) AEMOHCTPUPYIOT BBICOKYIO 3HAUMMOCTh pa3anduii (padj<0,001) mexay
CMA 1 u CMA 2 wm CMA 3, torna xak cpaBaeauss CMA 2 u CMA 3 mo »TuM mapameTrpam
MIOKA3bIBAIOT OTCYTCTBUE paznuuuil (padj=1,000) wim norpannuHsle 3HaueHUsA (padi=0,090 s
BO3pacTa Ha MOMEHT J1e0r0Ta). BpeMs oT n1ebroTa 10 Havasia Tepanuy Takke 3HAYMMO Pa3IndaeTcs
mexy CMA 1 1 octanbHBIMU TpyminiamMu, HO He Mexx 1y CMA 2 u CMA 3. Yucno kornuit rena SMN2
3HaunMo otiudaeTcs Mexy CMA 1 u CMA 2 (padj <0,001), a takske CMA 1 1 CMA 3 (pagi=0,001),

HO He Mexay CMA 2 u CMA 3. ©K Ha crapTe Tepanuy UMEET CXO0XKYI0 AMHAMUKY: 3HAUMMBbIE
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pazmuuus Mexay CMA 1 u apyrumu rpynmamu (padj<0,001), Ho He Mexay CMA 2 u CMA 3
(pagi=0,111). Bua maroreHeTHYECKO# Tepanuy HEe MOKA3bIBACT 3HAYMMBIX Pa3IM4YMii HA B OJJHOM
cpaBHeHHH (padj=0,204; 0,051; 1,000). AHanM3 KIWHUYECKUX COOBITUI BBISBUI, YTO MOTOPHBIE
coObiTust 3HauuMo paznnyarorcss Mexay CMA 1 u CMA 2 (pagj=0,018) u CMA 1 u CMA 3
(pagj<0,001). PecnipaTopHbie COOBITHS TOCTHTAIOT 3HAYUMOCTH TOJbKO B cpaBHeHusix CMA 1 co
CMA 3 (pagi<0,001) 1 CMA 2 co CMA 3 (padj=0,048). Coueranue coOBbITHIl AEMOHCTPUPYET
sHayrMble paziuuus Mexay CMA 1 u CMA 2 (pagi=0,039), a Takske CMA 1 1 CMA 3 (pagj<0,001),
HO He Mexky CMA 2 u CMA 3.

U3 149 nanuentoB y 51 (34,2%) ormeueH HenocTaTouHbIi OTBET: Y 49% — oHO coObITHE, Y
51% — wmHOkecTBeHHBIe. Yaie Bcero BCTpeYaluch pecrnupaTopHbie coObiTs (72,5%), pexe
motopHbie (43,1%). IloBeimienne moTpeOHOCTH B 0OBEME PECHUPATOPHOM MOIACPKKH, KaK U
[JIOTaTeNbHBIX COOBITHI He BbIsABIEHO. Hanbonee yacTo QUKCHPOBATIUCH TOJIBKO PECHUPATOPHBIE
(56,9%), pexe Tonbko MoTopHbIE (27,5%) wnu ux couetanue (15,7%). MotopHble cOOBITHS
npeobnaganu mpu CMA 2 — 10 (55,6%) u CMA 3 — 9 (90,0%), Torna xak npu CMA 1 onun
BeTpeyasniuch Jumib  y 3 (13,0%) mammentoB (p<0,001). B mpoTHBOMONIOKHOCTH 3TOMY,
pecnipaTopHbie coObITUs AomMuHuUpoBainu mpu CMA 1 — 22 (95,7%), pexe npu CMA 2 — 13
(72,2%) n munumanbao npu CMA 3 — 2 (20,0%) (p<0,001). [letanbHO onucaHue BBIABIEHHBIX

«coObITHi» B pa3HbIX rpynnax CMA B tabmuie 22 1 Ha pucyHKe 73.

Tabmuma 22 - BeisiBIeHHbBIE «COOBITHS» B pa3HbIX rpymmax CMA

Onucanue «COOBITHH CMA 1, | CMA 2, | CMA 3,

OO0m1ee YuCao «COOBITHI», N n=35 n=31 n=18
Cumxenne CHOP INTEND >4 6asios 2 (5,7%) 0 (0,0%) 0 (0,0%)
CHumxenue HINE-2 >1 6amna 1 (2,9%) 0 (0,0%) 0 (0,0%)
Cumxenne HFMSE >3 6asios 0 (0,0%) 7 (22,6%) 5 (27,8%)
Cumxenne RULM >2 GamioB 0 (0,0%) 4 (12,9%) 3 (16,7%)
Cumxenne MFM >3% 0 (0,0%) 0 (0,0%) 4 (22,2%)

s CHmxenue «6 Mua» >30 MeTpoB 0 (0,0%) 0 (0,0%) 0 (0,0%)
YTparta >1 MOTOPHOTO HaBbIKa 0 (0,0%) 4 (12,9%) 4 (22,2%)

‘;‘g‘/) Crnkenne OK 0 (0,0%) 1 (3,2%) 0 (0,0%)

° YTpara rioranus 0 (0,0%) 0 (0,0%) 0 (0,0%)

E’IllilegﬁquHe o0beMa  HCIOJIb30BaAHHS 0 (0,0%) 0 (0,0%) 0 (0,0%)
YBennuenue crenenn X/IH 5 (14,3%) 3(9,7%) 0 (0,0%)
YBeHI/Iqi:HI/Ie 4HCIIA  PECTHPATOPHBIX | (771%) |12 (38.7%) |2 (11,1%)
COOBITHIA
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Pucynok 73 - BoisiBIeHHbIE «COOBITHS» B pa3HbIX rpynmnax CMA

[TonyuyenHbie AaHHBIE CBUACTEIBCTBYIOT O TOM, YTO HEAOCTATOYHBIA OTBET HA TEPAIUIO
dbopmupyetcs y 3HauuTeNbHOM A0H (10 1/3) manuentoB co Bcemu tTunamu CMA, ofHaKo CIIEKTp U

qacToTa BCTPCUYACMOCTH COOBITHH CYLICCTBCHHO Pa3JIMYarOTCA.

5.2. prnna CMA 1: onucanue MAIUEHTOB C HEA0CTATOYHBLIM OTBETOM HA NMNATOT€CHETUIECCKYIO

Tepanuio

Cpasuenue nanueHToB ¢ CMA 1 ¢ 6naronpusitasiM (n=36; 61,0%) 1 HeTOCTaTOUHBIM OTBETOM
(n=23; 39,0%) mpencraBneHo B Tabmune 23. [lom u Bo3pacTHbIE MapaMeTpbl JOCTOBEPHO HE
pasnuyanuck: xkeHmuuasl — 17 (47,2%) u 11 (47,8%), myxkunabr — 19 (52,8%) u 12 (52,2%)
(p=1,000); Bo3pact BrmroueHuss — 9,0 [6,0; 16,0] u 7,0 [5,0; 20,0] mecsmer (p=0,845); nedbror — 3,0
[1,0; 4,0] u 1,0 [1,0; 4,0] mecsaues (p=0,115); nauano tepanuu — 9,0 [5,5; 17,0] u 8,0 [4,0; 20,0]
(p=0,901). MuTepBan ot nebroTa 10 Tepamnuu Takxe He paznuyancs — 5,5 [3,0; 12,51 u 6,0 [3,0; 16,0]
mecsiie (p=0,478).

[To Tuny Tepanuu otmeuena tenaeHus (p=0,099): OA-moHOTepanus yamie NpuMeHsI1ach npu
onaronpustHoM otBete — 13 (36,1%). I'enetnueckue pazmuuust Obutn 3HauMMBI (p=0,029): npu
HEJ0CTaTOYHOM OTBeTe mpeobnaganu 2 konuu rena SMN2 — 16 (69,6%) npotus 18 (50,0%), Torna
Kak 3 Komuu yaiie BcTpedanuchk npu OnaronpustHom — 18 (50,0%) npotus 5 (21,7%); 4 xonuu

BBISIBJIEHBI TOJIBKO Y 2 (8,7%) MalnueHToB ¢ HeJOCTaTOYHBIM OTBETOM.
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OYHKIMOHANBHBIA CTaTyc Ha cTapTe ObLI OJAMHAKOBBIM: BCE MalMEHThl OOEUX TIpyMIl

ocraBayiuck ¢ OK «wiexaunii» (36 (100,0%) u 23 (100,0%)). JletasibHbIC KCXO/IbI OTMECUCHBI JIUIIIb

npu HepoctatouHoM oTBeTe — 1 maruent (4,3%) (p=0,390).

Ta6muma 23 — I'pynna CMA 1. CpaBHEH#HE MAIIMEHTOB ¢ 0J1aronpUsATHBIM M HEJIOCTATOYHBIM

OTBCTOM Ha TCPAIIUIO XOTA ObI Ha OAHOM U3 BU3UTOB

CMA 1
XapaKTepUCTUKA MAalUEHTOB

ITanmenTEI
OJaronpUsSTHHIM
OTBETOM

(n = 36 (61,0%))

(¢

[TanmeHTE!
HEIOCTaTOYHELIM
OTBETOM

(n = 23 (39,0%))

C

YpoBeHb
3HAYUMOCTHU JUTSt
paziInuuit MEXKY

TUMIAMU  OTBETa Ha
Tepanuio (p)

?;Z;‘CK““ N1 17 (47,2%) 11 (47,8%)
Hon MYXXCKOHM, N 0 0 1,000
(%) 19 (52,8%) 12 (52,2%)
Bospact Ha MOMEHT
Bkmrouenus (mec.), Me [Q1; | 9,0 [6,0; 16,0] 7,0 [5,0; 20,0] 0,845
Q3]
Bozpact Ha MomeHT nebroTa
(mec.), 3,0[1,0; 4,0] 1,0 [1,0; 4,0] 0,115
Me [Q1; Q3]
Bospact Ha MOMeHT Hauaia _ _
repamm (ec.), Me [O1: O3] 9,0 [5,5; 17,0] 8,0 [4,0; 20,0] 0,901
Bpewmst ot neGrora n0 Havana _ _
repamm (vec.), Me [O1: O3] 5,5[3,0; 12,5] 6,0 [3,0; 16,0] 0,478
Yoo Kommi 2, n (%) 18 (50,0%) 16 (69,6%)
rerra SMN2 3,n (%) 18 (50,0%) 5 (21,7%) 0,029
4, n (%) 0 (0,0%) 2 (8,7%)
«wiexaunity, | 36 (100,0%) 23 (100,0%)
n (%)
@K Ha crapre | «cugsuniin, n | 0 (0,0%) 0 (0,0%) NA
Teparnuu (%)
«xomsuwmii», N | 0 (0,0%) 0 (0,0%)
(%)
JleranbHBbIH Her, N (%) 36 (100,0%) 22 (95,7%) 0.390
UCXO]T na, n (%) 0 (0,0%) 1 (4,3%) ’

VY psaga nererr B rpynme CMA 1 ObUTH BBISIBIEHBI «COOBITHS» Ha HECKONIBKUX BHU3HTaX. Y

OOJIBIITMHCTBA 3aPETHUCTPUPOBAHO OAHO «coObITHe» — y 13 (56,5%), vy 8 (34,8%) oTmMeueHo nBa

cobbITH, y 2 (8,7%) manuentoB — tpu. Beero 35 «coOwituit» y 23 nereil.

XapaKTepI/ICTI/IKa MMAllMEHTOB C HEJOCTaTOYHBIM OTBETOM Ha MaTOTr€HETHUYECKOi TCpalur B

BbIOOpKe manneHToB CMA 1 1o umncity «coObITHIT» Tpe/icTaBiIeHa B Tadbmuie 24.
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Bo3spact Ha MoMeHT «coObiTHsi» coctaBm 30,0 mecsties [20,0; 40,0]. @yHKITMOHATBHBIN KJIACC
MAIMEHTOB HA MOMEHT «COOBITHSI» paclpeeNuics caeayomum oopazom: 26 (74,3%) 6smu ¢ OK
«iexauuity, 9 (25,7%) — «cupsuunity, a OK «xoasauii» 3aperucTpupoBano He Obuio. CreneHb
CKOJIMO3a, oueHEHHas B 18 ciydasx, coctaBmia meauany 24° [12; 35]. Bee manuents (35; 100%)
HY>KJQJIMCh B peCupaTopHOil moanaepxkke, ogqHako 4 (11,4%) ne npumensuiu HUBJI, HecmoTps Ha
Hannuue nokazanuil. bonemmucerso (31; 88,6%) ucnons3oBanun HUBJI menee 16 yacoB B cyTku, a
ciyuaeB npumenenust HUBJI > 16 yacos B cytku nnu UBJI He 3adukcuposano. Jlanusie o0 @XEJI u
ITOC 6butn orpanuyeHsl (TONBKO 3 ciydas): meauanbl coctasmmm 27,0 [20,0; 73,0] u 67,2 [58,2;
72,0] cootBercTBeHHO. IlomHoe oTcyTrcTBHE peabunurTanuu 3aperucrpupoBano y 3 (8,8%)
naneHToB. COMyTCTBYIOIIME OCIOXHEHUS BKIo4Yanu aucharuo y 16 (45,7%) manueHtoB u
YaCTUYHOE WIIH MOJIHOE MUTAaHUE uepe3 racTpoctoMy/30Hay 17 (48,6%): wactuunoe — y 7 (20,0%),
nonHoe — y 10 (28,6%). Oproneanueckue OCIOKHEHUSI MPOTPECCUPOBANIA Y YaCTH MAIIMEHTOB:
ckomo3 — y 3 (33,3% u3 9 ciyuaeB), nedpopmanuu TazodenpeHHbIx cyctaBoB — y 7 (33,3%).
MmmoOunmn3anus u3-3a NepeioMoB WM Ollepaliii B TeUEHHE IPEIIIECTBYIOLIET0 rojja OTMeYallach
y 3 (8,6%) u 1 (2,9%) nmauuenta coorBeTcTBeHHO. Pe3kue m3menenus z-score UMT BcTpeuanuch

penko: nmpubaska 6onee +1,0 SD 3arogq —y 1 (5,0%), noteps 6onee —1,0 SD — y 2 (10,0%).

Tabnuna 24 - XapakTepucTHKa NAIUEHTOB C HEJIOCTATOYHBIM OTBETOM Ha IMaTOT€HETUYECKOU
Tepanuto B BeIOOpKE nanueHToB CMA 1 1o unciy «coObITUi

OOmiee  4yuCIIO

XapakTepucTuka «COOBITHIN,
n=35
Bospact Ha MoMeHT «coObiTHS», Me [Q1; Q3] 30,0 [20,0; 40,0]
«wiexauuiiy, n (%) 26 (74,3%)
®K Ha MOMEHT «COOBITHSI» «cusaniy, n (%) 9 (25,2%)
«xoasumiiy, N (%) 0 (0,0%)
Yron Kob6a ckoMMOTHYECKOM YT Ha MOMEHT «coObiThs», Me [Q1; Q3] 5 .
4 [12; 35]
(ectp nannble B 18 crnyuasx)
Hyxnatorcs 8 HUBJI 35 (100%)
HeucnonszoBanne HUBJI (nmpu Hamuuuum
. . 4 (11,4%)
O6bem pecrupaTopHO# | MOKa3aHUW) HA MOMEHT «COOBITHS
MOAJICPKKU Ha MOMEHT | HMBJI <16 4acoB B CyTKH 31 (88,6%)
«cobbITHs», N (%) HUBJI >16 yacoB B CyTKH 0 (0,0%)
WBJI 0 (0,0%)

®XKEJI na momeHT «coObiTusi» N(%), Me [Q1; Q3],
(ecTp naHHble B 3 ciyyasix)

ITOC Ha MmomeHT «coObiTus» N(71/MuH) , Me [Q1; Q3],
(ecTp naHHble B 3 ciayyasx)

27,0 [20,0; 73,0]

67,2 [58,2; 72,0]
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[Tponomxenne Tabmuier 24

Hanuuue aucdaruu Ha MOMEHT «coObITHS», N (%) 16 (45,7%)
Iuranune 4epes | yactuunoe, N (%) 7 (20,0%)
racTpoCTOMY/30H/T Ha MOMEHT
«COBBITHSY noJHoe, N (%) 10 (28,6%)
OtcyTcTBHE peabUITUTAIIME HA MOMEHT «COOBITHs», N (%) 3 (8.8%)
(ectp nanuble B 34 ciayuasx) '
MMmoOunm3anys B IPeAIeCTBYIOIIMI TO/ H3-3a IeperoMoB, N (%) 3 (8,6%)
MMMoOHIH3aIUs B IPEIIIECTBYIONIUI ro/1 u3-3a oneparuii, N (%) 1 (2,9%)
[IporpeccupoBanue ckoimo3a 3a npeauiecTsyrommii rog Ha 10 rpagycoB u
3(33,3%)

6o1ee, N (%) (ecTs gaHHbIe B 9 ciiyyasx)
[IporpeccupoBanue nedopmanuu Ta300€IPEHHBIX CyCTaBOB 3a

. 7 (33,3%)
npemecTByronwmii rof, N (%) (ecth gannbie B 21 ciaydae)
Peskas nmpubaBka z-score (MMT/Bo3pact) 3a npemectByromutuii rog (+1,0 SD), 1 (5,0%)
N (%) (ects nannbie B 20 ciydasx) '
Peskas noteps z-score (MMT/Bo3pact) 3a npentiectBytomuii roq (-1,0 SD), n
(%) 2 (10,0%)
(ecth mannbIe B 20 ciydasx)

5.3. prrma CMA 2: onucanue MAaIMEHTOB C HEA0CTATOYHBIM OTBETOM HA NMNATOTCHETUYIECCKYIO

Tepanuio

CpaBuenue nanueHToB ¢ CMA 2 ¢ 6naronpusitbM (n=34; 65,4%) 1 HeOCTaTOYHBIM OTBETOM
(n=18; 34,6%) npeacrasneHo B Tabnuie 25. [Ton 6bu1 conoctaBum: sxeHIUHB — 19 (55,9%) u 10
(55,6%), myxuunsr — 15 (44,1%) u 8 (44,4%) (p=1,000).

3HaYMMBbIe Pa3NIUYMsl BBIABICHBI MO BO3PACTY: NMPHU OJIATONMPUATHOM OTBETE BKIIOUYEHHE B
uccienosanre — 37,0 [21,0; 71,0] mecsna, npu mHegocratounom — 95,0 [56,0; 127,0] (p<0,001);
Havano teparuu — 37,5 [20,0; 67,0] u 98,0 [56,0; 137,0] mecsaueB coorBerctBeHHO (p<0,001).
WuTtepsain ot nedrora 10 Tepanuu ObLI MouTH B 4 pasza Ooinble mpu HegoctarouHoM otsere — 90,0
[49,0; 125,0] mpotus 24,0 [11,0; 61,0] mecsmes (p<0,001). Bozpact neGrora paziauuuii He UMeNT —
7,0 [7,0; 10,0] 1 9,5 [6,0; 12,0] (p=0,747).

[To Tumy TepanmuM CTATUCTUYECKH 3HAUYMMBIX pa3iuuuid He BblABIeHO (p=0,061).
I'enernyeckuit mpoduas 6601 cxoaabsM (p=1,000): 2 xormmm rera SMN2 — y 3 (8,8%) u 2 (11,1%)
nanuenToB; 3 konun — y 30 (88,2%) u 15 (83,3%); 4 xonuu — y 1 (2,9%) u 1 (5,6%).

OyHKIMOHANBHBIN KJacc Mpu crapTe Tepanuu He pasnuuaics (p=0,602): «iexaune» — 2
(5,9%) u 2 (11,1%), «cunsguaue» — 32 (94,1%) u 16 (88,9%); «xonsuux» He ObLI0. JleTaabHBIX

HCXOJ0B HE 3apCrUCTPHUPOBAHO: BCC MMAITMCHTBI o0enx TPYIIIl ’)KMBBI K MOMCHTY aHaJIn3a.
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Tabmune 25 — I'pynima CMA 2. CpaBHeHHE TAI[UCHTOB ¢ OJarONpHUSITHBIM M HEJIOCTATOYHBIM
OTBETOM Ha Tepanuio XOTs Obl HA OTHOM M3 BU3UTOB

[TanmenTs! ¢ | [Tanuents! ¢ | YpoBeHb
CMA 2 OJTaroNPHUATHBIM HeI0CTaTOYHBIM 3HAYUMOCTH I
XapaKkTepUCTHUKA NTALIUEHTOB OTBETOM OTBETOM pasuui  MeXIy
(n = 34 (65,4%)) (n =18 (34,6%)) TUIAMK TeueHus (p)
?;Z;‘CK““ "1 19 (55,9%) 10 (55,6%)
Hoxn MYXXCKOH, N 0 0 1,000
(%) 15 (44,1%) 8 (44,4%)
Bo3zpacr Ha MOMEHT
BKJIFOUCHHS (Mec.), 37,0 [21,0; 71,0] 95,0 [56,0; 127,0]
Me [Q1; Q3]
Bospact Ha MomeHT neGrora
(mec.), 7,0 [7,0; 10,0] 9,5[6,0; 12,0] 0,747
Me [Q1; Q3]

Bo3pact Ha MoMeHT Havana
tepanuu (Mec.), Me [Q1; Q3]

37,5 [20,0; 67,0]

98,0 [56,0; 137,0]

Bpems ot mebrora mo Hauana
tepanuu (Mec.), Me [Q1; Q3]

24,0 [11,0; 61,0]

90,0 [49,0; 125,0]

ot |
EE

Yyeno KoMt 2,n (%) 3 (8,8%) 2 (11,1%)
reria SMN2 3,n (%) 30 (88,2%) 15 (83,3%) 1,000
4, n (%) 1(2,9%) 1 (5,6%)
«wiexauuiin, N | 2 (5,9%) 2 (11,1%)
(%)
@K Ha crapre | «cugsuuii», n | 32 (94,1%) 16 (88,9%) 0.602
Tepanuu (%) '
«xomsunii», N | 0 (0,0%) 0 (0,0%)
(%)
JletanbHbIi Her, N (%) 34 (100,0%) 18 (100,0%) NA
HCXO]T na, n (%) 0 (0,0%) 0 (0,0%)

v HEKOTOPBIX JIeTeH B rpymnme CMA 2 OblIH BBISIBICHBI «COOBITHS» HAa HECKOJIBKHUX BU3HUTaX.

Cpenu naruenToB ¢ CMA 2 110 0THOMY ¥ IBYM «COOBITHSIM» UMeTH 110 8 (44,4%) nereit, y 1 (5,6%)

e0EHKa OTMEUYEHO TPU COOBITHSA U €Ié 1 (5,6%) — deTbIpe «COOBITHS». XapaKTEPUCTUKA
b

MAllMEHTOB C HEAOCTATOYHBIM OTBETOM Ha ITATOI€HETHISCKOMN TCpaIro B BLI60pKe MMalfMCHTOB CMA

2 TI0 YUCITY «COOBITHII» TIpecTaBieHa B Tabnuie 26.
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Tabmuma 26 - XapakTepucTrKa MarMeHTOB C HEIOCTATOYHBIM OTBETOM Ha MAaTOT€HETHYECKOM
Tepanuio B BeIOOpKe marmeHToB CMA 2 o unciny «coOBITHI

OO0mree  YuCIo

«CoObITHE» cobbrTHii, N=31
Bo3spact Ha MoMeHT «coObITHs», Me [Q1; Q3] ﬂg:g] [97,0;
«iexkaumiiy, N (%) 6 (19,4%)
®K Ha MOMEHT «COOBITHSI» «custauiin, n (%) 25 (80,6%)
«xosanii», N (%) 0 (0,0%)
VYron Ko66a ckomoTHuecKoi 1yru Ha MOMEHT «coObiTHs», Me [Q1; Q3] 31 [11; 47]
(ecTh maHHBIC B 23 ciydasx) '
Hyxnatorcs 8 HUBJI 31 (100%)
Hewncnonb3zoBanue HUBJI (pu
. HAIMYMKA  TOKa3aHuit) Ha MomeHT | 13 (41,9%)
OObeM pecupaTopHO MOIICPIKKU CCOBLITISY
Ha MOMEHT «COOBITHsI», N (%) HIIBJI <16 9acos b oyt 18 (58.1%)
HWBJI>16 yacoB B CyTKH 0 (0,0%)
WBJI 0 (0,0%)

®IKEJI na momeHT «coObitusi» N (%), Me [Q1; Q3],

(ecTh maHHBIC B 26 clTydasx) 66,0 [44,0,75,0]

IMOC na MmomeHT «coObiTus» N (71/MuH), Me [Q1; Q3], 165,0 [112,0;
(ecTh maHHBIC B 26 clydasix) 207,0]

Hannuue aucharum Ha MOMEHT «COOBITHY, N (%) 2 (6,5%)
[Muranue vepe3 ractpocToMy/30Ha | yactuuHoe, N (%) 1 (3,2%)

HAa MOMEHT «COOBITHS nosHoe, N (%) 0 (0,0%)
OtcyTcTBHE peabUITUTAIIME HA MOMEHT «COOBITHs», N (%) 14 (45,2%)
HMmmoOumn3aiius B MpeIIiecTBYIONIUI ro/1 u3-3a nepeioMos, N (%) 0 (0,0%)
ViMMoOwMIM3aIist B TIPEIIIECTBYIOIINI 01 W3-3a onepanuii, N (%) 5 (16,1%)

IIporpeccupoBanue ckonmos3a 3a mpeamecTByromuil roa Ha 10 rpagycoB u
6oxee, N (%) (ects naHHbBIC B 18 coydasx)

[IporpeccupoBanue  nedopmanuud  Ta300€IpPEHHBIX  CYCTaBOB 3a
npemecTByomui rof, N (%) 3 (10,7%)
(ectp nanHbIe B 28 cryyasx)

Peskas npubaBka z-score (MM T/Bo3pacr) 3a npenuiectByromuii rox (+1,0 SD),
N (%) (ecth nanubie B 24 ciaydasix)

Peskas motepst z-score (MMT/Bo3pacT) 3a npenmectBytomuii roz (-1,0 SD), n
(%) (ecTb nanubie B 24 ciaydasx)

10 (55,6%)

5 (20,8%)

2 (8,3%)

Bospact Ha MOMEHT «coObITUs» BapbupoBasn ¢ MenuaHou 110,0 mecsues [97,0; 145,0].
OYHKIMOHATBHBIN KJIacC MAIUEHTOB HA MOMEHT «CcoObITUs»: 25 (80,6%) Obin @K «cunsumiin, 6
(19,4%) — «nexauniiy, a ®K «xoasuuity He 3apeructpupoBaHo. CTEMEHb CKOIMO3a, UMEa
menuany 31° [11; 47]. Bce manmentsl TpeboBamm pecnuparopHoir mommepxkku: 31 (100%)

Hyxnaamuce B HUBJI, mpu stom 13 (41,9%) He ucnonb3oBain €€, HECMOTpPsS Ha IOKa3aHUS.

HcnonwzoBanue HNBJI menee 16 yacoB B cyTku otmedeHo y 18 (58,1%), nnmutenbHas (=16 4acoB B
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cytkn) HUBJI u unBa3zuBHas BeHTwisius He npuMeHsuiich. Jlanawsie o @XEJI u I1OC Obum
JIOCTYIHBI B 26 ciydasx: Meauanbl coctaBmim 66,0% [44,0; 75,0] u 165,0 n/mun [112,0; 207,0]
cootBeTcTBeHHO. ComyTcTByrOmUe mnpobiaemsl BKIoYaiu aucharuto — 2 (6,5%) u gactuaHoe
nuTaHue dyepe3 ractpoctomy/3oHn — 1 (3,2%); momHOE 30HAOBOE SHTEPAIbHOE MUTAHHE
OTCyTCTBOBaJlo. PeaOunuranuss mOMHOCTBIO oOTcyTcTBoBama y 14 (45,2%) maiueHros.
OpTromnennueckue OCIIONKHEHUsI MPOrPECCUPOBAIM Yy YaCTH MAIMEHTOB: ckoyno3 — y 10 (55,6%),
nedopMmaruu TazodenpeHHslx cycraBoB — y 3 (10,7%). MmmoOunuzanus w3-3a omnepanuii B
IpeIecTBYIOEM roay ormedanach y 5 (16,1%), BcieacTBue nepesioMoB — HE perucTpupoBaach.
Peskue uzmenenus z-score UMT (npubaBka unu notepst Beca) Berpeyanuch y 5 (20,8%) u 2 (8,3%)

naluCHTOB COOTBETCTBCHHO.

5.4. prrma CMA 3: onucanue MAaIMEHTOB C HEA0CTATOYHBIM OTBETOM HA NMATOIT€CHETUIECCKYIO

Tepanuio

CpaBuenue nanueHToB ¢ CMA 3 ¢ 6naronpusitHbM (n=22; 68,8%) 1 HeOCTaTOYHBIM OTBETOM
(n=10; 31,2%) npexncrasneno B Tabaune 27. Ilon 6p11 oguHakoBbiM: MyxunHbl — 11 (50,0%) u 5
(50,0%), xenmmubr — 11 (50,0%) u 5 (50,0%) (p=1,000).

Bo3pacTHple moOKaszatenud JOCTOBEPHBIX pasznuuuii He umenn (p>0,483). ['enernueckwmii
npoduins Take copnaaan (p=1,000): 3 komuu rena SMN2 — y 17 (77,3%) u 8 (80,0%) narueHTOB,
4 o — y 5 (22,7%) u 2 (20,0%). ®yHKIIMOHAIBHBIN KJ1acc IPH cTapTe He paziuyaics (p=0,467):
B Tpymrie ¢ OJaronpusTHBIM OTBETOM «cusiune» — 12 (54,5%), «xonsuue» — 10 (45,5%); B rpymie
¢ HepoctatouHbM — 7 (70,0%) u 3 (30,0%). JleTanbHBIX UCXOJOB HE 3apETUCTPUPOBAHO B 00EUX
rpynmnax.

VY nHekoTophix aeteit B rpynmne CMA 3 ObUTH BBISIBICHBI «COOBITHSY Ha HECKOJIBKUX BU3UTAX.
B xoropre CMA 3 pacnpenenenue 66110 cxonubim: y 4 (40,0%) marueHToB 3a)UKCUPOBAHO OJTHO
cobnitue, y 4 (40,0%) — nmBa, y 2 (20,0%) — Tpu, ciaydaeB C 4YeTbIpbMs COOBITUSMHU HE

3aperucTpUPOBAHO.
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Ta6muma 27 — I'pynna CMA 3. CpaBHEH#HE MAIIMEHTOB ¢ 0J1aronpusATHBIM M HEIOCTATOYHBIM
OTBCTOM Ha TCPAIIUIO XOTA 61:1 Ha OOJHOM H3 BU3UTOB.

ITanmeHThl ¢ | ITanuenTr! ¢ | YpoBeHnn
CMA 3 OJIarOIPUSI THBIM HENOCTAaTOYHBIM 3HAYUMOCTH IS
XapaKkTepUCTHUKA NTALIUEHTOB OTBETOM OTBETOM pa3uuui  Mexnay
(n = 22 (68,8%)) (n =10 (31,2%)) TUIAMK TeueHus (p)
lzf,/yo;""‘“’“’ "1 11 (50,0%) 5 (50,0%)
Hoxn JKEHCKUH, N 1,000
) 0 0
(%) 11 (50,0%) 5 (50,0%)
Bo3spact Ha MOMEHT

srmouenust  (mec.), Me [Q1; | 118,5[68,0; 163,0] | 102,5[93,0; 166,0] | 1,000
Q3]

Bospact Ha MoMeHT 1ebroTa
(mec.), Me [Q1; Q3]

Bo3pact Ha MOMEHT Hayana
tepanuu (Mec.), Me [Q1; Q3]
Bpemst oT ne6roora 10 Havana
tepanuu (Mec.), Me [Q1; Q3]

17,0 [12,0; 24,01 | 18,0[13,0; 24,0] | 0,483

119,5 [65,0; 166,0] | 103,5[90,0; 167,0] | 0,984

105,0 [45,0; 146,0] | 92,5 [72,0; 149,0] | 0,857

Yyeno  xomit 2,n (%) 0 (0,0%) 0 (0,0%)
rera SMN2 3,n (%) 17 (77,3%) 8 (80,0%) 1,000

4, n (%) 5 (22,7%) 2 (20,0%)

«iaexkaunii», N | 0 (0,0%) 0 (0,0%)

(%)
@K Ha crapre | «cuasgunii», n | 12 (54,5%) 7 (70,0%)

0,467

Tepanuu (%)

«xomsuuniin, n | 10 (45,5%) 3 (30,0%)

(%)
JleranbHblit Her, N (%) 22 (100,0%) 10 (100,0%) NA
UCXOJI na, n (%) 0 (0,0%) 0 (0,0%)

XapakTeprucTUKa TAIMCHTOB ¢ HEIOCTATOYHBIM OTBETOM HA MATOTCHETHUYECKYIO TEPAITHio B
BbIOOpKe manneHToB CMA 3 1o uuciy «coObITHIT TpeacTaBieHa B Tadbnuie 28.

Boszpact Ha MoMeHT «coObITUs» cocTaBui Me = 140,0 mecsiies [100,0; 187,0].

OYHKIIUOHATBHBIN KJIACC MAIIMEHTOB HA MOMEHT «COObITUs»: 14 (77,8%) OBUTH «CUITIUMUY,
4 (22,2%) — «XOASYMMIY, «ISKAUUX» HE 3aperucTpupoBano. CTENeHb CKOIM03a, MMella METHaHy
33° [15; 75]. Bee mamueHTsl HyXAanuch B pecnupaTopHod nojaepxkke: 18 (100%) tpebopanu
HUBJIL, nipu atom 9 (50,0%) He ucnonb3oBanu e€, HecMoTpst Ha nmoka3aHus. Mcnonp3oBanne HUBJI
MeHee 16 dacoB B cytku otMmedeHo y 9 (50,0%), mmurensHas (>16 gacoB B cytku) HUBJI u
WHBa3WBHAs BEHTWIANMS HE TPHUMEHSUMCh. [lokaszarenw ApIXaTeabHOW (QYHKIIMM HAa MOMEHT
«cobbITus» 6bUTH crienyromumMu: OIKEIL — 79,5% [67,0; 90,01, [TIOC — 243,5 n/mun [141,0; 303,0].

COHYTCTBYIOIJ_II/IG HpOGJ’ICMBIZ ,Z[I/IC(I)al“I/I}I OTCYTCTBOBaJla Yy BCCX IIALIUCHTOB, NHUTAHHUC YCPEC3
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racTpocTOMY WJIM 30H] HE MpUMeHsUIoCch. [lomHoe oTcyTcTBUE peadunuTanuu 3adpuKkcupoBaHo y 16

(88,9%) marueHToB.

Tabmuua 28 - XapakTepucTUKa MaeHToB ¢ HeJIOCTATOYHBIM OTBETOM Ha MATOI€HETHYECKYIO
Tepanuio B BbiOopke nanueHToB CMA 3 o ynciy «coObITUI»

«CoOpITHE» Obmze . q_HCHO
coObITHI, N=18
Bospact Ha MoMeHT «coObiTHs», Me [Q1; Q3] 139’8] [100,0;
«iexkaunii», N (%) 0 (0,0%)
®K Ha MOMEHT «COOBITHSI» «euastauiin, n (%) 14 (77,8%)
«xomstauiin, n (%) 4 (22,2%)
VYron Ko66a ckomoTHYECKO# Tyru Ha MOMEHT «coObITHs», Me [Q1; Q3] 33 [15; 75]
(ecth manHbIC B 14 ciydasx) '
Hyxnarorcs 8 HUBJI 18 (100%)
Heucnons3oBanue HUBJI (pm
. HaMYuKM  nokasanuit) Ha MomeHT | 9 (50,0%)
OGbeM peciupaToOpHON MOANCPKKH | (oo oo
0
Ha MOMEHT «COObITUS», N (%) HUBJT <16 wacos B cyTku 9 (50,0%)
HMBJI >16 4acoB B CyTKH 0 (0,0%)
WBJI 0 (0,0%)
®XKEJI Ha MmomeHT «coObiTus» N (%), Me [Q1; Q3] 79,5 [67,0; 90,0]
ITOC na MmomeHT «coObiTus» N (;1/MuH) , Me [Q1; Q3] ggg’g] [141,0;
Hannuue aucharum Ha MOMEHT «coOBITH», N (%) 0 (0,0%)
[IuTaHue Yepes racTpocToMy/30H | ACTHHHOS, n (%) 0(0,0%)
HA MOMEHT «COOBITHS» nonwoe, n (%) 0 (0,0%)
OTcyTcTBHE peaOUIUTAIIMH Ha MOMEHT «COOBITHs», N (%) 16 (88,9%)
ViMMoOuIn3aIust B PEAIIeCTBYIOIINI o/ n3-3a mepeaomMoB, N (%) 4 (22,2%)
HMMMoOuIH3aIus B MpeIIIecTBYIONIUI 1o/ u3-3a oneparuii, N (%) 5 (27,8%)
[IporpeccupoBanmue ckonmosa 3a mpeamecTByomuii rogx Ha 10 u OGonee 5 (45,506)
rpaaycos, N (%) (ectb nanueie B 11 caygasx) '
[IporpeccupoBanne  nedopmanuu  Ta300€IPEHHBIX  CYCTaBOB  3a 2 (11,1%)
npeiecTByromwii roj, N (%) '
Peskas npubaBka z-score (MM T/Bo3pacr) 3a npenuiectByromuii rox (+1,0 SD),
2 (13,3%)
n (%) (ectb nanubie B 15 cimydasix)
Peskast motepst z-score UMT/Bo3pact 3a npeamectByromuii rog (-1,0 SD), n 9
o (13,3%)
(%) (ecTh nanubie B 15 cimydasix)
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NMMoOunu3anusi B IpeAMeCTBYIOMUNA 1o oTMedeHa y 4 (22,2%) manueHTOB BCIICICTBUE
nepesioMoB U y 5 (27,8%) — u3-3a onepauuii. [IporpeccupoBanue opToneAMUeCKUX OCIOKHEHUM
Takke OBLIO PACIPOCTPAHCHO: YBEIMUYEHHUE yria ckonrosa >10° 3a rox Habmomanock y 5 (45,5%),
nedopManuu Tazo0eApeHHBIX cycTaBoB nporpeccupoBanu y 2 (11,1%). Pe3kue usmeHenus: Maccol
tena 1o z-score UMT 3a mocneanuii roa BCTpedannch OTHOCUTEIBHO penko: mpubdaBka 6omee +1,0

SD —y 2 (13,3%), moteps 6omnee —1,0 SD — taxxke y 2 (13,3%).
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I''TABA 6. OBCYKAEHUE PE3YJIbTATOB

Hacrosimee niccnenoBanne mOCBsIEHO MHOTOJIETHEMY HAOMIOACHHIO 3a manueHTamMmu co CMA
Ha (hOHE Tepanuy MHHOBAIIMOHHBIMH TIperapaTaMu JJIs MaTOTeHETUIECKOTO JICUCHHS, BIHSIFOIIIMMHU
Ha ypoBeHb O6enka SMN, TakuMH Kak HyCHHEpCEeH, pUCAUILIIaM, OHACEMHOTeH abenapBoBek. [lepuon
HaOJIFOeHUs coCcTaBuiI OT 1 110 3 ner.

HccnenoBanue mpoBeeHO B MATh 3TanoB. B mepByio odepelb B UCCIEIOBAHMM OIEHEHA
OeccoObITHITHAS BRDKMBAEMOCTh, KaK KITFOYCBOM MOKA3aTeh BIMSHUS IMATOTCHETUYCCKOW Teparuu
Ha TPaeKTOpUIO 3a00JIeBaHMsI, MMO3BOJISIONIETO COXPAaHUTh KU3Hb. Ha BTOpoM sTame mpoBeaeHa
orieHKa 3(PQPEKTUBHOCTU TEpanuu MO (YHKIMOHAIBHBIM IOKAa3aTeNIIM. aHaIu3 o0beMa KPYIHBIX
MOTOPHBIX HaBBIKOB (110 kpuTepusM BO3) u cMeHa (QyHKIIMOHAIBHOTO Kilacca B IMHAMHUKE, OI[CHKA
no ¢pyHkuuoHaabHbIM MOTOpHBIM Inkagam (CHOP INTEND, HINE-2, HFMSE, MFM-32, RULM,
6-MWT). Ha TpeTbeM »3Tarie BBIMOJHEH IMOUCK MOTEHIMAIBHBIX MPEIUKTOPOB BIHUAIOIIMX Ha
MOTOPHOE pa3BUTHE, a MIMEHHO CMEHY ()YHKIIMOHAJIBHOTO Kjiacca Ha Ooliee BHICOKMN ypoBeHb. Ha
YETBEPTOM JTalle HCCIEAOBAHO BIIMSIHUE MATOTCHETUYECKON Tepanuu Ha HEBPOJIOTHYECKUUA U
comatuiyeckuid  craryc. OIlLIEHEHBl  KOTHUTHUBHAs, 3MOIIMOHAJIbHAs, KOMMYHHUKATHUBHAs,
sMoIMoOHaNbHas ceprl pazBuTus. Ha msaToMm sTame mpoaHamu3UpoBaHA TpyMa MalHUEHTOB C
HEJOCTATOYHBIM OTBETOM Ha JICUEHUE.

B namewm uccienoBanuu npuHsuio ydactue 149 manueHToB ¢ TeHETHYECKU MOATBEPKIEHHBIM
nuarHozom CMA, u3 vux 75 (50,3%) nesouek u 74 (49,7%) manpunka. Pactnpenenenue no rpymnmam:
143 (96%) pebEnka ¢ paznuuHbIMU KaMHHYeckuMu tTunamu CMA (rpynnst CMA 1, CMA 2, CMA
3) u 6 (4,0%) manuentoB 6e3 cumntToMoB CMA Ha MOMEHT WHUIIMAIIUH MTATOT€HETUYECKON Tepanun
(rpymna npen-CMA). Bcero B uccienoBanue BritodeHo 11 (7,4%) nmereld ¢ yCTaHOBJICHHBIM
nuarHo3om 1o pesynbTatam PHC, HO 5 u3 HuxX umenu cumntoMbl CMA Ha MOMEHT WHMUIIMAIIIHI
Tepanuu. [laHHBIA pa3mep BBHIOOPKHM W JUIUTEIBHOCTh HaAOMIOJEHHUs oOecredus JAOCTAaTOYHBIN
YPOBEHb pEINpEe3eHTATUBHOCTU. [lomydeHHbIE pe3ynbTaTbl B HAIIEeM HCCIEAOBAaHUU HMENH
JIOCTOBEPHYIO CTATUCTUYECKYIO 3HAYUMOCTH JiJIsi OOJBIIMHCTBA TPYIIN MarMeHToB. Pazmep rpymm
CMA 2 ®K wiexaunit» (n=4) u npen-CMA (N=6) sBUJICS 3HAUUMbIM OIPAHUYEHHEM, MTOCKOJIBKY
HEKOTOpbIE JaHHBIE U CBSI3U MOTTHU OBITh HE BBISBICHBI. JlJi1 OIEHKM BpPEMEHHOW TWHAMUKHU
MIPOBOJIUJIOCH CpaBHEHHUE CBSI3aHHBIX rpymi. [Ipu mpoBeneHHM aHaaM3a YYUTHIBAINCH JaHHBIC
MalMeHTOB, UMEBIIINX OIEHKY MOKa3aTeNsi B 00€MX TOYKaX M3 CpaBHUBAeMoOM maphl. B Tex ciydasx,
KOrJa JIaHHBIE OTPAHWYEHUS MOTJIM TOBIHATh Ha pe3ylbTaThl W HHTEPIPETUPOBATH TaKHE
pe3yIbTaThl HAJI0 C OCTOPOKHOCTHIO, IO TeKCTY T1aBbl «OOCYKIEHUS» CIETaHO COOTBETCTBYIOIIEE

NpuMcHYaHue.
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Bce netu B rccneoBaHuy MoOdyvaliy NaTOTeHETUYECKYIO TePANUIo MpenaparaMu HyCHHEPCEH,
PUCIUIIIIAM WJIH OHACEMHOTEH a0emapBOBEK WIIM CMEHWIH TIOCIIEIOBATEIEHO OJIMH BH]I TEPAIHH HA
apyroit (HC—OA, PI-0OA, HC—PJI—0OA). I1o sTHYeckuM COOOpaXKCHUSM TPYIIIBI KOHTPOJIS B
uccienoBanuu Her. CpaBHEHHE C €CTECTBEHHBIM TeueHUEeM 3a00JIeBaHUS MPOBOJIMIIOCH 10
OITyOJIMKOBAaHHBIM paHee JTUTepaTypHbIMU JaHHBIMU. Meinana Bo3pacta Hadyasla aToreHeTHYeCKOro
JICYCHUsI BCEX BKIIFOUYCHHBIX B HCCIICOBaHHME (OH € BO3pacT Ha MOMEHT mepBoro Bm3uta 0.0,
p>0,157) cocraBuna 24 [9;97] mecsia, a Mmenuana neproja HaomoaeHus — 36 [24;36] mecsies.
Menuana Bo3pacTa Ha MOMEHT CTapTa IHaTOreHeTWYecKoW Tepanuu B rpymme npen-CMA - 2,0
[1,0;6,0], CMA 1 - 9,0 [5,0; 18,0] mecsneB. Obpamaet Ha ceOs BHUMaHHE OOJbIas 3aJepKKa B
WHUIIMAIUH JIeYeHus B rpymme naiuentoB co CMA 2 - 55,0 [22,0; 100,5] u CMA 3 - 100,0 [67,0;
147,5] mecsues.

IlepBrlii 3Tan uccaenoBanus. [IpoBeneHo uccnenoBanne OeCCOOBITUHHON BBIKHBAEMOCTH
NAlMeHTOB B pa3HbIX Tpymmax. Bce coObiTus mpouwsonutd Tonbko B rpymme CMA 1 (n=59).
3aperucTpupoBaH OAWH JieTanbHbI ucxon (1,7%), a HeoOXOAUMOCTh B TIOCTOSSHHOM BEHTUIISIIMHI
NETKKX, BO3HUKINAS BIIEPBBIC IO HaYajla MAaTOTCHETHYECKON Teparuu, 3apEeruCTpUpOBaHa y 5 IeTei.
Menuana Bo3pacta HacTyruieHus coObiTus 4 [3; 6] mecsaua. Takum oOpa3om, A0S MALMEHTOB, HE
JOCTUTIINX KOMOMHUPOBAHHOW KOHEYHON TOYKM K MOMEHTY MOCJIEIHEro HaOII0IeHuUs, COCTaBHIIIa
89,8% (53/59) B rpynme CMA 1. Ha ¢oHe npuMeHeHUsI MaToreHeTHYecKoi Tepanuu 4 peOeHKa
HIEPEBE/ICHBI C TIOCTOSIHHOW BEHTWIIAIMHK (>16 4acoB B CyTKH) Ha HOYHYIO (MeHee 16 4acoB B CYTKH)
B CBSI3U C ylydlleHHeM (DYHKUIUU JETKUX, YTO HEJOCTHKUMO IpU ecTecTBeHHOM Tedennn CMA
(Finkel et al., 2014). Crnenyet OTMETHTb, YTO, HECMOTPSI Ha YMEHbIIIEHHE 00BEMA PECTTUPATOPHOI
MOJIJICP)KKHA 3TH TAIUEHTHI OBUTH COXPAHCHBI B KATETOPUHU «JIOCTHTTINX KOHEYHOW TOYKW» TPH
aHaJgn3e HCXO0/J0B. TONBKO OJUH MAalMEHT mpoaoikaeT ucnoib3zoBaTh HUBJI >16 wacoB Ha
MPOTSKEHUH BCETO UCCIIEIOBAHUS.

B uccnenoannu Oskoui M et al. (2007) npencrasiensl naHHbie 0 BebkuBaeMocTH CMA 1
THUIIA, TJIe CPAaBHUBAIOTCS JBa nepuoaa Haomoaenus: 1995-2006 roasr (n=78) u 1980—1994 rossr
(n=65) [187]. B mepuoxny 1995-2006 rombl TPUMEHSIIACh NPOAKTUBHAS HYTPUTHBHAS U
pecnrpaTopHas MOAepkKKa, HO MaTOTeHETHYeCKask Teparnusl e He UCIoNIb3oBaack. B Tabmuie 29
MpPUBENICHBI TaHHbIe Halero ucciuegoBanus u nanueie Oskoui M. u coast. nns CMA 1 tuna. Ha
pucynke 74 Kpussie Kamnana-Matiepa niss CMA 1 Tumna u3 HaIero uccieI0BaHus ¥ UCCIEA0OBaHUS
Oskoui M. HecmoTpst Ha pa3nudus B JU3aliHE UCCIICAOBAHUMN, YETKO MPOCICKHUBACTCS pa3indne B
BBDKHBAEMOCTH, YTO, BEPOSTHO, OTPAXKAET BIMSIHUE COBPEMEHHBIX MOIX0/I0B K TATOTCHETUYECKOMY

JICYCHHUIO U pacmnpeHHoﬁ no;u:[epncHBanmeﬁ TCpaInu.
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Tabmmma 29 - Xapakrepuctuka nmarieHToB CMA 1 THna B CpaBHEHUHU C UCTOPUUYECKUM KOHTPOJIEM

IToxazarens Hame wuccnenosanme | Oskoui M. 1980- | Oskoui M. 1995-—
(2022 —2025) 1994 (mo 1995) 2006 (mocne 1995)
Yuciio manueHToB 59 65 78
Cwmeprts (Bo3pact), Mec. 34 (oguH MayeHT) Me —7,3 Me — 10
YMepiive nanueHThl 1,7% 80% 35,9%
BrepxuBaemocThb oe3 | 89,8% 18,5% 47, 0%
IMOCTOSIHHOM BEHTUIISAIIUN
Yacrora BenTwnimuu >16 | 8,5% 21,5% 43,6%
9acoOB B CYTKH
Hamnune mnarorenernueckoii | a Her Her
Teparnuu
CMA 1
1,0 s 1,01
2 8
g 081 2 0,81
g I
a T
§ 0,6 § 0,6
8 D .
=
§ 0,4 E 0.4-
E 0,27 % 024
¥
0,0 T T T T T T ""::- 0 ] I I T I
0 20 40 60 80 100 120 140 0 50 100 150 200
Bo3spacT (Mecsaubl) BospacT (MecaLbl
A 5 pact (mecAubl)
IIpumeyanue:

Pomusmmecs B mepuon ¢ 1995 o 2006 rr. (n=78), Oskoui M.

—— Ponusimecs B nepuon ¢ 1980 mo 1994 rr. (n=65), Oskoui M

Pucynok 74 - Kpussie Kannana-Maiiepa qist CMA 1 u3 Hatiero ucciae1oBaHUSI U HCCIIEI0OBAHUS
Oskoui M et al. (2007).

A. marmmentel CMA 1 13 Hamero ucciiefoBaHus,
b. ITarmmenter CMA 1 u3 uccinenosanus Oskoui M.

Takum 06pa30M, KaK BHIHO H3 IMPCACTABICHHBIX JAHHBIX, IMATOICHCTHYCCKAA TCpaIllni

yAy4IlaeT MPOrHO3 Yy MAIMEeHTOB ¢ TsokenbIMH (opMamu CMA, 3HAUMTENBHO YBETUYMBas

BBDKMBACMOCTD 11O CPABHCHUIO C €CTCCTBECHHBIM TCUCHUCM 3a00JIcBaHNI U CHUKAS H€O6XO)II/IMOCTI)

B [TIOCTOSTHHOM PECIMPATOPHON MOAIEPIKKE.

B namewm uccienoBanuu BekuBaeMocTh nanueHToB ¢ CMA 2, CMA 3 u npea-CMA okazanack

CTOHpOLICHTHOfII Ha TPOTSIKECHUMU BCCro Iepruoaa Ha6JIIO,Z[eHI/IH cpeau ManuceHTOB HHUKEM HEC

AOCTUTHYTO KOHEYHOM TOYKH.
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Bropoii 3Tan ucciaenoBanus. Ha BTopom sTane oneHeHa 3pGheKTHBHOCTh MAaTOT€HETHYECKON
Tepanuu 1Mo (QYHKIMOHAIBHBIM IOKa3aTelsiM, MPOBEACHA OLIEHKa 00beMa KPYIHBIX MOTOPHBIX
HaBBIKOB, CMEHBI (DYHKITMOHAIBHOTO KJlacca M TECTUPOBAaHHE MO (yHKIIMOHATBHBIM IIKaJIaM BO BCEX
rpynmnax.

B rpynne CMA 1 ®K «wrexaunii» (n = 59) Ha crapre tepanuu toiasko 21/59 (35,6%) nereii
yaepxkuBaiu ronosy, 21/59 (1,7%) nepeBopaunBairch, U HE OJKUH He cuen 6e3 omopsl 10 u 6osee
cekynn. K 3asepmiennto nadmonenus (3.0) 33/40 (82,5%) ynepxkuBanu ronoBy, 27/40 (67,5%)
nepesopaunBanuchk, U 30/40 (75%) cumenu camocrositensHo 10 u Gonee cexyHa. Bomee croxkHbie
HaBBIKM DPAa3BMBAJINCh pPeXe: MOa3aHUs Ha derBepeHbkax mocturau 4/40 (10,0%), crosHus c
noiepsxkkoit — 6/40 (15,0%), a xoap061 ¢ mognepkkoit — 3/40 (7,5%). CamocTosITeIbHOE CTOSIHHAE
U CaMOCTOSITEeJIbHAs X0[b0a He OBbUIM JOCTHUTHYTHI HH Y OIHOTO TMalnueHTa. YWCIO MOTOPHBIX
HAaBBIKOB CTATHCTHYECKHM 3HAYUMO MPSIMO KOppeaupyer ¢ yuciom Komuii rena SMN2 (p <0,001) u
Bo3pacToM aebroTa (p<0,001).

Habmroganock 3HaunMoe yimyqnieHiHe MOTOPHBIX (DYHKIHHA K KOHITY 3-X JIETHETO HAOJIIOICHUS:
75% nereit cmenmm DK ¢ «iexxauero» Ha «cupsgumity (p <0,001), yto HemocsraemMo mpu
ecrectBeHHOM Teuenuu 100S et al., (2004).

B ucciaenoBanne ANCHOVY (ri1o6anbHOE MHOTOILIGHTPOBOE HCCIICIOBAHHE €CTECTBEHHOTO
tedeHuss CMA 1-ro Tuna) nauueHTsl yepe3 18 MecsieB He JOCTUIIIN KaKOTo-T100 YPOBHS KOHTPOJIS
HaJl TOJIOBOM B BEPTHKAJIBHOM IIOJIOKCHHHU, MOJ3aHUS, CHICHHUS, CTOSHHUS WM XOJbObl [76].
[TomyueHHbIe pe3ynbTaThl UCCIEAOBAHUS IEMOHCTPUPYIOT pa3pyIIUTEIbHOE TeUeHUE 3a00IeBaHus.
B wuccnenoBanuu ANCHOVY Bce mnammentsl neporo tuna CMA He CMEHWIH CBOHM
(GyHKIIMOHAIBHBIA CTaTyC M ocTayiuch nanueHtamu ¢ OK «wiexxaunii» iy nmorudiu, 4To 3Ha4YMMO
OTJIIMYAETCS OT MOJYYCHHBIX HAMU PE3YJIbTaTOB.

[TosiBNeHHEe TakoTo HaBBIKA, KaK yJep>KaHUE TOJIOBBI HIIM CUJICHUE JaKe NI OYEHb TSKEIIBIX
HalMEeHTOB KPUTHYECKU BAaXHO. DTO AaET BO3MOXKHOCTh BEPTHUKAIM30BATh MAallMEHTOB, 00JeryaeT
yXOJl U THUTAaHHE, CIOCOOCTBYET JIydIlleld KOOpPAMHAIMH JbIXaHWs W TIOTAHWS, CHIDKACT PHUCK
acTMpanuy, OCOOCHHO TPHU KOPMIIEHHH. DTO JIaeT BO3MOXXHOCTH HANpaBJIEHHO IOBOPAYHBATH
TOJIOBY, CJIEAUTD 32 OOBEKTAMH U YCTaHABIMBAThH 3PUTENbHBIN KOHTAKT B BEPTUKAIBHOM IMOJIOKEHUU
yAay4IlaeT KOMMYHMKALIMIO W B3aUMOJCHCTBHE C OKPY)KAIOLUIMMM, YTO OCOOCHHO BaXKHO MJIs
KOTHUTHBHOTO ¥ YMOIIMOHAIBHOTO Pa3BUTHS Y JIETEH.

BceMm nersim B rpymmie CMA 1 npoBoamiack orenka ¢ mo mkaiam CHOP INTEND, HINE-2,
HFMSE, MFM-32 u RULM B 3aBHUCHMOCTH OT JOCTUTHYTOr0 Bo3pacTa 1 @K Ha MOMEHT orieHkH. Y
yactu aereit co CMA 1 3a nepuon HabmoaeHus npoucxoamwino uzmeHenne @K c «wiexauero» Ha
«CUISTUUID) U TOCTHKEHHE BO3PACTa IBYX JIET, 9TO MOTPEOOBAJIO CMEHBI IIIKAJ IS OIIEHKH, YTO CaMO

o cede OTpaKaeT 3HAYMMYIO TMOJIOKUTEIbHYI0 TUHAMHUKY. OTHAKO TaKOW MOJXO]] OrPaHUYHBAET
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CTaTHUCTUYECKYIO 00pabOTKY B TOUKE CMEHBI M TpeOyeT BBEEHUS JAOMOIHUTEIbHBIX KPUTEPUEB AJIS
HETPEPHIBHOM OLIEHKHU B TWHAMHKe. [leTn B uccinepoBaHuy ObLIM pa3/iesieHbl Ha JBE MOATPYIIIbL: He
cmenuBie (Nel) u cmenuBmue (Ne2) MOTOpHBIEC HIKAJIBI B IEPHOA HAOMOAeHNA. [leTn moaArpyIbI
Nel (CMA 1 ®K «wiexaunii») (n=36) umenu 6onee panuwmii aeodrot — 1,5 [1,0; 3,0] mecsieB npoTus
4,0[2,0;5,0] (moarpymma Ne2, n=23) (p<0,001), uro cooTBeTcTBYET Gosiee Tskénoi hopme CMA (la)
1o KJiaccu(uKaIuy mpeaoKeHHou rpynmnoi uccnenopareneit Adele D'Amico, et al., (2011). ern
mexay noarpymnmnamMu Nel u No2 (CMA 1 OK wiexauuii») 3HaYUMO OTJIMYAIUCH MO YUCITY KOIMUMA
rena SMN2, Bo3pacty aebrota u Bo3pacty Havana Tepanuu (P<0,024). Bce netn moarpymnme No2
ynyumniu cBoid @K 1o «cuasuuniiy, B oriuuuu ot noarpynmsl Ne 1, rae usmenenne @K npounsonnio
TOJILKO Y 1OJIOBHHBI yuacTHHKOB 19/36 (52,8%).

B noarpynne Nel (CMA 1 ®K «exauuit») cpennee 3Hauenue no mkane CHOP INTEND
yBenmuuuinock ¢ 29 £ 15 no 41 + 13 (p < 0,001), no mkane HINE-2 —c 3 +4 g0 8 + 5 (p<0,001),
YTO CBHJICTEIILCTBYET O JOCTOBEPHOM YIYUYIIEHUHM MOTOPHOH (YHKIMH K TpPEThEeMy TOAY
HaOmoieHust. MakcuManbHbii 3¢ dekt gocturayt no ooenm mkanram CHOP INTEND u HINE-2 B
nepBbIil rog uccnenoBanusa +15 £ 8 (p<0,001) u +5 = 4, (p<0,001) cooTBETCTBEHHO.

B noarpynmne No2 (CMA 1 @K «iexauuii») 6amisl mo CHOP INTEND yBenuuunucs ¢ 39 +
10 1o 60 = 5 (p <0,001), mo HINE-2 — ¢ 5+ 2 5o 16 = 5 x Tpetbemy roay Habdmoaenus (p<0,001).
MakcuManbHbIil IPUPOCT OTMEYEH 3a IIEPBBIM I'OJ IIOCJIE CTApTa MATONEHETUYECKOM Tepanuu U
cocraBun mo obeum mkamam CHOP INTEND u HINE-2 B mepBbrii ron uccienoanus +13 + 6
(p<0,001) u 7 £ 4, (p<0,017) coorBercTBerHo. B noarpynme Nel (CMA 1 ®K «iexaunii»), c 6onee
paHHUM J1e0I0TOM, MPUPOCT 3aMEJUISIICS K KOHITY HAaOJIOIeHUs, HECMOTPS HAa HaYallbHbIN 2P (eKT B
TeueHue TmepBbIXx 12-24 MecsAleB, YTO MbI CBS3bIBA€M KaK C YMEHBIICHHEM 4YHCIa
NPOTECTUPOBAHHBIX, TAK U C M3HAYAILHOU TSHKECTHIO ITAIMEHTOB.

Knuanyecku 3Haunmoe ynydmenue (+4 6amia mo CHOP INTEND B rox) HaGmonanoch B
nepsbiif roa B noarpynmne Nel ans 91,7% u B noarpynne Ne2 (CMA 1 ©K «wiexauuit») st 94%
MAIMEHTOB U PE3KO CHIDKAJIOCH B 00€MX MmoArpynmnax K tperbemy roay (o 10-14%). 3to orpaxkaer
WH/IMBUIYAIbHYIO JWHAMHUKY TAIMEHTOB, KOTOpas AEMOHCTPHpOBaja HAMOONBIIMNA TPHPOCT TI0
mikase B nepsblii roa +15 u +23 6amna (p<0,001) B moarpynmnax coorercTBeHHO. [lomyueHHble HaMu
JJAaHHBIE COMOCTAaBHMBI C pe3yiabTaTaMu uccienoBanus pucauriama FIREFISH, rne mMenuanHbiit
npupocT coctaBmi +17 6amnoB 3a nepuo 24 mecsna. Jlos manueHToB, JOCTUTIINX MpUpocTa >4
0aJUTOB B MEPBBIM I'0Jl B HAIIIEM MCCIICIOBAHNUH, TIPEBBINIIACT aHATOTHIHBIA moka3arens B FIREFISH
(86%). Ins mkaner HINE-2 B moarpynme Nel cpennee ymmydiieHue cocTaBuiio +5 0aaioB B IEpBBII
rog u +4 OGamna 3a nmepuoa HaOMIOAEHUS, YTO XOpOLIO corjacyercs ¢ MeAuaHol +4 Gamia B
uccnenoBannu FIREFISH. Jlons manmueHTOB, MOCTHUTIIMX KIMHUYECKHA 3HAYMMOTO IMPHUPOCTA MO

HINE-2, takxe oka3anach BBIIIE, YeM B MEXTyHapOHOM ucciienoBanun (6oee 90% mpotus 70%).
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B nmoarpynme Ne2, nemoHcTpupytomei 00jiee BBICOKHI UCXOIHBIM YPOBEHb MOTOPHOM (DYHKIIMH TIO
mkanam CHOP INTEND u HINE-2 (p = 0,015), moka3aTenu npupocTa 3Ha4UTEIEHO MPEBOCXOIUT
npupocTsl, Habmogaemele kak B FIREFISH, tak u B uccnenoBanusax SHINE/ENDEAR. OTtu nannsie
MOTYT OTpaxkaThb OoJjiee ONAaronpusTHBIA MPOrHO3 IPHU MEHEE BBIPAKEHHOM HCXOIAHOW TSKECTH
3a001eBaHus, YUUTHIBAs 00JIee MO3IHUMA 1e0I0T marueHToB B moarpynmne Ne2 (p<0,001).

Taxoke ciaenyerT OTMETUTh, YTO B HAIIEM HCCIIEIOBAHUU (DPUKCUPYETCS OTUETIIMBOE CHUKCHHE
TEMIIOB IPUPOCTa OAJUIOB IOCIE TMEPBOrO TOjAa TEpaluu, C YMEHBIIEHHWEM JOJH MAIEHTOB C
npupoctoM >4 6amioB no CHOP INTEND no 10-14% x tpetbemy roay HaOm0eHUS. DTOT TPEH]I
corjiacyercsi ¢ JUHaAMHUKON B MEXAYHapOJHBIX KoropTax manueHtoB co CMA 1 tuma, rae mocie
BBIpa)KEHHOT0 HayajbHOro ynyumienus o mkagam CHOP INTEND u HINE-2 B nepBbie 12 mecsitieB
U Janee HacTymaeT craaus crabwnusamuu (mmaro) [77, 113, 135, 140, 244]. JlonrocpouHbie
naomronenust, Hanpumep Wik-Klokk et al., (2024), noarsepxaarot, 4ro mocie 2—3 JIeT Tepamnuu
JUIIb €MHUYHBIE MallMeHThl TPOJOHKAIOT IEMOHCTPUPOBATH AajdbHEHIINE YIyUIIeHHs, B TO BpeMs
Kak y OOJIBIIMHCTBA COCTOSIHUE OCTaETCs cTaOMIIbHBIM [244].

[Tpu rectupoBanuu naruento B noArpymmne Ne2 (CMA 1 ©K «wiexxaunii») mo mkane HFMSE
CpenHsis JeNbTa 3a roJl CocTaBmiIa +5 0alljIoB, a CTaTUCTHUYECKas 3HAUMMOCTh JOCTUTHYTA Ha 3 TOy
uccinenoanus (p=0,010), 4To BEpOSTHO CBA3aHO C YBEIUYECHHEM KOJIMYECTBA MPOTECTUPOBAHHBIX
MalKUeHTOB (MaKCUMaIbHOE Ynuciio oOciaenoBaHHbIX 17 uenosek Ha Busute 2.0). [1o mkanam RULM
u MFM-32 Obul0 IpPOTECTUPOBAHO HE3HAYUTENBHOE KOJMYECTBO ManmueHToB (oTr 1 g0 9),
CTAaTHUCTUYECKU 3HAUMMOTO yIy4IIeHUs HE IOCTUTHYTO. B cpeanem yBenuueHue 3a rox ot 2,5 6anos
ob110 1o mkane MFM-32, u ot 1 6anna mo mkagse RULM 6e3 cTaTHCTHYECKOH 3HAUMMOCTH.

JlannbIx B 1uTepaType o rectupoBanuto nanuetoB no HFMSE, RULM u MFM-32 co CMA
| THma IpU €CTECTBEHHOM TEUYEHUH — OTCYTCTBYIOT BBUJY HE JIOCTHIKCHHUS HYKHOTO («CHISTIUI»)
@®K. Pabora Mercuri et al. (2020) npencrasnser coboit 0030p ecrectBeHHoro reuenus CMA 1 Ha
OCHOBAaHMU OOBEIUHEHHBIX JAHHBIX W3 TPEX HCCIIEAOBAHUM, OXBAaTBHIBAIOIIMX MJIIAJEHIEB 10 7
MmecsiteB (n = 38), He monyvaBmmx Tepanuio [172]. beiio oka3aHo, 4TO HU Y OJJHOTO MAI[MeHTa HEe
Habmoanock cnoHtanHoro yny4dmenus no mkaae CHOP INTEND. Hamporus, y nereit ¢ nByms
konusiMu TeHa SMN2 u HeoHaTanbHBIM J1€0I0TOM 3a00JI€BaHMS OTMEYAIOCh CpeJHEe CHIDKEHUE
OamtoB Ha 1,71 Oamna B mecsan u 12,2 6aioB B o1, Y MalMEeHTOB ¢ 00jee MO3HUM Ae0I0TOM —
camwkenne Ha 1,02 0anna B Mecan. Makcumanbuble 3HaueHuss CHOP INTEND B ucciaemoBanuu
Mercuri et al. (2020) ne npessitanu 42 6am10B — TOraa Kak B Hamied noarpymnie No2 puHambHbIe
3HaYeHus JocTUIM 60 + 5 0ansioB, YTO MPEBBILIAET MIPEAEIIbl €CTECTBEHHOTO TEUECHUS U YKa3bIBAET
Ha BBIpaKEHHBIH 2P ekt Tepanuu. B moarpynmne Nel Hamiero uccieoBaHusl MaKCUMATbHBINA OaT

noctur ypoBHs 41 cpemu cambix Tspkenbix maipenToB (P < 0,001). Takum oOpa3om, Ge3 sedeHws
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3a00JIeBaHUE MMPOTPECCUPYET C YTPATOIl BCEX MOTOPHBIX (DYHKIIHUI, B OTIMYKE OT MOJYy4YEHHBIX HAMU
pE3yJIbTaTOB.

PesynbTarh! onieHKH 3 (HEKTUBHOCTH MATOTEHETHYECKOM Tepanuu y nanueHToB ¢ CMA 2 tuma,
BBISIBUJIM HEOJHOPOJHOCTh TEPaNeBTUYECKOr0 OTBETA B 3aBUCUMOCTH OT ucxoanoro @K u Bo3pacra
Hayana jedeHus. B ucciaenoBanue ObUIM BKIIOUCHBI 52 MalMeHTa, cpead KoTopbix 48 (92,3%)
nanueHToB uMmenn ucxoaHbii OK «cuasunity u tosbko 4 (7,7%) nammenta — <«JIexauuiny. Y
nanuenToB ¢ ucxoaubM OK «wiexaunit» cmena @K Ha 6oiee BHICOKHN ypOBEHB ObliIa TOCTUTHYTA Y
2 u3 4 y4acTHHKOB, OAWH U3 HUX NOCTUT DK «Xomsunii» W OAWH MAalUEHT — «CUASIHi». BaxHo
OJYEPKHYTh, YTO MeAnaHa Bo3pacTa Aebrorta 3aboneBanus Obuta 6,0 [4,5; 6,5] Mecsues, a Hayao
Tepanuu y NalMeHTOB C YIy4YIlIEHUEM COCTaBmWIO 16,5 MecsIeB, Toraa Kak y TeX, y KOro yIy4IIeHHs
HE TMPOM3O0IUIO HAYaJl0 TMATOTeHETHYecKoW Ttepanmuu — 177 wMecsueB. ITO OTpaxaeT
WHAMBUAYyaIbHOE TEYEHHWE M BO3MOXKHYIO 3aBHCHUMOCTh pe3ylibTaTra Tepalmud OT BPEMEHH,
MPOLIENIIIEr0 MEXy 1€00TOM U HAa4aJoM Teparnuu, HO TpeOyeT MOATBEPKICHHS B UCCIIEIOBAaHUIX
¢ OospIIel BBIOOPKOM.

B rpynne CMA 2 ®K «cunguuii», yepe3 3 rona nadmoaenust 91,3% nauueHToB ocTanuch
crabunbHbiMA.  Tonbko 4,3% mocturim ymyunienuss 10 ®K «xomsaumiiy u 1 (4,3%) nanueHt
yxyamuics (no OK «exauunit»). YBenuueHue 4riciia MOTOPHBIX HABBIKOB BBISBICHO HAa BU3UTAX
1.0-2.0 (p <0,039). Yncao MOTOPHBIX HABBIKOB MPSIMO KOPPEIMPOBATIO C Bo3pacToM jedrora (p <
0,001) u obparHo ¢ BpeMeHeM 110 Havana Tepanuu (p < 0,001). DTO MogUEpKUBAET 3HAYUMOCTD
paHHei Tepanuu pu 0oJiee paHHUX J1e0r0Tax 3a00JIeBaHus.

[TaruenTtsl B rpynne CMA 2 OK «cunsuuit» Takke ObUIM pa3/ieleHbl Ha JIB€ MOATPYIIHI B
3aBUCHMOCTH OT BO3pacTa Ha MOMEHT BKJIFOUEHUS, TTOCKOJIBKY HE TOJIBKO MCXOJHBIN CTaTycC, HO H
BO3PACT BIIMSIT HA BHIOOP ()YHKIIMOHAIBHBIX KA s MccienoBanus. B moarpymme Nel (CMA 2
OK «cuasuuity, N=14, «cuasuue» MNaUEHTHl, Y€l BO3pacT He JOCTUT JABYX JIET Ha MOMEHT
BKIIIOUEHUS) OTMEUEHO CTATUCTUYECKU 3HAUMMOE YIy4IlIeHHe MOTOPHBIX GyHKIwmii To mkane CHOP
INTEND Tonmbko nHa Busute 0.6 (p=0,040), nanee KOJWYECTBO MPOTECTUPOBAHHBIX OOJBHBIX
CHIDKAJIOCH (JIETH TTePEXOIUIIN Ha IPYTUE TIKAJIbI B CBS3H C JOCTHKEHUEM 2-X JIETHETO BO3pacTa UiIn
OTCYTCTBOBAJIM BU3HTHI), YTO TMOBJIMIO HAa CTATUCTHYECKYIO JOCTOBEPHOCTH pE3YyIbTAaTOB.
Knuanuecku 3Haunmoe ynydmenue (+4 6amwta no mkane CHOP INTEND) nabmonanoces y 80%.
Cpennuii mokazarens 62 + 2 6anna (Mpyu MaKCUMaJIbHOM TI0 JTAaHHOW IKaie 64 6aina) coXpaHsuics
Ha MPOTSDKEHUW BCETO HAOJIOACHHMS, YTO CBUJICTEILCTBYET O HEJIOCTATOYHOW YYBCTBUTEIHHOCTH
mKanel ams 6omnee cunbHbIX neteil. [lo mkane HINE-2 nenbra 6anma 3a roj Takke MoKa3bIBaeT MUK
npupocta Ha 1.0 rony (xak u B rpynne CMA 1) - +8 + 8 Oamna. Yuyumenus no mkane HFMSE

PErUCTpUpPOBAIMNCG, HO HEC OOCTHUIaIA CTaTHCTHYECKOM 3HAYMMOCTH, YTO 06ycn013neHo MaJIbIM
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yucioM HabmoneHuil. Knunndecku 3Haunmoe ynydmenue (+3 Oamia) Habmomanock y 100%
HAIEHTOB.

Haubonpuryto Bei6opky cocraBuia noarpymnmna Ne2 (CMA 2 OK «cuasuuiiy) — ManueHTs ¢
BO3pacTOM Ha MOMEHT Hauaja Tepanuu crapiie 1ByX jeT (n=34). B nanHoi koropre ynyumenue K
0 «XOASiUMi» HaOJI0AaIoch TOJNBKO y OAHOro mamueHta (2,9%), a OOJBIIMHCTBO COXpPaHUIH
HCXOJIHBIN «cuIsuuit» craryc. MeaumaHa Bo3pacTa Haudajga Tepaludd cocTaBwia 73 Mecdia, a
UHTEpBAJ OT Je0l0Ta J0 MHUIMAMU JIedeHus pocturain 65 mecsaueB. Hambonee BrIpaskeHHBIE
n3MeHeHus: otMevanuch no mkaie HFMSE B mepBeie 1,5 roga Tepanuu ¢ JOCTHXKEHUEM
CTATUCTUYECKU 3HAYMMOU Pa3HUIIBI IO CPABHEHHIO CO CTapTOBBIMU 3HaUeHUsIMH (p < 0,017). [lenbTa
0aJuIoOB 3a O] ISMOHCTPHUPYET HAaMOOIBIINI PUPOCT B IEPBBIiA FOJ] OT CTapTa Tepanuu +3 + 4 6asa.
ITo mkane MFM-32 Takyxe perucTpupOBaIMCh CTaTUCTUYECKU 3HAYMMbIC YJIYUIIEHHs] Ha BU3UTaX
2.0 (p=0,037) u 3.0 (p=0,033), a nenpra OaIa 3a roA JEMOHCTPUPYET MUK MPUPOCTA TOKE B MEPBBIN
rox HaOmoaeHus +4,4 + 3,4, IIpu stom no mkame RULM cTaTUCTHYECKH 3HAYUMBIX Pa3IudHid 1Mo
CPaBHEHMIO C UCXOJIHBIMU 3HaueHUsIMU B Touke 0.0 U B CpPaBHEHUSIX MEX]y I0/IaMU HE JJOCTUTHYTO,
YTO CBHJICTEIBCTBYET O CTAOMIN3AIIH COCTOSIHUS BEPXHUX KOHEYHOCTEH.

[TomyueHHble  pe3ylbTaThl  COTJIACYIOTCS € MEXKIYHAPOJHBIMU  KIMHUYECKUMU
uccinenopanusimu: B CHERISH npumenenne nycunepcena y nereit ¢ CMA 2 (Bospact 2—12 ner)
npuseno Kk npupocty HFMSE +4,0 Ganna 3a 15 mecsaues npotus —1,9 B mianebo (paznuna +5,9;
p<0,001), a 57% nanueHTOB JOCTUTIIN >3-0aTFHOTO YIIydIIeHus TpoTuB 26% B KoHTpose (Mercuri
etal., 2018); B uccnenosanuu SUNFISH tepanus pucnumniamom y naimeHtoB co CMA 2-3 nokazaina
cpeanee ynyumenue MFM-32 na +1,55 Gamna 3a 12 mecsaueB (p=0,016), a x 24 mecsuam 32%
JOCTUTNIM >3 OayubHOTO Tmpupocta, emE 58% crabunmsupoBanuck (Oskoui et al.,, 2023); B
HaOmonatenbHoM peructpe SMArtCARE amOynaTopHble MalMeHTHI, MOJIyYaloliue HYCHUHEPCEH,
TaKkXe JIEMOHCTPUPOBAIM YIy4YlIEHHE JUCTAHIMM XOJbObI MpPU JUIMTEIHOM HaOJIOJEeHUN
(Pechmann et al., 2023). B npoTHBONOJIOXHOCTh 3TOMY, B HaTypaJbHOM TeUEHHH 3a00JIeBaHMS
OTMEUaeTCs MPOrPECCUPYIONIEe CHIKEHHE MOTOPHBIX (YHKIMIA, HanpuMep, 1o aanHsiM Kaufmann
et al. (2012) cpennee cumxenne HFMSE k 36 mecsuer coctaBmwio —1,71 6amma (p = 0,01), uto
NOoMYEPKUBACT KIMHIUUECKYIO 3HAUMMOCTh KaK CTaOWIN3aIuy, TaK U MPUPOCTA MPU paHHEM Hadale
tepanuu [145].

Takum 00pa3oMm, TPOBEAEHHBIM aHAIM3 YETKO JEMOHCTPUPYET, UYTO A(PPEKTUBHOCTH
naToreHeTnueckoi tepanuu npu CMA 2 Tuna HanpsMyro 3aBHUCHT OT BPEMEHH, MPOILIEIIIEro OT
neOrora 3a0oyieBaHUs 1O MHHULMAIMM TepamuM, OCOOCHHO NpH paHHEM JebroTe 3aboseBaHus
(p=0,001). Hanbosnee BbIpa)keHHBIN MOJIOKUTENBHBIN 3 deKT peructpupyercs y aereit co CMA 2,
HAYaBIIMX TEpamui0 B BO3pacTe A0 2 JIeT, YTO MOJTBEPKIACTCSl CTATUCTUYECKH 3HAYMMbBIM

PUPOCTOM OaIIOB MO (PYHKIIMOHATIBHBIM IIIKaJIaM U yilydllleHneM (pyHKIHOHaANbHOro kinacca 10 K
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«XOJIA4Yuil» B HAIlIEM HCCJIeI0BaHUU. B MPOTUBOMOIOKHOCTh 3TOMY, Y AI[MEHTOB cTapiie 2 JIeT Ha
MOMEHT Hauasia Tepanuu 3P PeKT JeyeHns B O0IbIIMHCTBE CITy4aeB OTPAaHUYNBACTCS cTaOMIM3anuei
COCTOSIHUA. ODTH JaHHBIE MOAYEPKHUBAIOT HEOOXOIUMOCTh MAKCUMAJIbHO DPAaHHEH IUarHOCTHUKU
3a00JIeBaHUs U MHUIMAIIMY TepaliK Kak MOKHO paHblie y nereit co CMA 2 tuna 1js JOCTHXKEeHUS
KIIMHUYECKH 3HAUMMOT0 YIy4IllleHUs (PyHKINOHAIBHOTO CTaTyca.

B namem uccnenoBanum ywactBoBanu 32 mauumeHra ¢ auarHosoM CMA 3 tumna. Cpenu
ucxonHo «cugsunx» CMA 3 nmauuentoB 94,7% ne cmenwin ®OK, u TOIBKO y OJHOrO HalMeHTa
(5,3%) 3aduxcupoBano yiydiieHue 10 «xoasdero» @K, koTopoe nIpou3omuio B TEYEHHE MIEPBOTO
rojia mocje crapra Tepanuu. YIJIydlIIUBIIMICS MAllUeHT Havall JJeuyeHue B Bo3pacte 34 MecsAlieB, 4To
3HAYUTEIHHO MEHBIIIE, YeM B rpyriie 0e3 yaydmeHus (Mmeauana 163 mecsies), a MHTEpBaJ OT 1e0r0Ta
0 TepamWy COCTaBWJI JHINb 22 Mecslla MO CpaBHEHUIO ¢ Meamanod 135,5 wmecsma (6e3
cTaTHCTUYECKON 3HaunmMocTH). K rpymnme «xomsuux» moHstHe «cmeHa ®K» He mpuMeHHMO,
yXyALIEeHUH He 3a()MKCUPOBAHO, BCE MAIIEHTHI COXPAHWIA CBOM MOTOPHBIE HABBIKM HA IPOTSKEHUH
Bcero nepuoja Habmroaenus. [larmentos ¢ 2 konusimu reHa SMN2 B janHON KOropTe HE OBLIO.

AHanau3 MOTOPHBIX HaBBIKOB Mokaszail, 4uTo y CMA 3 @K «cuasuunii» nanueHToB K BU3UTy 3.0
HaOII01aJICsl POCT MOSIBJIICHUSI HaBbIKA MOJI3aHUs Ha yeTBepeHbkax (¢ 21,1% 10 42,9%) u xoas0b1 ¢
noanepkkoi (1o 14,3%) 6e3 cratuctuueckoi 3HauMMOCTH. TOIBKO y 0HOTO NaruenTa K 3.0 BU3UTy
MOSIBUJIACH CITOCOOHOCTB K caMOCTOsATeIbHOU X010¢ (14,3%). UnCIIo MOTOPHBIX HaBBIKOB 0OpATHO
KOPPEIUpOBaIO ¢ BpeMeHeM 0 Hayana teparnuu (p <0,001) ), uem Gosibiiie BpeMEHH 10 TeparuH,
TE€M MEHbIIIe HaBBIKOB y manuenta. B rpynne CMA 3 @K «xoasuunii» Bce HaBBIKM COXPAHSUIIUCH Y
100% neteii Ha BCEX BU3UTAX.

ITo mkane HFMSE y naunentoB CMA 3 ©K «cuasiunii» cpeanuii 6ann coctasui ot 27 + 11
Ha Bu3uTe 0.0 u 24 + 20 Ha Busure 3.0. Pe3ynbrarel BapualenbHbl BEPOSITHO MO MPUYMHE, YTO
MPOTECTUPOBAHBI Pa3HbIC JETH, TPH PABHOM KOJUYECTBE OIICHEHHBIX (6 marueHToB B Touke 0.0. u 5
yenoBek B 3.0) u ciumkoM Oombinoi pazopoc SD (20). MakcumanbHOEe CpefHee yaydlieHHe
cocraBwio +2 + 2 Oamna (Busurl.0), oAHAKO CTAaTUCTHYECKOW 3HAYUMOCTH HE JIOCTHUTHYTO.
Knuanuecku 3HaunMoe ynydiienue (+3 6anina) makcuMaibHO T0CTUTHYTO 33,3% Ha Busute 1.0. [pu
oueHke 1o mkaie RULM nanueHTsl npoieMOHCTPUPOBAIN CPEJHUE 3HAUEHUS B [Uana3oHe 25 + 6—
8, 0e3 cTaTHUCTUYECKM 3HAuMMOW auHamuku. KiMHu4ecku 3HaunMoe yiydmeHue (+2 Oania)
Habmonanoce y 20% na Busute 1.0 u 25% na Busure 3.0. Ilo mxane MFM-32 cpennuit 6amn
BappupoBan oT 49,9% (0.0) mo 63,5% (3.0), HO CTaTUCTHYECKH 3HAUYMMOE W3MCHECHHE
3adukcupoBano Toibko Ha BusutTe 2.0 (p=0,005) B cBsI3U ¢ MaJbIM KOJMYECTBOM OOCIEIOBAHHBIX
(MakcuMaJIbHO N=4), a KJIMHWUYECKH 3HauuMmoe yiydmieHue (+3%) 3adUKCUPOBAHO Yy OIHOTO
nanrenta (33,3%) na Busute 1.0. B mccmenoanum SUNFISH y mamuentoB co CMA 3 OK

«cuasauiiy 3a 24 Mecsia Teparnud pucauIiaMoM oTMedeH mpupocT +2,2 6amma mo HFMSE, +2,8
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6ama mo RULM wu +1,8 6amna mo MFM-32, a o pe3ynbTaTam S-JIeTHETO HaOII0ICHUSI MOTOPHBIE
(YHKLINU COXPAHSUIUCH WIM YMEPEHHO YIYUYIIATUCh, YTO COMIOCTABUMO C AMHAMUKOM, MOy4YCHHON
B HaieM uccienoBanuu [188, 215].

B rpynne CMA 3 ®K «xonsuuii» no mkaie HFMSE oTMeueHO CTaTUCTMYECKH 3HAYUMOE
yiydiierue 6amra Ha Bu3ute 3.0 mo cpaBHEHHUIO ¢ 0a30BbIM 3HaueHueM: +4 = 1 6amr (p=0,006), npu
9TOM MaKCHUMAJIbHAs IOJIS TAIIMCHTOB ¢ KJIMHWUYECKH 3HAYMMBIM MPUPOCTOM (+3 Gaiuia) coctaBuia
44,4% na Buzure 2.0. Ouenku no wmkane MFM-32 B 3Toii rpymnmne Takke MpOAEMOHCTPUPOBAIN
BapraleIbHOCTh, HO HU Y OJHOIO MAalMeHTa He oTMedeHo ynyutienus >=3%. [Ipu rectupoBanuu 6-
MWT nenbTa 3a rojg He JocTurana 3HauuMoctu. Jloss gereit ¢ npupoctom >=30 m coctanisiia 100%
Ha Busute 1.0, 75% na Busure 2.0 u 0% nHa BuszuTe 3.0, YTO CBA3AHO C YMEHBIICHHUEM YHUCIA
00cie10BaHHBIX K 3 BU3UTY.

[TomyueHHble JaHHBIE AEMOHCTPUPYIOT B LIEJIOM CTaOWIIbHOE Te4YeHHE 3a00JieBaHUSA Yy
naiueHToB co CMA 3 tuma Ha (oHEe MATOTEHETHYECKOH Tepanuu, C OTACIbHBIMH CIydasMu
KJIMHUYECKH 3HAYMMOTO  yJiydmieHus. ETMHCTBEHHBIM  (DaKTOpOM, acCOIMHPOBAHHBIM C
noctuxenneM cmeHbl OK 1 nosiBneHuss HOBBIX MOTOPHBIX HaBBIKOB B rpynne CMA 3 tuna, oka3zanics
OoJiee KOPOTKHUI MHTEpBAJI OT JieOroTa 0 crapTa JedeHus (p=0,001). JlaHHbIH GaKT TOMOJTHUTEIBLHO
JEMOHCTPHUPYET, YTO UMEHHO 3aJIep’KKa B MHUIMALUYA AaTOTeHETUYECKOW Tepanuu o0ycIaBiInBaeT
ucxoj jgedyeHud. OgHako Manoe KOJIMYECTBO YYAaCTHUKOB M BapUaTUBHOCTb YHCIIA OLICHEHHBIX B
KaXI0M BpPEMEHHOH TOYKE OrpPaHWYHMBAIOT CTAaTHCTUYECKYI0 MOIIHOCTH aHAM3a, TPeOyroT
OCTOPOKHOIO TOJX0/a K MHTEPIIPETALIMU MMOTYYSHHBIX PE3YIbTaTOB U MOATBEPK/ICHUS PE3yIbTaTOB
Ha Ooubiieii BEIOOpKe.

B 4-neTHeM nccliieI0BaHUH €CTECTBEHHOTO TeueHus y narrentoB ¢ CMA 3 Coratti et al., (2024)
cpennee cHmkeHnne no HFMSE cocraBuno —2,75 Gamna — CyIIECTBEHHO XYXKe, YeM B Hallen
koropre CMA 3, rne 3a cXoXuil nepuoj HaOMIOJEHHUS OTMEYaeTcss CTaOWJIBHOCTh WIM Jlaxe
yayuimienuss (qo +4 O6amioB Ha BusuTe 3.0 y «XOASYMX» MAIMEHTOB) NpU Tepamnuu. ITO
CBUJIETENILCTBYET O MOJIOKUTEIBHOM 3(h(peKTe Tepanuu, Tak Kak pu €CTECTBEHHOM TE€UYEHUHU TaKO
MOJIO)KUTEIBHON JUHAMHUKHN HE OTMEUYaeTCsl.

B name uccienoBanue ObUTM BKJIIOUEHBI 6 neteid, He umeromux cumntoM CMA Ha MOMEHT
MHUIIMAIIY TaTOr€eHeTHYeCcKor Tepanuu, B rpynmny npea-CMA. YV 5 u3 HuX BBISBICHO 3 KOITUU I'eHa
SMNZ2 (83,3%), y ogaoro — 2 kormu (16,7%). Bcem netssMm Oblia mpoBeeHa MaTOTCHETHUSCKAS
Tepanusi OJHUM U TeM ke npenapatoMm (OA). Mennana Bo3pacTta Hayana JiedeHus coctaBuia 2,0
mecsua [1,0;6,0]. Ha MomeHT ctapTa Tepanmuu 5 manueHTOB ObUIM B (DYHKIIMOHAJIBHOM Kiacce
«1exxayre» (He MOTJIM CUJETh caMocTosTenbHo 10 cekyHa B cuiny Bo3pacrta), 1 pebenok nmen OK
«CHUISYMIY, TaK KaK ObLI BBISIBJIEH B paMkax nuiiotHoro npoekta PHC B Bo3pacte 8 mecsiieB u Ha

MOMEHT BKJIFOUECHHS B uccienoBanne cumntoMoB CMA He umern, pa3Butrue uMen no Hopmam BO3.
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VY Bcex manueHtoB B rpymme npea-CMA K OKOHYaHMIO TIEPBOTO ToAa Tepanuu ObLIO
JOCTUTHYTO CTaTUCTUYECKH 3HAYMMOE KIMHUYECKH 3HAYMMOE YyIyd4lIeHHEe MOTOPHON ()YHKIIHH.
CpenHee 41CiI0 OCBOEHHBIX MOTOPHBIX HaBBIKOB yBeauuuiaoch ¢ 1 1o 8 3a rox (p < 0,041), Bce netu
JOCTUIIM MaKCHMaJdbHOTO YypoBHA — «xomsunit» (p < 0,046) u BO3pacT JAOCTHIKCHHS
cootBercTBOBaN Kputepusam BO3. B rpynne npea-CMA 10CTUTHYTh MaKCUMaJIbHbBIE 3HAYECHHS 110
ob6enm mkanam. [Ipupoct 3a rogq mo CHOP INTEND — +11 6amnos (p = 0,007), mo HINE-2 — +20
6amioB (p < 0,001). ITomyueHHble TaHHBIE MOATBEPKAAIOT BBICOKYIO 3(PPEKTHBHOCTH PAHHETO
HayaJja MaToreHeTUYEeCKOM Tepanuu y aeTei ¢ npeacumnromarndeckon CMA.

V¥ npencumnromaruueckux gaereid co CMA, Bkimtou€HHBIX B ucciaenoBanne SPRINT, tepanus
OA obecrieuniia TOCTUKEHUE KIIIOYEBBIX MOTOPHBIX BEX: CaMOCTOSITENbHOE cujeHue >30 CexyH[
OCBOWJIM BCE MALIMEHTHI € ABYMs U Tpemst konusimu rena SMN2 (B nopmaTuBHble cpoku BO3 — 79%
u 93% cooTBeTcTBeHHO), a X0ap0y — 71% u 93%. Uepe3 18 mecsneB nabmonenus 100%
ydacTHUKOB SPRINT nemoHcTpupoBanu ycroiunsoe noseimenue no mkaie CHOP-INTEND >58
0aJUIOB, TOrJa Kak B ecrecTBeHHOM TeueHnd CMA 1 Tuma JeTd HMKOrAa He JOCTUraloT 3HAaYeHUH
Bhime 40 6amtoB (Strauss et al., 2022). Hanpotus, B monynsiiuu PNCR ecrecTBeHHOr0o TedeHUs
CMA camocrosTenbHast X0p0a oTMedanach auiib y 21% manuentos [117].

[Tpenmonoxkutrs tin CMA mNanueHTOB Ha JOKIMHMYECKOH CTauH HET BO3MOXHOCTH, HO
U3BECTHO, uTO B 80% cimy4aeB npu Hanuuuu 2-x konuii rena SMN2 pa3suBaercs CMA | tuna, a npu
Hanmuun 3 win 4 konwmii rera 15% CMA 1 tuna, 54% CMA 2 tuna u 31% CMA 3 wnu 4 tuna [101].
Takum 00pa3om, Moka3aHo, YTO JETH, MMOJTYUUBIINE JICUCHUE HA MPEACUMITOMATHYECKON CTaJNH, C
3 u 2 xonusamu reHa SMN2 moryr umerb HOpManbHOE (PU3MUYECKOE DPAa3BUTHE, JOCTUTAs BEX
MOTOPHOTO Pa3BUTHS B HOPMATHBHBIE CPOKH, KaK I10 JIMTEPATYPHBIM JaHHBIM, TaK U TIO JAHHBIM,
NOJYYCHHBIM B HameM wuccienoBanur. OIHAKO, YYUTHIBAas YHUCIO 0OO0ChenoBaHHBIX (N=6),
UHTEPIPETUPOBATh JTaHHbIE HY)KHO C OCTOPOXKHOCTBIO. Pe3ynbTaThl MccienoBaHHs HEOOXOIMMO
HOJTBEPXK/1aTh Ha OoJIblIeH BEIOOPKE MAllEHTOB.

Tperuii Tan uccaex0BaHus. AHAIN3 IPEIUKTOPOB BEPOSTHO BIUAIOMIMX Ha yinyduieHus OK
y UCXOJHO «IeKaunx» nanueHTos B rpynne CMA 1, nokasai, yTo acCOLMUPYETCS C yAy4lIeHHEM
Oonee mo3aHul Bo3pacT AeOrora 3aboneBanus (p<0,001) u Gonbmiee ymncno komuii rena SMN2
(p=0,014). OnHaxo Mo TaHHBIM JIOTUCTUYECKON perpeccuy MMEHHO BO3pacT 1e0roTa sABiseTcs boee
cunbHBIM nipenukTopoM yrnyumienust @K. Tlo pesynpraram ROC-ananmza moporosoe 3Ha4eHUE IS
Bo3pacra aebroTa >1,5 mecsnes accoruupyercs ¢ ynydmennem @K ¢ gyBcTBurensHOCTRIO 76% 1
cneruuanocteio 77% (AUC=0,819, p<0,001). ¥V mauuentoB B rpynne CMA 2 ®K «cunsumii»
OBUIO YCTaHOBIIEHO, YTO MEHbIIIEe BpeMs OT J1e010Ta JI0 Hayalsla Teparnuu 3HaYuMO acCOIIMUPOBATIOCh

¢ ynyumenuem (p=0,024), nmopor < 8,5 MecsiueB (4yBCTBUTENbHOCTb 67%, cnenupuyHocts 93%,
AUC=0,893, p=0,024).
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Baxno ormeruth, uto mpu CMA 1 Tuna, BBIPaKEHHOCTh MOTOPHOTO JaeduIuTa
MPEUMYIIECTBEHHO OIPEACIACTCS KIIMHUKO-TCHETUYECKUMU (PaKTOpaMU, TAKUMH KaK, YUCIIO KOTIHIA
rera SMN2 (moctoBepHas nonoxutenbHas koppemsaus p < 0,001) u Bo3pacT nedrota (J0cTOBEpHAS
nosioxuTenbHas koppensaius p < 0,001). B To xe Bpems, BausiHUE BpeMeHHU OT Ae0r0Ta 10 Havaia
tepanuu ipu CMA 1, B oTiimume ot 6osee nérkux dopm 3adoneBannss CMA 2 u CMA 3, He
nocturaer 3Haummoctd (p = 0,236), uro MOXeT OBITH CBS3aHO C KpaiHe OBICTPBIM
nporpeccupoBaHreM 3a00JIeBaHus, KOTJa JaKe HE3HAUUTENbHAS 3a/Iep)KKa B JICUCHUH TPUBOJUT K
HEOOpaTUMBIM MOTepsM (PyHKIUH, HUBEIHUPYS YD PEKT BpeMEeHH 10 Tepanuu. Torna Kak s 6osee
no3aHuX U MeHee TkENbIX Gpopm CMA, takux kak CMA 2 u CMA 3 («cuupsuuey), akIeHT
CMeIaeTcs Ha BpeMs OT JeOroTa 10 Hadala Tepalnuy Kak KIIoueBOW Moauduuupyemblii (axktop
(cunbHass orpunarensHas koppemsauus p < 0,001). BausHue KIMHHUKO-TEHETHYECKHX (PaKTOPOB
(uucno xorumii reHa SMN2 u Bo3pacT nebroTa) nubo ocnabneHo (Hanpumep, y CMA 2, p = 0,060),
nn6o He BbIBIEHO BoBce (CMA 3). DTo yka3bpiBaeT Ha TO, 4TO Npu Oojiee MSATKOM TEUEHHH
3a00J1eBaHUs, HECMOTPSI HA TO, YTO TEPANEBTUYECKOE OKHO LIMPE, UMEHHO BpEeMs Hadaja JICYeHUs
npuoOperaer HauOosblliee 3HaueHUE. Yem paHblIe HayaTa Tepanmusi — TEM BBILIE MOTEHIHUAI
COXPaHEHHUS WJIH YIYYIIEHUS MOTOPHON (PYHKIINH.

Haru pe3yabTaThl COrIacyroTes ¢ mosiokenusmu Epporneiickoro koncerncyca (Kirschner et al.,
2024), moaTBepk/1as KIIOYEBYIO POJIb BO3pacTa jJe0roTa 3a00eBaHUs M CPOKOB Havalla Tepariy KaK
npeauKTopoB dhdextuBHOCTH JtedeHus [149]. ITpu 3TOM Mbl YTOYHHUIIH KOJHYECTBEHHBIC IIOPOTOBBIC
3nauenus (> 1,5 mec. st CMA-1 u 8,5 mec. s CMA-2), 4To AOMOJIHAET KOHCEHCYC KOHKPETHBIMU
SMITUPUYECKUMH OPUEHTUPAMH JIJISl KIMHUYECKOW MTPAKTUKH.

YerBepThlii 3Tanm ucciaeaoBaHusa. Ha derBepToM dTame OLIEGHHMBAJIOCH  BIHSHUE
NaTOr€HEeTUYECKON Tepanuy Ha COMaTUYECKOE U HEBPOJIOTUYECKOE Pa3BUTHE MAI[UEHTOB.

HccnenoBaHne KOTHUTHUBHOM, alanTHUBHOM, SMOIIMOHAIBHOW M KOMMYHUKATHBHOHN cdep
MPOBOAMIOCH CPEIH TAIMEHTOB, ¢ MOMOIIBI0 MeToauku DP-3 (mms gereit ot 0 mo 12 jer). Ono
BBITNOJIHSIIOCH OAHOKpaTHO. Beero o6cnenosano 87 manuenTos: 81 ¢ cumntomamu CMA (43 — CMA
1 Tuna, 29 — CMA 2 tuna u 9 — CMA 3 tuna) u 6 ¢ npen-CMA. Bpems ot crapra Tepanuu 10
tectupoBaHus coctaBuio 34,0 [19,0; 40,0] mecsua.

VY nanumeHToB ¢ KIMHUYeckuMHu popmamu 3aboiesanus (CMA 1-3) oTMeuanuchk BhIpaKeHHbIE
JBUTATeNbHbIe HapylleHus (=89%) u 3HauuTenbHas 3alepkka (OpMHUpPOBaHHS aJaNTHBHOTO
noBeneHus (=55%). B rpynne CMA 1, noMuMoO 3THX paccTpoicTB, 3aMKCHPOBAHO OTCTaBaHUE BO
BceX cepax pa3BUTHS - COIMAIBHO-dMOIMoHanbHOM (17/43; 40%), moznaBatenbHo (13/43; 30%)
u KoMMyHUKaTtuBHOU (17/43; 40%). OGHapykeHa CBS3b MEXAY BBIPAKECHHBIMH JIBUTATEIbHBIMU
HapyIIEHUSIMH U HeC(HOPMUPOBAHHOCTHIO aIANITUBHBIX, COIIMAIEHO-AMOIIMOHAIbHBIX, KOTHUTHBHBIX

u peueBbIx ¢yHkiuil. [letu ¢ 6onee Huzkum OK («wiexauney) 1eMOHCTPUPOBATIN OTCTAaBaHUE BBIIIE
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CpEeIHEro M 3HAYUTENBHO BBIIIE CPEAHETO B AaJalNTHUBHOM, COLMAIbHO-3MOLMOHAIBHON U
MO3HABATENIBHOU cepax.

Taxke BBISBICHO CHIIKCHHE BCEX MCCIIEOBAHHBIX cep y ManmueHtoB ¢ aucharuein u
JBIXaTEJIbHON HEJIOCTAaTOYHOCTBIO, YTO, BEPOSITHO, CBSA3aHO C XPOHUYECKOW THUIOKCHEH Mo3ra u
HYTPUTUBHBIM nedunutrom. Ilpu 3TOM HEBO3MOXHO OJHO3HAYHO OMNPEACIUTH, SBISAIOTCA JIU
BBISIBIICHHBIC HAPYIICHUS MPSMBIM IPOSIBICHUEM OOJIE3HH WIIH XKE CIECTBHEM 00€3IBMKEHHOCTH U
OTPaHUYECHHOUN COLMAJIBHOU aKTUBHOCTH, MeLIaroen (dbopmMHIpOBaHHUIO HaBBIKOB
€aMo00CTyKUBaHUS.

B Hamem ucciie[oBaHUM CTaTUCTUYECKOW CBSI3U MEXKJYy OLIEHKOW JIBUraTellbHOM cdepbl u
grciioMm kKot reHa SMN2 nmu6o Bo3pacTom 1e0r0Ta BBISIBJICHO HE OBLIO, YTO IPOTUBOPEUYHT OOJce
pPaHHUM HaOJIOJCHUAM. DTO YKa3blBaeT HA HEAOCTATOYHYIO YYBCTBHTEIHHOCTH JBUTATEILHOU
cyomkansl DP-3. [lomaBnsromee OonbmmHCTBO marueHToB (69/81; 85,2%) Obuin OTHECEHBI K
KaTeropuu «oTcTaBaHuey (IpH 3TOM «MHOTO Bhiie cpegaero» — 0 (0,0%), «Beiie cpennero» — 1
(1,2%), «cpemuuit ypoBeHb» — 6 (7,4%), «amxe cpeqaero» — 5 (6,2%)). Takas rpyOast rpagamnus
HE T03BOJIMJIA YCTAaHOBUTH CBSI3b JBHTATEIbHBIX HapymeHui mo Meroauke DP-3 ¢ ynciom xommid
reHa SMN2 u Bo3pactom nebrota. s 6onee TOUHOM OlEeHKU ABUraTenbHbIX QyHKUuN mpu CMA
HEOOXOUMO HCIIOIb30BaTh PEKOMEHIOBAaHHbIE (YHKIMOHANBHBIE MOTOpHBIe miKanel (CHOP-
INTEND, HFMSE, RULM wu ap.). [lo ocraneubiM cyOmikanam DP-3 B HamieMm uccrienoBaHun
BBISIBJICHBI CTaTHCTUYECKH 3HAUYMMBIC CBS3M ¢ 4mciioM koruid reHa SMN2 m Bo3spacTom jpeGrora:
menbpiiee yuciao komuid (p < 0,007) u Gonee panuuii gebror (p < 0,001) accoumupoBanuces ¢
BBIPQKEHHOW  3aJepXKKOW aJanTUBHOIO, COLMAIBbHO-3MOIMOHAIBHOIO, I103HABAaTENBHOIO U
KOMMYHHKATHBHOTO Pa3BUTHSI.

JIOoTIONHUTENBHO YCTAHOBJIEHO OTPULIATENbHOE BIUSHUE MO3AHET0 Hayajda Tepanuud U Ha
anantuBHoe noseaeHue (p < 0,041). OrpaHnyeHHbIE BO3MOXKHOCTH UTPBl, 00y4YeHUs U OOIIEHUs y
JeTelt ¢ TSOKENBIMU IBUTATENIbHBIMU MTPOOJIeMaMy 3aMeIISIOT COLMANIN3AUI0 U OCBOCHNE HABBIKOB
camooOcnyxxuBaHusi. Hanbomnee kputudeH Bo3pacT 3—6 JieT — Mepuoj aKTUBHOW COIMAJIU3aIUH,
Korga  (U3MYeCKHWe  OTrpaHHUYEHHs]  CIIOCOOCTBYIOT — NPOTPECCHPOBAHUIO  SMOIMOHAIBHBIX,
KOTHUTHBHBIX U MTOBEJICHUECKUX HapyleHHH. OTCpoueHHOE Hayallo JeUSHHs IPUBOAUT HE TOJIBKO K
yTpaTre MOTOPHBIX (DYHKIIM, HO U K CHHKEHHIO peaOMINTAIl[MOHHOTO MOTEHIIMAaja 3a CUET BIUSHUS
Ha aJJaNTHBHYIO, PEYEBYIO, COMAITBHO-IMOIIMOHATBHYIO H KOTHUTUBHYIO CEPHI.

B rpynne npen-CMA cHuxeHue 1o kKakuM-1100 pa3Butus chepam He oTMedanocs. [Ipu atom
MoKa3aTeau JIOCTOBEPHO OTIMYAIMCh OT BceX TpEX TunoB CMA mo JBUTaTeNbHBIM HaBBIKAM U
aJalITUBHOMY TOBEACHUIO  (padj<0,026). Pazmuuus B japyrux cdepax MOIIM OCTaThes
HE3aMEUYeHHbIMU U3-3a HeOoyblIoW BbIOOPKK (n=60). D10 mnoxareBepxkaaer ueHHoctb PHC u

npeaACUMIITOMATHYICCKOIO JICUCHUS, CITOCOOHBIX COXPAaHUTH HEC TOJIBKO JABUTATCIIBHBIC (l)yHKIII/II/I, HO
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U IICHXHMYecKoe pa3BuTue. TakuM o00pa3oM, Halle MCCIEJOBAaHUE TOATBEPXKIAET HAINYMe
aJallTUBHBIX, KOIHUTHUBHBIX, COLMAJIBHO-3MOLMOHAIBHBIX U KOMMYHMKATHUBHBIX HApyLIEHUN Y
nereit ¢ CMA u nogu€pkuBaeT HEOOXOIUMOCTh UX PAaHHETO BBIABICHHS M JUAarHOCTUKU. BakHO
yuuThIBaTh, 4yTO DP-3 sBiIs€TCS CKpUHUMHIOBBIM MHCTPYMEHTOM JUIsl OLEHKH KJIFOYEBBIX cdep
IICUXUYECKOr0 pa3BUTHs peOEHKa M HE MOXET paccMaTpuBaTbCcsd KaK OKOHYATEIbHBIN
JIUArHOCTHUYECKUU METOJI.

AHanu3 HyTPUTUBHOIO cTaryca nanueHToB co CMA B HalleM MCCIEI0BaHUU I10Ka3all, 4To
OCHOBHBIMH IIPO0JIEMaMH OCTAETCs BBICOKUH YPOBEHb HEOCTaTOYHOCTH nuTanus B rpynine CMA 1
(Oonee 60% mnamueHTOB Ha HPOTSHKEHMM Bcero uccienoBanus), npu CMA 2 pacnpeneneHue
npuMepHo paBHoe (1o 1/3 cpenu HOpPMBI, THIIOTPOGUN M OXXKUPEHHIO) W LIMPOKUE pazdpoc OT
runotpopun g0 oxupenus npu CMA 3. Bo Bcex rpynmax Hamero MCCIEIOBaHHS JHHAMUKA
nokaszarejaed NUTaHUsA 3a Iepuoja HaOroAeHus 0Oe3 BBIPAKEHHBIX H3MEHEHMH B CTOPOHY
HOpMaJIM3aliM Beca, HO U 0€3 CTaTUCTUYECKU 3HAaUMMOW OTPHULIATEIIbHOW JUHAMUKHY.

HccnenoBanus 1o HyTPUTUBHOMY CTaTyCy NPEICUMITOMATUYECKUX MTAIIUEHTOB B JIUTEpAType
He npezcrasieHsl. [lanuents! B rpynne npea-CMA B HaleMm HMcclIe10BaHUU HE UMENIH 3HAUMMBIX
OTKJIOHEHUIl OT HOPMBI, HO, YYMTBIBas MAaJIOUUCIEHHOCTh rpymmbl (N=60) W MaJeHbKHHA CpPOK
HaOJI01€HNUS, UHTEPIIPETUPOBATh JaHHbIE [TOKA3aTeIN HY>KHO C OCTOPOXKHOCTBIO.

Ecnu cpaBHUBATH OJIy4€HHBIE PE3YJIbTAThI C UCCIIEIOBAHUEM JeTel ¢ pasHbIMU THIIaMu CMA,
HE TI0JIy4YaroIUX MaTOrCHETHYECKYIO TepaIltio, B aMepuKaHcKoM ucciienoBannu Mehta et al. (2016),
BUJIHBI Kak oOmue TenaeHuuu Ha susure 0.0 (1o crapTa Tepanuu B Hallel KOropTe), Tak U pa3iInyus
B nuHamuke. B uccrnenosanne Mehta et al. (2016) 6pumn Brimrouens! 60 gereit co CMA (cpennuit
BO3pact 5,5 rona), cpeiu KOTopbix 57% coctaBisiian Maabuuku (n = 34), a 43% — neBouku (n = 26),
CMA 1 —28% (n=17), CMA 2 — 45% (n = 27), CMA 3 — 27% (n = 16). B rpynnie CMA 1 Ha
IIEpPBOM BU3HTE cpesiHee 3HaueHue Z-score cocranisuio 0,015, a yepes Tpu roga cHukanocs o —0.74
(uccnenoBanue Mehta et al., 2016). Yxynmenne UMT nabmtonanocs y 47% neteid, a 1onst THKENON
HEJI0CTaTOYHOCTH nuTanus (Z-score < —3) yBenuuumnack ¢ 2% 10 17% k 3 roxy vabmonenust. Takum
o0Opa3om, B o0eux (Hamieil M aMepUKaHCKOW) BBIOOPKaX (UKCHUPYETCSl CKIOHHOCTh K JIeUIUTY
Macchl Tella, HO B HamieM HccienoBaHuu B rpynne CMA 1 nedunurt nutaHust ObUT BhIpaskeH
U3HAYaJIbHO U OCTABAJICS OTHOCHTEIBHO CTAOMJIBHBIM, TOT/Ia KaK y aMEPUKAHCKUX IMAlUEHTOB He
MOJTYYaIOLIMX [MAaTOT€HETHUECKYI0 Tepalnio HaOJl0/1aloch HapacTarollee yXyALIeHUE MoKa3aTens
(yBenuuenue nonu tsokénoi HIT no 17%). B uccnenosanuu Mehta et al. (2016) ananornynas rpymnmna
CMA 2 nemoHCTpHpOBaia CX0XKee HayallbHOE 3HaueHue Z-SCOre, HO K KOHILY epHoja HabIoAeHus
IPOM30LIEN JIOCTOBEPHBIN CBUT B CTOPOHY CHIDKEHHSI, C pOCTOM 4Hcia ciydaeB Tsoxénoi HIT (Z-
score <—3) no 17%, mokasarenb Z-score causmics ¢ meauansl 0,02 no —0,735. Takum obpazom, mpu

BHEIITHEM CXOJICTBE CPEIHUX 3HAYCHUH, Hallla BEIOOPKA MOKa3bIBaeT OOJbIee pa3HOOOpa3ue — OT
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BBIPOKEHHOU THIOTPOGHUH 10 OKUPEHHUS U CTAOMIILHOTO COCTOSIHMS, ToT1a Kak y Mehta et al. (2016)
JOMHUHHUpYeT cHWxkeHue ™accel Tena u  MMT. [laumentet B rpynne CMA 3 Ttakxke
MIPOJIEMOHCTPHUPOBAIIU CHIDKEHUE Z-SCOre, XOTsI Oe3 CTOJIb pe3kuX KoeOanuii. CpenHee 3HaueHuE Z-
score B obmieit koropte Mehta et al. (2016) camxkanocs ¢ 0,02 7o —0,735, HO ¢ MEHBIIIMM pa30pPOCOM
1o Z-0lleHKe. DTO TOBOPUT O TOM, YTO B HallIEil KOTOPTE BBIPAXKEHHOCTh KPAMHUX COCTOSIHUM OoJiee
BenuKa, oco0eHHo B rpymie CMA3.

O0a wuccrnenoBanusi, Hame W Mehta, HEMOHCTPHPYIOT BBICOKYIO YAacTOTy HapyIICHUU
HyTpuTtuBHOrOo craryca mo MMT. B wnameit BwriOOpke y manmueHtoB co CMA 1 mpeobGmamaer
HeJ0CcTaToYHOCTh nuTaHus, y CMA 2 u 3 yarie BBISBISICTCA OKHpPEHHE, Torna kak y Mehta et al.
(2016) — TeHmeHIHMS K CHIYKCHUIO MACChI TeJIa U Pa3BUTHIO BBIPAKCHHON HEOCTATOYHOCTH BO BCEX
rpynnax. Tengenuuss Bo Bcex rpymnmnax CMA Hamero MccieoBaHUS OTpakaeT CTaOWIM3alUIo
cocTosiHUST Ha (OHE NATOTEHETHMUYECKOTO JICYCHHS, YTO OTJIMYAeT HAllUX MalUueHTOB OT
ectecTBeHHOro TeueHuss CMA.

Hame wuccnenoBanmne Qusndeckoro pasputus y gereir co CMA moka3bBaeT, 4To B
OOJIBIIMHCTBE TPYII COXPAHEH YIOBJIETBOPUTENBHBIN YPOBEHb POCTa, BO BCEX IPYIIax U Ha BCEX
Bu3uTax Oonee 80% manMeHTOB UMEIOT CTaOWIBHO HOpManbHbI pocT. Haumbonee ys3Bumoit
Kareropueit mo pocry ocrarorcs aetu co CMA 1 u CMA 2 tuma, y KOTOpPbIX HaOIIOJAIOTCS Kak
CHWKEHHBIE Z-score, TaK 1 0oJiee BHICOKAsh 4aCcTOTa BCTPEUAEMOCTH HU3KOpocaocTH. Y npen-CMA
MAIMEeHTOB HAPYIICHUH POCTa BBISIBIEHO HE OBLIO.

B uranpsackoM uccnenoBanuu (De Amicis et al., 2021), ocHoBaHHOM Ha 215 manmeHTax ¢
CMA 1 u 2, 6bU10 YCTaHOBIJIEHO, YTO POCT y OonbHIMHCTBA aeTeit co CMA octaércst B mpenenax
HOPMBI, 0COOEHHO y MaJIbUHKOB, a y ieBouek co CMA 1 oH naxe npesslian cpeanue 3HaueHust BO3
1o 1 rona >xu3HM. IJ1d cpaBHEHHUs, B HAllleM HCCIEAOBAHUU POCT OOJIBIIMHCTBA MAllMEHTOB TaKKe
OCTaBaJICS B IIPeJIeax HOPMbI, U HU3KOPOCIIOCTh BCTpEYaach IPEUMYILECTBEHHO Yy AeTei co CMA
1 u CMA 2 ¢ TsokénbIM (YHKUMOHAIBHBIM CTaTycoM, Jocturas 22,6% B rpynne CMA 2 ®K
«eunsgune». CpeaHue Z-score pocTa 10 HAIIMM JIaHHBIM ObUIM HeMHOro Hmxke (1o —0,58+0,99 y
CMA 2 u 10 0,49 + 1,35 y CMA 1 x Buzury 3.0), 4eM B UTAJIbSIHCKOM UCCJIEJOBAaHUH, BEPOSTHO U3-
3a pa3nuyYuii B BO3pacTe MmanueHToB. TakuM oOpazom, o0a McclieoBaHMs MOJITBEPKAAIOT BBIBOJ O
TOM, 4TO pocT y feteil ¢ CMA MeHee 4yBCTBUTENECH K TSKECTH 3a00JI€BaHUs, YEM Macca Tella WK
UMT, ocobeHHO B paHHEM BO3pacTe, M Yallle COXpaHseTcs OJInKe K HOPMATHBHBIM 3HAUYEHUSM,
OJIHAaKO B Halllel Koropte HabJI0JaliCh YyTh 00Jiee BhIPaKEHHbIE OTKIOHEHUS Y TSKENBIX (HOpM.

B namem uccrienoBaHUM IPOBEACHO HCCIeNOBaHHE OylbOapHBIX (QYHKIMHA B JTUHAMHMKE BO
BCEX TPYIIax ¢ OLEHKON HAJMYMUS Y MallMEHTOB AU3apTPUK/aHapTPHH, AUc(haruu 1 HeoOX0AUMOCTH

SHTEPAILHOTO MIUTAHUS Yepe3 TaCTPOCTOMY/HAa30TracTpabHbBII 30H]I.
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CpaBHeHHe maHHBIX T0 OynbOapHOW ¢yHKMU y xaereid co CMA 1, momydaronux
[IaTOTEHETUUYECKY0 TEpaluio, B HAIIEM MHCCIEIOBAaHUU U y JI€TE€d C €CTECTBEHHBIM TEUYEHHEM
Oosie3nu u3 mexayHapoaHoro uccienoBanuss ANCHOVY (Cances et al., 2022) nemoHcTpupyet
BBIPQXEHHOE MPEHMYIIECTBO TEpanuu B IUIAHE HYTPUTHUBHOIO CTaTyca M HEOOXOAMMOCTH B
30H0BOM muTaHuu. B koroprte y nereidi co CMA 1 B Haiiem HcCCIE€IOBaHUHU, MO MOJIYYEHHBIM
pe3yibTaTaM 4yacToTa IU3apTpUu 3HAUUTEIbHO Bo3pacTaet ¢ 44,1% no 84,6% (p<0,001), uto MmoxeT
OBITH CBSI3aHO KaK C Iporpeccuei 3a00sieBaHms, TaKk U C TIOCTUKEHUEM JBYXJIETHETO BO3pacTta, Ipu
KOTOPOM BO3MO>KHO JIOCTOBEPHOE BBISIBIICHUE AU3APTPHUH, & HACTOTA AuchHaruu ocTaércsi CTabUIbHOM
— ot 22,0% no 25,6% (p=1,000). [ToTpe6HOCTH B 3HTEPATLHOM 30HJIOBOM IMHUTAHUU TaKXKe He
YBEJIMUUBAETCS Ha NIPOTSKEHUU Beero Habmoaenus (p>0,102).

B uccnenoanuu ANCHOVY, otpaxatomiem ecrectBeHHOe TeueHue CMA 1 6e3 Tepamnuw,
cutyaisi ropasno Oosee Tskénas. Yke k 12 mecsuam 19/25 (76%) maimeHTOB, HYXIAIHCh B
30HI0BOM THTaHuu, a K 18 mecsuam — 20/23 (87%). Cpennuit BO3pacT Havajga HapyIICHHI
TJIOTaHUSl COCTaBsLT 6,6 Mecsa, a BO3PAaCT Hadaja IHTEPATHHOrO 30HJOBOTO muTaHus — 6,9
Mmecsia. Takum 00pa3oM, IpHU €CTECTBEHHOM TE€UEHHM 3a00JieBaHMsI MOTPEOHOCTh B HYTPUTHUBHOMN
MOJJIEP)KKE pa3BUBACTCS pPaHbIlle M OXBaThIBaeT OONBIIMHCTBO Aeteil co CMA 1 yxe B TeueHue
MEpPBOro Tojia XU3HU. B TO ke Bpems, B HallleM HCCIIEJOBAHMU, AK€ MPU BBICOKOM YacToTe
JU3apTpuu, OOJIBIIMHCTBO JE€TEH COXPaHSAIOT BO3MOXKHOCTh IUTAHUS Y€pe3 pOT, U HE BO3HUKAET
HEOOXOMMOCTh B 30HJIOBOM IMUTAaHWH. DTH JAHHbIC HATJSIIHO JEMOHCTPUPYIOT 3(P(PEKTUBHOCTH
MAaTOTEHETHYECKON Tepanmuu B COXpPaHEHUH (PYHKIMHM TJIOTAaHWS U CHUDKCHHHM DPHCKa PaHHEro
nepexoAa Ha 30HJI0OBOE JHTEpajbHOE MHUTAaHHE, HECMOTps Ha OOJBIION NPOLEHT MOpaXKeHUs
Oynb0apHO MyCKYJIaTypHhI.

B rpynne CMA 2 ®K «cuasgume» NaTOT€HETHYECKas Tepanusi IO3BOJISIET CIAEPKUBATh
nporpeccupoBaHue 0yab0apHbIX HapyIIeHUil: HU qucdarusi, H1 NoTpeOHOCTh B 30HI0BOM MUTAHUU
B MCCJIEOBAHHOM KOTropTe HEe 3a(UKCHpPOBAaHbI, B TO BpeMs KaK B €BpONEWCKOHl Koropre B
uccienosanuu NatHis-SMA (Rudnik-Schoneborn et al., 2001) y 34 cunsuux namueHToB co CMA 2
pU ecTecTBeHHOM TedeHuu y 35% (12 u3 34) umenu TpyaHOCTH ¢ TUTaHueM, y 6% (2 marueHTa)
UCIOJIb30BaIaCh racTpocToMa, emmé y 4% (1 manueHT) — Ha3zoracTpajbHbIN 30HI.

Hapymienust riiotanust WM HE0OXOJUMOCTb FaCTPOCTOMUM HE YIOMUHAIOTCS KaK KIIMHUYECKU
3HAYUMBbIE TPOSIBIICHUS y anneHToB co CMA 3 Tuma, 94To COOTBETCTBYET OoJjiee OJIaronpusTHOMY
TeueHuro 1o cpaBHeHM0 ¢ CMA 1 m 2 Tuma, HO mpU 3TOM HE HUCKIIOYAETCS BO3MOXHOCTH
OynbOapHOro neuIuTa B THKENBIX cinydasx ecrecTBeHHOro teueHust (Rudnik-Schoneborn et al.,
2001). B namewm uccrnenoannu y nanpeatoB CMA 3 peako (ae 6one 15,8% ciydaeB) BIABISETCS
nu3apTpus. [TorpeOHOCTH B 30HA0BOM MUTAHUU U Auc(aruu He BoisiBiIeHO B rpynne CMA 3, takxke

kak u B rpynmne npea-CMA. 1o nanubeiM nutepatypsl Tosbko y 12% (3 u3 25) nereii (Bce ¢ 2 KOusMu
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SMN2), mnomywaromux Je4eHHEe CO CTapTOM Ha TNPEICUMITOMATUYECKOW CTaJUH BO3HHUKIIH
TPYAHOCTHU C KOPMJICHHEM, TIOTpeOOBaBIINe ycTaHOBKY ractpoctomsl (Hjartarson et al., 2022).

Bynbbapubie HapymieHus (au3apTpusi, aHapTpusi, aAucharus U MOTPEOHOCTH B 30HIOBOM
NUTAHUK) B HAIlIEM MCCIICAOBAHUHN Y TMAIMCHTOB ¢ KinHuueckuMu Gopmamu CMA (tun 1-3) gare
ACCOITMUPOBAIIUCH C MEHBIIUM YKciIioM Kol reHa SMN2 u Gonee paHHUM Je0I0TOM 3a00JI€BaHUS
(p <0,001), HO HE MMeNH TOCTOBEPHOI CBS3M CO BPEMEHEM JI0 Havaja Teparuu.

[Mpencumnromatiueckoe jeueHne CMA MOXeT SBIATbCA NPOQMIAKTUKON OymbOapHBIX
HapylleHuid. B Hamem uccinegoBaHUU HU OJIMH MPEICUMITOMATHYECKUI peOEHOK He HyXKIaics B
racTpocToMe€ WM 30HAOBOM IHUTAaHUU. OJTO MNOMYEPKUBACT peEILIAIONlee 3HA4YCHHE paHHEH
JMarHOCTUKY (Yepe3 HeOHATAIbHBIM CKPUHUHT) U HEMEUICHHOTO Hayaja JICYeHUs! B MPO(PUIIaKTHKE
TSOKENBIX HApYLIEHUH peun U rinotanus y aeteit c CMA.

HauOonee BblpakeHHBIE JbIXaTeIbHbIC HapylleHHUs HaOmoganuch y mnanueHToB co CMA 1
tuna: npusHaku X/[H ormeuanucs y 76,6% manuento, motpedHocTs B HouHoit HUBJI (<16 u/cyT)
coxpassuiack 'y 46-49%, a mpuBEpKEHHOCTh K wHcmonb3oBaHuio HMBJI Obputa mMakcuManbHON
(HeucnoJib30BaHUE 1O Moka3zaHusiM — 5,1%). ¥V 4 manreHToB OTMEUEHO YIy4IIEHUE C IEPEXOOM C
MOCTOSTHHOM BEHTWJISALUU (>16 4/CyT) HA HOUHYIO, YTO HE XapaKTEPHO JJIsl €CTECTBEHHOT'O TEUCHHS
3abosieBanus. B wuccrnemoBanuu ectectBeHHoro teuenus CMA Wijngaarde et al. (2020)
OosbMHCTBO ManeHToB CMA 1c¢ HyXIamuch B pecnupaTopHoil momaepxkke: 5 u3 6 (83,3%)
MalMeHTOB Haxoawiuch Ha Mexannuyeckod BeHTwisanmu (MBJI wiun HUBJI), ormeueno OwicTpoe
YXyALIEHUE W CMEpTh MalHueHTOoB. B Hamem w#ccieaoBaHud 3apUKCUpPOBaHA CTAOMIBHOCTD
nanuenToB co CMA 1 Tuna o TeueHHIo JpIXaTeabHON HEOCTaTOYHOCTH, O€3 MPOrpecCUpOBaHus, C
BBICOKOM IPUBEPKEHHOCTBIO K Mcnosb3oBanuo HYBJI u naxxe nmepeBoja MalMeHTOB C IMTOCTOSIHHOW
BEeHTWJIALUK JIErKUX (>16 4acoB B CyTKH) TOJBKO HA HOYHOH PEXKHM, YEro HE OMUCAHO IPH
€CTECTBEHHOM TEUEHUHU.

B rpynne CMA 2 ®K «cunsuuit» vactora XJIH cocraBmsna 31-44%, morpeOHOCTH B
BeHTHISIINH — 29-32%, HO peanbHOe ucnons3oBanne HUBJI auskoe (2-9%). YV mannentoB CMA
3 ®K «cungunit» XJAH BeisBisanace y 33—37%, npu stom 28-31% He ucnonb3oanu HUBJI no
MOKa3aHMSM.

B rpynnax CMA 3 ©K «xoxaguuii» u npen-CMA pecniupaTopHbIe HapyLIEHHUs] OTCYTCTBOBAJIH.

Jlns cpaBHEHHS, B KpPYIHOM €BpPOINEHCKOM HCCIEIOBAaHUM €CTECTBEHHOI'O TEUEHUs
npixatenbHoit Gynkuuu (Wijngaarde C.A. et al., 2020) cpeau nammentoB co CMA 2a
pecniparopHasi moaaepkka rpedoBanace y 23/48 (47,9%); y marmentoB co CMA 2b — 3/34 (8,8%).
Bospacr nHagana ucnosnb3oBanus HVBJI B HameM ucClieOBaHMM HE OLIEHHUBAJNICS, IIOCKOJIBKY
Oospimasi yacTh manueHToB Hyxknamack B HUBJI no wmcciaemoBanmst (TO €cTh 10 Ha3HAYCHHS

naToreHeTHueckoi tepanuu). Takum oOpa3om, B Hamieil Koropre (pakKTHUYECKOe HCIOJb30BaHUE
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BEHTWISILIMOHHOM TOJACPKKH OKa3aJloch HUXKE, YeM B €BpOINEIiCKO BhIOOpKE MAIEeHTOB, HE
MOJIYYarOI[UX MaTOr€HETHYECKYIO TEPAIHIO.

TakuM 00pa3oM, MOpPaKEHUE ILIXaTEIbHON (PYHKIIMHM BCTPEUYACTCS Yallle BCETr0, HO MPH 3TOM
cTabUIIbHOE COCTOSIHUE OTMeuanoch y nanueHToB ¢ CMA 1 Tumna npu BbICOKOM MPUBEPKEHHOCTH K
HUBJI, Torna xak y «cuasunx» nauueHtoB CMA 2 u CMA 3, HecmoTpst Ha yacTyto XJIH u Hu3zkoe
ucnoaszoBanue HUBJI, cocrosiHue Takxe coXpaHsioch 0€3 OTpULIATEIbHON JUHAMUKH.

Hannbie peructpa SMAMCARE (Pechmann et al., 2023) mno3BOJSIOT COMOCTAaBUTH
MOJIYYCHHBIC HAMH PE3YJIbTaThl C KPYIHOH €BpOINMEMCcKOoN Koroproil marueHToB co CMA 2-3,
MOJIy4aBUINX HYCHHEPCEH B TeueHue TpEX JieT. B perucrpe B aHanmu3 BKIIOYEHBI 256 «CUASUUX»
nereit (tum 2 m 3, < 18 mer). Ucxomuo 15,2 % wucmosb30Balii HEMOCTOSHHYIO HEMHBA3UBHYIO
BeHTWISIIHIO (< 16 yacoB B cyTkn), emi¢ 9,0 % Havanm ucmonbp30BaTh €€ B X0/1¢ HaOmo1eHus. TOIbKO
OJIMH TAI[UEHT CMOT MPEKPATUTh MOAJIEPKKY, M HH Y KOTO HE BO3SHHUKJIA MOTPEOHOCTh B MHBA3UBHOU
VI TIOCTOSIHHOM BEHTHJIALUU JETKUX — YTO YKA3bIBAET Ha CTAOMIIM3AIINIO AbIXaTeIbHONU (PYHKINN
Ha (one Tepanuu [195].

B uccnenoBanuu mpoaHaau3MpoBaHa JWHAMUKA TOKaszaTess (YHKIMOHAJIBHON KU3HEHHOU
EMKOCTH JIETKUX U MTUKOBOM 00BbEMHOM CKOPOCTH KallUld B Pa3IMYHbIX TPYIIAx U B 3aBUCUMOCTH OT
tuna CMA u pyHKIIMOHAIBHOTO KJlacca.

VY namuentoB co CMA 1 u CMA 2 ®K «wiexaunit» ucxogusie 3nauenus OXEJI nokazarenu
COOTBETCTBOBAIM TSKEIBIM PECTPUKTUBHBIM paccTpoiicTBam (59,5 +46,0%). 3nauenus [1OC B aTux
rpynmnax Takxe ObUIH KpaliHe HU3KuMu — 92,5 + 31,8 n/mun u 48,0 + 12,7 1/MUH COOTBETCTBEHHO,
YTO CYIIECTBEHHO HMXKE KpUTHUYeckoro ypoBHs 160 n/muH, HeoOXxomumoro ans 3QQPeKTUBHOTO
Kanuisi. B muHamuke TpEX JEeT JOCTOBEPHBIX M3MEHEHUM 000MX TOKaszaresied He OTMedalloch (p >
0,05), uyto mpu MasioM 00BEME BBHIOOPKH HE IMO3BOJISIET TOBOPUTH O CTATUCTUYECKH 3HAYMMOM
s deKTe Tepanuu B 3TOU TpymIe.

VYV mamuentoB co CMA 2 ®K «cupsuniiy ncxoaneie 3HadueHus OXKEJI cocrasmsm 73,9 +
20,4%, ocTtaBajuCh CTAOWIHHBIMH Ha MPOTSHKEHWU HaOmtojeHus. Ha BTopoMm roay HaOmoaeHUs
BBISIBIICHO JIOCTOBEpHOE yiydiienue (nensta +9,7 + 13,7 %; p = 0,026). [Tpu uccnenoBanuu [10OC
nokasarenu coctaBmwiu 162,1 + 35,0 1/MuH, OlHAKO Yepe3 [Ba roja Tepamuu TakkKe OTMEYECHO
JocTOBepHOE ynyunienue a0 168,9 £ 57,3 n/mun (genvta +37,5 + 29,7 n/muH, p = 0,016), Torna xak
K TpetbeMy roay oba nokaszatens (IIOC u ®XEJI) 0e3 cratucTuyeckn HeE3HAUUMOM TuHAMUKU. B
uccienoBanuu ectectBeHHoro teueHuss CMA 2 u CMA 3 NatHis-SMA 71t aHaTOrH9HOM TPYIIbI
OTMEUYEHO MEJJICHHOE MPOTPEeCCUPOBaHUE JBIXATENbHON (YHKIIMH M HE OTMEUYEHO CTATUCTHYECKH
3HaunMMoro cHwkeHus nokasateneit [IOC M ®XKEJI [56]. CornacHO JaHHBIM TPOCIIEKTUBHOTO
HAI[MOHAJLHOTO KOTOPTHOTO HCcienoBaHus, y manueHtoB ¢ CMA 2 Tuma npu ecTecCTBEHHOM

Te4eHUH HalmoaaeTcs auHeHoe cHikenue nokasareneid @XKEJI co ckopocthio B cpennem 1,4% B
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rof [243]. Takum 06pa3oM, B OTJIHYHHU OT €CTECTBEHHOTO TEYECHH, B HaIlIel Koropre 3aUKCHPOBaHO
HE TOJIBKO 3aMEJICHHE €CTECTBEHHOT'O CHMKEHHUS (YHKUIMHU JETKUX, a CTATHCTUYECKU 3HAUMMOE
yIy4IIeHUE TTOKA3aTelIsA, YTO MOYKHO PaccMaTpuBaTh Kak 3(h(eKT Tepanuu.

VY manuentoB co CMA 3 ®K «cuasunii» ucxoansie 3HaucHus OXKEJI (86,8 + 14,6 %)
camkamch 10 70,0 £ 18,2 %, HO 0e3 CTaTUCTUYSCKH 3HAYMMOM TWHAMHUKH, a Iokasarenb [10C
yBemmumics ¢ 224,1 = 99,3 no 283,9 + 142,6 n/mun, a y «xonsuux» — ¢ 252,8 + 142,5 no 390,2 +
190,6 n/mun (06e3 craTUCTHYECKOW 3HAYMMOCTH, p > 0,05), 9TO MOXET CBHICTEIHCTBOBATH O
COXPAHHOCTH KallUIEBOI'O MOTOKA. DTU JIaHHBIE COMOCTABUMBI C IaHHBIMH €CTECTBEHHOT'O TEUEHUS
NatHis-SMA s nanrentoB CMA 3 OK «cupsumii» [56].

VYV «xopsuux» nanueHToB co CMA 3 ®XEJI ocraBanach B mpejesiax HOpMbl Ha BCEX BU3UTAX
(=100 % oT DOMKHOTO), YTO COOTBETCTBYET CTAOMJIBHBIM ITOKA3aTeNIIM B aHAJIOTUYHOH Tpymnmne B
uccinenoBanun ecrectseHroro reuenus NatHis-SMA (p = 0,465) [56].

TakuM 00pa3zoM, y «CHUASUUX» U «XOISUYMX» MAIMEHTOB JbIXaTellbHas (PyHKUUA ocTaéres
OTHOCHUTEJIbHO CTa0MIbHON Ha (JOHE MaTOreHEeTU4YeCKOoN Tepanuu. BelsiBIeHHOE B Halleil BHIOOpKE
nocroBepHoe ynydmenne OXKEJL u I[IOC y nanuentoB co CMA 2 OK «cumpsuuiiy (p = 0,026)
BEPOSATHO OTpa)kaeT TepaneBTUYecKuil 3PQeKT, B To Bpems kak B uccienoBanuu NatHis-SMA Ge3
JICYCHUS yIIydIlleHHs He OTMeueHO [56].

ComnocraBnenue ¢ gaHHbIME MeTaaHanm3a Kant-Smits u coat. (2025), o6veaunuBmiero 19
uccienoanuit (384 nanuenta co CMA 1 — 4 TunoB Ha Tepaluu HYCUHEPCEHOM U PUCAUILIIAMOM),
MOKA3bIBACT CXOHYIO TeHIeH U0 npu aHanu3e nokaszareneit @XKEJI u IIOC 6onee 12 mecsiies - 6e3
JIOCTOBEPHOM JMHAMUKHU, HO U 0e3 mporpeccupoBanus (Kant-Smits u coast., 2025). [lo manHBIM
peructpa SMArCARE (Pechmann et al., 2023) maruentoB co CMA 2-3 THITIOB, MOJy4aBIIAX
HYCUHEPCEH B TE€UeHUe TPEX JIET, JAOCTOBEPHOrO YIYYIIEHHs CIHUPOMETPUUYECKUX IOKa3aTesel
@®XEJI u I[TOC nHe otmeueHo [195]. Takium 00pa3oM, HAIIIK TaHHBIE IOATBEPIKAAIOT OCHOBHOW BBIBOJ
MEXIYHApOAHBIX paboT: Ha (oHe Tepanuu y manueHToB co CMA 2 u 3 npixatenbHas QyHKIUS B
OCHOBHOM CTa0WJIM3HPYETCS, @ B HEKOTOPBIX ClIydasx, Kak MOKa3aHO B HaIEM HCCIEIOBAaHUU Y
naiueHToB CMA 2 ®K «cuasgumii», BO3MOXHA YMEpPEHHas, HO JOCTOBEpHas IOJOXKHUTEIbHas
muHamuka nokasareneii MXKEJI u IIOC, B oTauunMe OT €CTECTBEHHOI'O TEUEeHHS 3a00/IeBaHUS
(Annoussamy u coaBT., 2021; Kant-Smits u coasrt., 2025).

Hamu npoBezieH aHaau3 CBSA3M JIbIXaTeNbHON (YHKIUH Y AIIIEHTOB C BO3pacToM. BrisBiieHo,
yto nokazarenb OXKEJI camxaetcst mo mepe B3pocienus y manueHToB CMA 3 K «cunpsuuii» (p =
0,011). B 1o e Bpems mokazatens kamnuieBoro tomdyka (IIOC) mocToBepHO yBEIWYMBAETCS C
Bo3pacToM y «cuasunx» CMA 2 Beeit rpynmel CMA 3 (p <0,011). HecMoTpst Ha BO3pacT-3aBUCUMOE
cHmkenne @OXKEJI, MHOXKECTBEHHBIE JINTEpAaTypHBIE JaHHbIE M JAHHBIC HAIIErO MCCIIEIOBAHUS

noka3sbiBatoT yBenuueHue [1OC Ha GpoHe maToreHeTH4eckoi Tepanuu ¢ BO3pacToOM, UTO OOBICHSAETCS



170

YCUJIEHUEM U JIy4dlllell CHHXPOHM3AIMEeH 3KCIHUPATOPHBIX ABIXATEIbHBIX MBIMIL, KPUTHUHBIX IS
saddekruroro kanurst (Rochman R., F. et al., 2025; Wurster C., D. et al., 2025).

B Hamem wmccienoBaHWM BBISBICHBI MPOTPECCHpyOmue aAedopManiy CKelleTa, TaKHX Kak
CKOJIMO3 [T03BOHOYHUKA, JeopMannu Ta300eIpeHHBIX CYCTaBOB U KOHTPAKTYPHI.

HecMoTps Ha mpoBeieHUE MaTOreHeTHYEeCKOM Tepanuu, MeanaHa yria Koo6a y nereii co CMA
2 ®K "cuasunit" yBenuuuBaiach ¢ 7,5° 1o 25,0° 3a 2 rona nadmoaenus (p = 0,003) u mo 35,0° uepes
3 rona HabmroaeHus orHocuTenbHO cTapta (P=0,005). YV manuentoB co CMA 3 ®K «cupsuniin — ¢
12,00° [7,00; 56,50] no 25,00° [12,00; 45,50] uepe3 1 rox (p=0,007) u 24,00° [15,00; 33,00] uepes 2
roga ornocurenbHo crapta (P = 0,012). Yron KoG6a 3HauuMO yBeIMUYHBAJICA C BO3PACTOM Yy
nanuenToB ¢ CMA 1 «iexaunii» (p < 0,001), CMA 2 «cugsuuit» (p < 0,001) u CMA 3 «cunsuuii»
(p <0,001). B rpynie CMA 3 «xoasuuii» OTME4YeHa TeHACHIM K aHaiornuHou cesizu (p = 0,083).
B rpynnax CMA 1 u CMA 3 @K «xoasuuii» CTaTUCTUYECKHA 3HAYUMBIX U3MEHEHHUI HE OTMEUYEHO.
B rpynne npen-CMA ckomino3 He BbisiBIIeH. KoppesiioHHBIM aHamu3 MoKasal, YTO yBEJIUYCHHE
yria Ko606a cBsizaHo ¢ 60iee UTMTEebHBIM HHTEPBAJIOM OT JebroTa 10 Hadana tepanuu (p < 0,05) u
MEHBIIIMM YHCJIOM MOTOPHBIX HaBBIKOB (p < 0,05), a Takke Oojiee paHHHM BO3PAacTOM JeOr0Ta Y
naneHToB co CMA 2 (p = 0,012), yTo yka3pIBaeT Ha TECHYIO B3aMMOCBSI3b MEXIY TAKECTBIO
3a0oieBaHus, 3aJIePXKKOI Hauana Tepanuy U IpOrpecCUpOBaHUEM CKOINO03a.

BaxHo moauepkHyTh, UTO M3MEHEHHUE TokazaTened apixarensHor Gynkmuu (OXEJI, TTOC)
MOXET OBITh OOYCIIOBJICHO HE TOJBKO MBIIICYHOW CHIIOW, HO W nedopManuell TpyAHOH KIIETKH,
CTENEeHbIO CKONN03a, ucnoiaszoBanueM HUBJI, poctom u Bo3pacTtom, conmyTcTByromIeH nHeKuei u
ap. Ckomno3 (yron Ko0G6a) oxa3piBan BbIpakeHHOe HeratuBHoe BiussHue Ha PXKEJI B rpymmax
«iexxaunx» CMA 1, CMA 2 u «cupsunx» CMA 3, uto coBmagaet ¢ nanasivu Chou et al. (2016) o
BIIMSTHAW CKOJIMOTHYECKOH JeopMaIiuy Ha JIbIXaHHe.

B mMexayHaponHbIx 0030pax ecrecTBeHHOTo TeueHuss CMA, rie moguepKuBaeTcsi, YTo noTeps
MOTOPHBIX (YHKLUH, pa3BUTHE CKOJIMO3a U KOHTPAKTYp MPOAOJDKAETCS B TEUEHUE BCEH >KU3HU
(Aponte Ribero et al., 2023). Cxoxue TeMIbl MPOTPECCHPOBAHMS CKOJINO3a 3aQHUKCUPOBAHBI B
3apyOexxHOU JuTeparype y aeteit co CMA npu ecTeCTBEHHOM T€UEHUH, TJIe COOOIIAETCS O CPeTHEM
yBenuueHuu yria Ko66a y nanmentos ¢ CMA 3 tunom — ot 10° 10 45°, ¢ 54° y manimenros ¢ CMA
2 tunom u g0 74° mpu CMA 1 tuna (Mesfin et al., 2012). [oxyueHHble HAMH PE3yJIbTATHI
COOTBETCTBYIOT JAaHHBIM MEXKIYHAPOJHBIX WCCIENIOBAaHUN, COTJIACHO KOTOPBIM TPUMEHEHHE
MaTOT€HETHYECKOW Teparny He PEOTBpaIacT pa3BUTHE U IPOTPECCUPOBAHHE CKOIMO03a, HO MOXKET
U3MEHSATh ero TeMIbl U xapakrep. Tak, B pabore Al Amrani et al. (2022) Bce mauuents co CMA 1
TUIIa, HECMOTPSI Ha yJIy4IIeHHE MOTOPHBIX MOKa3aTesel, pa3BUIM CKOJIMO3 B MEPBbIM IO/ )KU3HU C
yriiom Ko66a 18—60° [54]. Cornacuo Ip et al. (2024), Ha (oHe Tepanmuu HYCHHEPCEHOM CpPEIHHE

TOJIOBBIE TEMIThl TIpOrpeccupoBaHus coctaBmsum 5,2°, 11,9° u 3,6° B rox mst CMA 1, 2 u 3
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coorBercTBeHHO [143]. CornmacHo cuctemarudeckomy 0030py Ruythooren u Moens (2024) u 0630py
Gnazzo et al. (2025), marorenerndeckas Tepanusi cMemaeTr (genorun B Oonee nérkue GopmMbl U
OTCPOYMBACT pa3BuTHe Aedopmaliuii, Ho He ycTpanser ux [133, 212]. Takum 06pa3zom, MOJTyICHHBIC
B HallleM MCCIIEJOBAHUY JaHHBIE O MpsiMOii Koppessinuu yriia Ko66a ¢ Bo3pacTom U coxpaHsoieMcs
IPOTrPECCUPOBAHUM CKOJIMO3a Ha (DOHE MATOr€HETHYECKOW Tepanuy COOTBETCTBYIOT COBPEMEHHBIM
MHUPOBBIM TEHJICHIIUSM U IMOTYEPKUBAIOT HEOOXOIUMOCTh PAaHHETO HAOIIOACHUS U OPTOIIEANYECKON
Koppekuuu y nanueHTos ¢ CMA.

Y  manMeHToB ¢ HU3KMM  (YHKIMOHAJIBHBIM  KJIACCOM  OTMEYAJIOCh  BBIPAXKEHHOE
nporpeccupoBanue aedopmanuii Ta300eapeHHbIX CcycTaBoB. Haumbosiee 3HauMMble HM3MEHEHUS
BbIsBIICHBI Y 00sbHBIX ¢ CMA 1 @K «iexaunii», r1e 4acToTa Mo ABEIBUXOB yBEIHUMIachk ¢ 26,7 %
1o 38,1 %, a BeiBuX0B — ¢ 13,3 % 10 47,6 % (p < 0,024). YV «cuasuux» narpentoB CMA 2 nosns
MOABBIBUXOB CHUXanach ¢ 24,3% no 11,8% , a Ha 3ToM (poHE YacToTa BCTPEYaEMOCTH BHIBUXOB —
3HauuMo pocina ¢ 40,5% 10 62,5% x Buzuty 2.0 (p = 0,020) u ¢ nanpHeiimeit crabunuzanuei - 76,5%
(6e3 craructuueckoit 3naunmoctu, p = 0,063) k Busury 3.0.

B rpynnax CMA 3 ®K «cugsgunii» 1 CMA 3 OK «xonguuit» cTaTUCTUUECKU JOCTOBEPHOMN
JUHAMUKU He BbIABICHO. Y «xonsgunx» CMA 3 moaBbIBUXU B €JUHMYHBIX CIy4asX, BBIBUXOB HE
BbIsIBIIEHO. B rpynmne npen-CMA Tazo0epeHHble cycTaBbl OblIM 0€3 IaToJIOruu.

B pa6ote Mesfin et al. (2012) paccMaTpuBaroTCsi OpTONEANIECKHE OCIOKHEHHS €CTECTBEHHOTO
teueHus: CMA, Hanbosee 4acTbIMH M3 KOTOPBIX SBISIOTCS CKOJMO3 M BBIBUXM Ta300€IpEHHBIX
CYCTaBOB, IPHYEM BBIPAKCHHOCTh KoppenupyeT ¢ Tsbkecthto CMA [174]. Tlo naHHBIM aBTOPOB,
4acTOTa BBIBUXOB Ta300€ApeHHBIX cycTaBoB jpocturaer 62% npu CMA 2 u 29% npu CMA 3.
Uccnenosanne Hanna et al. (2022) moka3aso 4YacTOTy BCTPEYAEMOCTH PEHTTEHOJOTHYECKUX
M3MEHEHUHN Ta300eApEeHHBIX CYCTaBOB (IIOJBBIBUX WM BbIBUX) y nanueHToB CMA 1 1o 100%, a B
cnygae CMA 2 - 97% maruentoB [137]. DTo HECKOIBKO BBIIIE YeM B HaIllel KOTOPTE MAI[HEHTOB.

B nuteparype nogu€pkuBaeTcs, 4To MOAUUIUPYIOIIAs TEpANUs He IPeA0TBPaIaeT pa3BUTHE
nedopmaruii Ta300€IPEHHBIX CYCTABOB: JaXe MPH MOJYYSHHUH JedueHus y narueHToB ¢ CMA 1 u 2
COXpaHseTCs BBICOKAsl 4acTOTa MOJBBIBUXOB M BBIBUXOB. Tak, B mccienoBanun Kuong E.E. et al.
(2024) nokazano, uto y nereit ¢ CMA 2 Ha QoHe HycHMHepceHa HeCTaOMIBbHOCTh Ta300€IpEHHbIX
CYCTaBOB IPOJ0JIKAJIa IPOTPECCHPOBATh, HECMOTPSI HA YIyYllIEeHHEe MOTOPHKH, YTO COTJacyercs C
HAIllM TaHHBIMHU.

Haubonbiee 4ncio KOHTPaKTyp B HAIIEM HUCCIIEIOBAaHUN OTMEUYaioCh B HUKHUX KOHEUHOCTSIX
y nanuenToB co CMA 1 u 2 ¢ ®K wiexaunity u «cuasuniiy. ¥ naupertoB CMA 1 Tuna KOHTpakTypbl
HIDKHUX KOHEUHOCTel OblTH 3aduKcHpoBaHbl B 68% citydaeB yxke K Bu3uty 2.0-3.0, a y manueHToB
¢ CMA 2 ©OK «cuasumity — B 66% citydaeB yxe Ha cTapTe HabmoaeHus u 10 87% cilydaeB K BU3UTY

3.0. B meHnb1eii cTenenn HabI0JaINCh KOHTPAKTYPbl BEPXHUX KOHEYHOCTEH.
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[To panHbIM JUTEpaTypbl, (GOPMUPOBAHHE KOHTPAKTYp HAUMHAETCS HA PaHHUX JTamax
3a007IeBaHUA M TIPOTPECCHUPYET C TEYCHHEM BpPEMEHH, OCOOCHHO Yy TMAalMEHTOB C PE3KUM
OTpaHUYECHUEM JIBH)KCHUI MPH €CTECTBEHHOM Te4YeHUU 3abosieBaHus. [Ipu ecTeCTBEHHOM T€YEHUU
CMA KOHTpPakTypbl B HWKHHMX KOHEUHOCTSIX TOABJISIOTCS YK€ K 2-3 rojgaM >KU3HH,
MPEUMYIIECTBEHHO B Ta300€IpEHHBIX, KOJEHHBIX U TOJEHOCTONHBIX CyCTaBaX, MNPHUEM
KOHTPAKTYPbI YaCTO COYETAIOTCSI C TUIIEPMOOMIBHOCTBIO CyCTaBOB BEpXHHUX KOHeuHOCTeit [115, 127,
172].

Takum o0Opazom, y mamueHtoB co CMA tumoB 1-3 HaOmomaeTcss NporpeccupoBaHUE
nedopManuii MO3BOHOYHHKA, Ta300€PEHHBIX CYCTaBOB U KOHTPAKTYp C BO3PAacTOM, HECMOTPS Ha
NpOBE/ICHUE MAaTOreHeTHuecKoi Tepanuu. CTeneHb BBIPaXKEHHOCTH U CKOPOCTh MPOTPECCHPOBAHMUS
3aBucAT oT tMna CMA m ®K nammenTta. YuutbiBas HaOMI0JaBIIEeCs] B HAIEM HCCIEAOBAHHH
nporpeccupoBanue naedopmanuii 'y TAUEHTOB, MOJYYAIOUIUX MAaTOTEHETHYECKOe JICUCHHE,
TpeOyeTcss WHAUBUIYalIbHBIA MOIXOJ K KaXJAOMY CIy4yalo, C IeJbl0 BBISBICHUS JIaHHBIX
ocnoxHeHu#. [1o naHHBIM TUTEpaTypHI JIeYeHNE BEIBUXOB Ta300€IPEHHBIX CYCTABOB Y AIIUEHTOB CO
CMA 1npu ecTeCTBEHHOM T€YEHUH B OOJIBIIMHCTBE CIy4YaeB MPEINOYTHTEIHPHO KOHCEPBATUBHOE U3-
3a BBICOKOM 4aCTOThI PELUAUBOB IOCIIE XUPYpruK Ha (oHe mporpeccupoBanus aedopmaruii [127,
174]. HMauuble nuTepaTyphbl MO COCTOSHHIO MO3BOHOYHOIO CTOJIOA, Ta300€JAPEHHBIX CYCTABOB H
KOHTpakTyp y mnamueHToB co CMA  monyyuBIIMX  NATOr€HETHYECKOE JIeYeHHE  Ha
NPEJCUIIMTOMAaTHYECKON CTaAMKM OTPAaHWYCHBI. Y TMAlMEHTOB NPEACTABICHHBIX B HAaIleM
uccienoBanuu B rpymmne npea-CMA oproneanyeckue 0cI0KHEHUS HEe BBISBICHBI.

IIsiTeii 3Tan uccaenoBanusa. Ha msrom sTane BbliedeHa M ONMCAaHA TPYMIa MALUEHTOB C
HEJIOCTaTOYHBIM OTBETOM Ha TEPAIHIO IO MpeIoKeHHbIM KpuTepusMm (['nmasa 2.6., Tabnuna 6).

OO61ast 1015 MAlMEeHTOB C HEAOCTaTOYHBIM OTBETOM cocTaBuia 35,7% (51 u3 143) naunenton
¢ pasueiMu TunamMu CMA. B rpynne npen-CMA Takux HanudeHTOB He BbisBiIeHO. IlomydyeHHbIe
JTAaHHBIE COTJIACYIOTCS C paHee OMYOJUKOBAaHHBIMU HCCIeA0BaHUSIMHU, 4TO J10 40—50% manueHToB He
JIOCTUTAIOT «KJIMHUYECKH 3HaumMMoro otseta» (Bowerman et al., 2017, Mohanlal S. et al., 2025,
Belanci¢ A. et al., 2025).

B namewm uccnenoBanuu pacnpenenenue no tunaMm CMA 1eMOHCTpUPOBAJIO I0JIIO NAILIMEHTOB
C He1oCcTaTouHbIM 0TBeTOM B rpynne CMA 1 - 45,1% nauuenTos, B rpynne CMA 2 - 35,3% u 19,6%
B rpynme CMA 3.

B rpynne CMA 1 netu ¢ He1OCTaTOYHBIM OTBETOM OTJIMYAINCH 00J1ee TAKEIBIM T€HETHUECKIM
npoduiieM oT JieTel ¢ OnaronpusaTHeIM oTBeToM: 2 konuu rena SMN2 Berpeuanucs vamie (69,6%),
TOTJa KaK Mpu OIaronpusTHOM oTBeTe npeodnananu 3 komuu (50,0%) (p = 0,029). B rpynne CMA
2 KJIFOYEBBIM MIPEIUKTOPOM CTajla 3a/IepKKa Teparii — BO3pacT e€ Havyalla ¥ MHTEepBaJl OT J1e0roTa

JI0 JICYeHUsI OBLIM 3HAYMTENLHO BBIIIE Y JETeH ¢ HEIOCTATOYHBIM OTBETOM, MOYTH B 4 paza (p <
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0,001). B rpynme CMA 3 4éTKuX KIMHUKO-TEHETHYECKUX PA3IMIUi MEXy BapUaHTaMU OTBETA HE
BBISIBJICHO.

VY nanueHToB € HEJOCTATOYHBIM OTBETOM BBISABJIICHBI UYETKUE PaA3IMUYUs B KIMHUYECKOM
npodune: npu CMA 1 npuynHON SBISUIHCH pecnupaTopHble coobiTus (95,7%), B TO BpeMs Kak npu
CMA 2 poBHO MOJIOBHHA NMPHYHUH ObLTa PECIMPATOPHBIMHA M TOJIOBUHA MOTOpHBIMHU, it CMA 3
qamie MoTopHbie coObITHS (90 % cooTBeTcTBeHHO). [lOMydeHHBIE NaHHBIE COTJIACYIOTCS C paHee
ONyOJIMKOBAaHHBIMU HCCIEAOBAaHUSAMU: y JeTei panHero Bo3pacta (CMA 1), korga BeaylIUMH
OKa3bIBAIOTCA pecCHUpaTOpHbIC OcIOoXkHEHHs, Torna kak npu CMA 2 u CMA 3 npeBanupyror
motopHbie HapymeHus (Pera MC et al., 2019; Oskoui M et al., 2023).

Taxxe oOpaiiaer Ha ceOsi BHUMAHUE TSKEIbIH (DYHKIIMOHATBHBINA CTATyC MAIUEHTOB B MOMEHT
BBISIBJICHUS HeAocTaTouHoro oreeta — npu CMA 1 tuna 3to «iexxaune» nauueHTs (74,3%), a npu
CMA 2 u 3 tuna «cunsuue» (88,9% u 77,8% cOOTBETCTBEHHO).

3HauMMBIE pa3INuus B TPEX IPYIIAX C HEIOCTATOYHBIM OTBETOM IO BO3PACTy Ne0I0Ta, YUCITY
konuii rena SMNZ2, BpeMeHu 10 Hadajga Tepanuu ¥ (QYHKIHOHATBHOMY KJIACCy HAOIIOAUCH
npeumyiiectseHHO Mexy CMA 1 u npyrumu rpynnamu (padj<0,001), rorna kak CMA 2 u CMA 3
1o OOJBIIMHCTBY MapaMeTpOB ObUIM COMOCTaBUMBL. Bce €T ¢ HEeAOCTaTOYHBIM OTBETOM UMENH
MOTPaHUYHO paHHMM neOroT s cBoero tuma CMA - 1,0 mecsn npu CMA 1 tuna, 9,5 mecsna —
CMA 2 tuna, u 18 mecsies nmpu CMA 3 tuna. Yucno xomwmii rera SMN2 moctoBepHO pa3indanoch
mexay rpynmamu (p<0,001): y CMA 1 B OOJBIIMHCTBE CIIy4aeB BBISBISUIUCH TOJBKO 2 KOIHUH
(69,6%), Torna xak B CMA 2 u CMA 3 npeoGnananu namuentsl ¢ 3 konusmu (83,3% u 80,0%
COOTBETCTBEHHO), YTO MOATBEPKAAET U3BECTHYIO KOPPEIAIUIO MEXKIY YHUCIOM KOMHUHI U TSKECTHIO
3a00JIeBaHUA.

B rpynne Hemoctatounoro orBera mamueHToB ¢ CMA 1 tuma (n=35) oOparmraer Ha ceOs
BHHMaHHE BO3PAacT BO3HUKHOBEHUS pPeCHUpaTOpHbIX coObiTHii — 30 MmecsieB. Bce coObiTus
PETUCTPUPOBAINCH HA 2-M U 3-M TOJly MHOCIE CTapTa Tepanuu, a He B MepBhiid roa. HecMoTps Ha
BBICOKYIO MOTpPEOHOCTh B HEMHBa3sUBHOW BeHTwisauuu nérkux, HUBJI Obuta mokazana Bcem 35
nanuenTam (100%), mpu stom 11,4% nannueHToOB HE MONMYy4adud PECHUPATOPHYIO MOAJAEPKKY MPHU
HaJIM4YMM TOKa3aHuid. B 3TOW rpymnme TakKe BBISBICH BBICOKHMN MPOLIEHT OPTONEINYECKUX
ocnoxkHeHuit — y 33,3% manueHTOB MPOrpecCUpoBaIl CKOIHO3 U JedopMaliius Taz00eqpeHHbIX
CyCTaBOB.

Cpeau mnanueHToB ¢ HenocTarouyHbiM oTBeToM mpu CMA 2 (n=18) mnokazaHus K
pecupaTopHO MoAepKKe UMenuch Bo Bcex 18 cmydasx (100%), ognako 41,9% mnarueHToB He
ucnonb3oBain HUBJL. Taxke 45,2% mnanueHToB He MOMyYaiad peaOUIMTALMOHHYIO TEparuio B
Te€YeHHe IpeauiecTByromero roga. Hanbonee yacTeiM OPTONEIUYECKUM OCJIOKHEHHEM B JTAHHOU

rpynne OblT IPOrpecCUpyIOLINil CKOINO03, KOTOPbIM GuKkcupoBaics y 55,6% nanueHTos.
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B rpynne nemocrarounoro otBera mpu CMA 3 (n=10) moTpeOHOCTH B pecnupaTopHOI
nojziepxke ormevanack y Bcex narueHToB (100%), mpu atoM poHo 50% He ucnons3oBasiu HUBJL.
OCOOCHHO TPEBOKHBIM SBIISICTCS (PAKT OTCYTCTBHUSI PEaOMIIMTAIIMOHHBIX Meponpusatuii y 88,9%
MAIMEHTOB ATON Ipymbl. Takke perucTpupoBaiach BRICOKAs YaCTOTa UMMOOUIN3ALIUN, CBS3aHHBIX
C XHpypruueckuMu BmemaTenbctBamu (27,8%) u mepenomamu (22,2%), a MporpeccUupyrouuit
CKOJIM03 oTMeuancs y 45,5% maiueHTos.

Bce BbIsIBIGHHBIE B XOJ€ HMCCIENOBaHUS (AKTOPBl MOTYT pacCMaTpUBATBhCS — Kak
NOTEHLIMAJbHbIE  IPEIUKTOPHI, CIIOCOOHBIE  MpEAcKa3blBaTh  CHIKEHUE  A(PPEKTUBHOCTH
MAaTOTEHETHUYECKOT0 JiedeHHs. B yclIOBUSX OTCYTCTBUS YETKO OINPEAENEHHBIX YHUBEPCAIBHBIX
KpuTepreB 3((EeKTUBHOCTH WM HEIP(PEKTUBHOCTH TEpaNuu, KaKIBIH Ciydaidl BbISBICHUS
HEJOCTAaTOYHOTO OTBeTa TpeOyeT WHAMBUAYAIbHOW M KOMIUIEKCHOW OleHKH. Heobxomum
NEPCOHAIM3UPOBAHHBIA  TOAX0J K BeaeHuto OompHBIXx CMA Ha ¢QoHe mnpuMeHeHHsS
MAaTOTEHETHYECKON Tepamuu, a TakKe PEeryaspHON OILEHKH COCTOSHUS MYJIbTHIWCHUIUITMHAPHON
KOMaHJIOW B 3aBHCHUMOCTH OT (DYHKIMOHAJIBHOTO Kiacca. llpeanoskeHHbIE B HACTOSIIEM
UCCIICIOBAaHUH KPUTEPHH HEIOCTaTOYHOTO OTBETA MO3BOJSIOT CTPATU(HUIIMPOBATH IMALMEHTOB II0
npeobiagaroneMy npoQuio KIMHUYECKHMX PUCKOB, YTO OTKPHIBAET BO3MOXKHOCTU AJsi Ooiee
TOYHOTO NMPOTHO3UPOBAHUS U ONITUMHU3AINU PEAOMIUTAMOHHBIX U TEPANIeBTUUECKUX MEPOIIPUSATHIA.

[lonydennbie B Xoie paOOTBl  JaHHBIE TOATBEPKIAIOT  KPUTHYHOCTH  PAHHETO
TEpareBTHYECKOTO BMEIIATEIbCTBA, OCOOCHHO Y NAIHMEHTOB C pAaHHUM JeOI0TOM, BIUSHHE
monudunupyromeit ponu rera SMN2, a Takke JEMOHCTPUPYIOT HEOOXOAMMOCThH PETrYJISIPHOTO

MYJIbTUIUCHUIIIIMHAPHOT'O COMMPOBOXKACHUS IMAIUCHTOB, MMOJIYYarOIHUX MATOICHETHYCCKOC JICUCHUC.
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3AKVIIOYEHUE

PesynbTatel moaTBep)KAAOT 3PPEKTUBHOCTh TEPAMHA B U3MEHEHUU €CTECTBEHHOTO TCUCHUS
3a0oneBanusa. Y mauumeHToB ¢ TsokénbiMu Gopmamu CMA 1 Tuna 3HaYUTENHHO YBETUYMIACH
0eccoObITHITHAS BBIKMBAEMOCTh, CHU3WJIACh HEOOXOJIMMOCTh B OCTOSIHHOM BEHTUJISILIMU JIETKUX, a
O6onpmuHCTBO neteid co CMA 1 mocturim paHee HEIOCTHIKHUMBIX MOTOPHBIX BEX — YICp)KaHH
rOJIOBBI, IEPEBOPOTOB, CAMOCTOSITEIbHOTO cuieHus (75% MalueHToB).

OOparmraer Ha ce0s BHMMaHuWE MeAHMaHAa BpEeMEHU OT JeOroTa 3a0oJieBaHUS A0 Hadvala
naToreHeTHYeCcKoi Tepanuu y nanueatoB CMA 2 u 3 tunos, kotopas coctasmia 45,0 [14,0; 90,0]
Mmecses (4 romga) u 100,0 [67,0; 147,5] mecseB (8 net) cooTBeTcTBeHHO. Y marueHToB co CMA 2 u
3 TUNOB, TO3JHO HAYaBIIUX MATOTEHETHYECKYIO0 TEparuio, OTMEUYalach MPEHMYIIECTBEHHO
CTaOMIM3ansT MOTOPHBIX (DYHKIIHI, a pa3BUTHE HOBBIX MOTOPHBIX HABBIKOB HAOIIOAAIOCH JIMIIE Y
HEKOTOPBIX ManueHToB. Hanbomnee BbIpaxxeHHBIN TepaneBTHuecKuil ekt Habmonancs B nepBbli
rOJl JICYEHHUS, TOCJIe Yero HacTynajla CTabuiu3anus ¢ yaep:KaHueM JOCTUTHYThIX (QyHKUUNA. DTOT
(EHOMEH COOTBETCTBYET COBPEMCHHBIM JaHHBIM O (OPMHUPOBAHUU «ILIATO» TOCIE AKTUBHOTO
Teproaa MOTOPHOTO BOCCTAHOBIICHUSI.

[Tpu Havane Tepanuu Ha IPEICUMITOMATHYECKON cTauu B rpymme npea-CMA Bce naiieHTh
JIOCTUTAIId MOTOPHBIX HABBIKOB B CpPOKH, cooTBeTcTByromme Hopme BO3, uyto moarBepxkaaer
perraroiee 3HaYCHUE PAaHHETO BMEIIATEIBCTBA U IIEHHOCTh HEOHATAIHHOTO CKPUHUHTA.

AHanM3 MpeAMKTOPOB MOKa3ai, 9To0 3Q(PEKTUBHOCTH TEPAITUU ONPEICIISICTCS TCHETUICCKIMHE 1
BpeMeHHbIMU (pakTopamu: y 60apHBIX co CMA 1 kimtoyeBoe 3HAUEHHE MMEET BO3pacT 1edroTa u
yucio konuit rena SMN2, a npu 6onee nérkux popmax (CMA 2) — Bpemst 0T Hayajla CUMIITOMOB
70 crapTa JiedeHus. UeM Kopode 3TOT MHTEPBaJ, TEM BBIIIE BEPOSTHOCTH YIYUYIICHHS MOTOPHBIX
(GYHKIMH B COXpaHCHHSI HMEIOIIINXCSI HABBIKOB.

[TaToreHeTnueckass Tepamusi OKa3blBaeT KOMIUIEKCHOE BIUSHHE Ha COMaTHYECKOE,
HEBPOJIOTHYECKOE U TICHXOPEUYeBOE pa3BUTHE. Y OOJBIIMHCTBA MAIMEHTOB OTMEUEHO HapyIICHHE
aJalTUBHOTO TMOBEACHUS. Y JeTel ¢ TokENpIMU (popmamu 3a00JIeBaHUSA, OCOOCHHO Y «JICkKAUNX)
MAIUEHTOB ¢ HAIMYUEM XPOHUYCCKOW JIBIXaTSIIBHON HEIOCTATOYHOCTBIO U Juc(harueii, BHISBICHBI
3aJIep’)KKM  KOTHUTHBHOTO, KOMMYHHUKATHMBHOTO W COIMATbHO-DMOLMOHAIBEHOTO Pa3BUTHSA, YTO
noMYEPKUBAET 3HAUCHUE paHHEH peaOuINTAINN U MYJIbTUAUCIUILTHHAPHON MOICPIKKH.

[Tutanue u gusuveckoe pa3BuTHe Ha (HOHE JeueHus: ocTaBaluch ctabunbHbiMu: Tpu CMA 1
yamie HaOJroganach HEIOCTaTOYHOCTh muTaHus, npu CMA 2 u 3 — MmUpOKUH Jauama3oH OT
runotrpoduu 10 U30BITOYHONH Macchl Tena. PocT B OOJNBITMHCTBE CIy4aeB COOTBETCTBOBAJI HOPME.
BynnbapHble u ApIxarenbHbie (YHKIMH CTAOMIU3MPOBAIUCH: HECMOTPS HA BBICOKYIO YacTOTY

mu3apTpun npu CMA 1, moTpeOHOCTh B 30HJ0BOM NHUTAaHWU HE YBEIMUMBAJIAcCh M COXpPaHUIAChH
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GyHKIMM TJIOTaHUS, a MATOT€HETUYecKas Tepamnus B COYETAHUU C MPOAKTUBHOM HEWHBA3MBHOMN
BEHTWISIIMM JIETKUX IIO3BOJIMJIA HE TOJBKO IPEAOTBPATUTh NPOTPECCUPOBAHHUE JAbIXaTEIbHOU
HEIOCTaTOYHOCTH, HO W B Psijie CIy4YaeB YIYYIIUTh (DYHKIMIO JbIXaHUSA. Y YETHIPEX U3 TATH
NAIMEHTOB, IEPBOHAYAIBHO HAXOJMBIIMXCS HA IIOCTOSHHOM BEHTWIALMHU, Ha (OHE Tepanuu
OTMEUYEHO yJy4lleHne PYHKIMH JETKUX C MEePEX0J0M Ha HOYHYIO BEHTHIALMIO (MeHee 16 yacoB B
CYTKH), YTO HEJOCTH)KUMO TP €CTECTBEHHOM TEYCHHUHU 3a00JIeBaHUsI.

Opronenuueckue HapymIEHHs, BKJIIOYas CKOJMO3, BBIBUXM Ta300€JpPEHHBIX CYCTaBOB U
KOHTPAKTYpbl, MPOJODKAU pa3BUBAThCA, OKas3biBasg, B TOM 4YHCJE, HETaTMBHOE BIIMSHHUE Ha
(GYHKIHMIO IbIXaHUs, XOTS TEMIIbl UX POTPECCUPOBAHMS CHUKAIIUCH 110 CPABHEHUIO C €CTECTBEHHBIM
Te4YeHUEM 3a00JIeBaHHs. JTO MOJITBEPHKAALT, UYTO TEPAIUs HE YCTPAHIET BTOPHUHBIC OCIOKHEHUS, a
JHIIb CMENIAeT MX BO BPEMEHH, Jiesiasi HEOOXOAMMBIM paHHEE OPTOINEIMUYECKOe HAOIIOJCHHE U
WHAUBUAYaAIbHOE NIAHUPOBAHUE PEaOMIUTALIUN.

VY 35,7% nanueHToB OTMEUEH HEIOCTATOYHBIN OTBET Ha TE€PAIHIo, Yallle BCTPEUAIOLIUIACS Py
TOKETBIX (popmax CMA - «iexauux» M «CUASYMX» MalpeHTtax. llanueHTsl ¢ HeIoCTaTOYHBIM
OTBETOM B Pa3HBIX TPYIIAaX OTIWYAIUCH OT OnarompusatHoro oreta. [lamuentst CMA 1 umenn
Ootee TsHKENBIN reHoTu - 2 konuu reHa SMN2, a mpu CMA 2 outu 4eThIpexKpaTHas 3a7epiKKa, 1o
CPaBHEHHMIO C OJaronpuUsTHBIM OTBETOM, Hayana Tepanuu. Y nanueHToB co CMA 2 u CMA 3 tumna
OKazajachb HM3KOH IPUBEPKEHHOCTh K PECHUPATOPHOM MOAJEPIKKE M peadMIuTalMM, a TaKKe
HaJIUYue IMPOrPECCUPYIOLIUX OPTONEIUYECKUX OCJIOXKHEHMHA. Pe3ynpTaThl MOAUEPKUBAIOT
Monudunupyromyo posib reHa SMNZ2, KpUTHYHOCTH paHHEro JIeYeHHs] U HEOOXOIUMOCTh
MYJIbTUANCIUILIIMHAPHOTO COITPOBOXKIEHUS.

Baxxno mnomuepkHyTh, 4YTO oOlleHKa 3(¢exktuBHocTH Tepanuun npu CMA He Moxer
OCHOBBIBaThCSl MCKIIIOUMUTENBHO Ha IIOKa3aTeNsiX JBUraTebHOTO pa3BUTHA. YIIydllIEHHE WU
CTa0MIIN3aLus MOTOPHBIX (PYHKLUH OTpa)kKaroT JIMIIb YacTh KIMHUYECKOW KapTHHBI 3a00JI€BaHMUSL.
OreHka COCTOSHUS NalMEHTa J0JKHA ObITh KOMIUIEKCHOW M 00s3aTE€IbHO BKIIIOYATh MOKA3aTeld
JBIXaTeNIbHOM (YHKIMU W (QYHKIMM TJIOTAaHUSA, TaK KaKk MMEHHO 3TH IapaMeTpbl BO MHOTOM
OTpEENAI0T KAa4eCTBO KU3HW M CTENEHb HE3aBUCUMOCTHU. JlJIi OLEHKM JBUTaTEIbHOM cdepbl
HE00XO0/IMMO HCIOJIb30BaTh KOMOMHUPOBAHHBIN IMOAXOJ: MOCKOJIBKY METOA0JIOTUS MPUMEHEHUS
(YHKLIMOHAJIBHBIX IIKAJI HOCHUT OTHOCHTENbHBIM  XapakTep, Uil CTaHIapTU3UPOBAHHOM,
HENPEepPHIBHON U BOCIIPOU3BOIUMOM OLIEHKH MOTOpHOTO pa3BuTus npu CMA nenecoo6pa3Ho, Hapsay
C TECTUPOBaHHEM 10 (PyHKIIMOHATBHBIM MOTOPHBIM miKanaM (tTakuM kak CHOP INTEND, HINE-2,
HFMSE wu n1p.), mpoBOAWTH OLIEHKY KpPYIHBIX MOTOPHBIX HaBBIKOB MO Kputepusim BO3. B
3aBHCUMOCTH OT CTENEHM COXPAHHOCTH MOTOPHBIX (YHKIMI pEKOMEHIyeTCsl OIpenensiTh
(GyHKIIMOHAJIBHBIN KJIACC MAIMEHTAa, YTO MO3BOJIUT YHU(DUIIMPOBATh KIMHUYECKYIO HHTEPIPETAIIIO

U OOJEryuT MEXIEHTPOBOE CpaBHEHHME pe3ynbTaToB. Kputepunm (QyHKIMOHAIBHBIX KJIacCcOB
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OImyOJIMKOBaHbl B cTaThe «Onpedenenue Kpumepued (PyHKYUOHANIbHO20 KIAcca y NAYUEHMO8 CO
CnuHanbLHOU Mblieynou ampodghueti 5q» [37].

Takum 00pa3oM, maToreHeTH4ecKas Tepamnusi KOPEHHBIM 00pa3oM HM3MEHWIA KIMHUYECKYIO
tpackroputo CMA, momudpunmpoBaB (eHoTun 3a00eBaHUS HAa HOBBIM C IPOJOHTHPOBAHHON
BBDKMBAEMOCTBIO, CTAOMIIBHON U, B OTJENbHBIX CIy4asX, pa3BUBAIOLICICS MOTOPHOHN (pyHKLIKEH, C
COXpaHHOU (pyHKIMEH AbIXaHus U rnoTaHus. OJHAKO TOCTUTHYTHIM A3PPEKT OT NaTOreHeTHYECKON
TEpanuy 3aBUCHT HE TOJIBKO OT CBOCBPEMEHHOCTH TUArHOCTUKU 3a00JIeBaHUS, T€HETHUECKUX H
KJIMHHYECKHX (PakTOpoB (Bo3pacT Aebrota u umcio komuii rena SMN2), BpemeHu Havaja JI€UCHHS,
HO ¥ MYJIbTHAMCUUIUIMHAPHOTO COIMPOBOXKICHHUS, NMPUBEPKEHHOCTH MAIMEHTOB K MEIUIUHCKUM
pexomeHzanusM. PanHHee Hauyaso Tepanuu, OCOOEHHO Ha NIPEICMMITOMATUYECKOM CTaauw,
HOBBILIAET BEPOSITHOCTh HOPMAJIIBHOI'O COMAaTUYECKOTO0 U HEBPOJOTMYECKOIO Pa3BUTHUS Y JETEN co
CMA u JOKHO paccMaTpUBaThCS KaK OJHO M3 KIFOYEBBIX HANpPaBIECHUH U COBEPIICHCTBOBAHUS
KIIMHUYECKOW MPAaKTUKU M JaJbHEHIINX HAYYHBIX HCCIEIOBaHUI, Mbl BUIUM B 3TOM Camoe

MEPCICKTUBHOC HAIIPABJIICHUC IJId Pa3BUTUA IlaJII)Hef/'IHII/IX HCCHCHOB&HHﬁ.
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NMEPCNEKTUBBI JAJIBHEAIIEA PASPABOTKHA TEMBI

[Tonmy4yeHHble pe3yabTaThl HOATBEPKIAIOT FPPEKTUBHOCTh MATOT€HETUYECKON TEparuy Ipu
neyeHnu nanueHToB ¢ CMA u (opMHPYIOT MPUOPUTETHBIC HANPABJICHUS NATbHEHIINX HAYYHBIX
UCCIICIOBAaHUM, BKJIIOYAsl U3yYCHHME BIIMSHUS TepaluM Ha MaTroreHe3 3a00JeBaHUs, ONTUMHU3ALUIO
QIFOPUTMOB BE/IEHUS NAIMEHTOB U pa3pabOTKy MOJeleil MPOrHO3UPOBAHUS KIMHUYECKUX UCXO/I0B
C OLIEHKOH 2(PEKTUBHOCTH JICYCHUS HA PA3HBIX dTanax HaOJIIOICHUS.

HeoOxomuMo ~ MakcMMallbHOE  HCIIOJIB30BAHHE  BO3MOXHOCTEH  HEOHATaJIbHOTO
CKpUHHUHTA. [IpHOpUTETHBIM HampaBlIeHUEM CTaHOBUTCS JIOJTOCPOYHOE HCCIEI0BaHUE KOTOpT
NalMEeHTOB, HAYABIIUX MATOTCHETUYECKYIO TEPAIUIO Ha IPEACUMIITOMAaTHYECKON CTauH, C OLIEHKOH
ycToiuuBocTH 3((Ppexra U MporHO3UPOBAHUEM OTIATEHHBIX KIMHUYECKUX UCXO/I0B.

VYrinyOneHHasi NepcoHaIM3alusl TEpalud M H3YYEHHE NPEIUKTOPOB OTBETA SBISIOTCA
KJIIOYEBBIMM 33]]auaMi B KOHTEKCTE€ HEOHATaJIbHOI'O CKPUHMHIA U CBEPXPAHHEr0 Hauaya JIEYCHUs.
Ocoboe 3HaueHne UMeeT pa3pabdoTKa TOUYHBIX POrHOCTUYECKUX MOJIENEeH, KOTOPbIE YUUTHIBAIOT HE
TONBKO uncio Komuid reHa SMNZ2, HO W JOMONHUTENbHBIE TEHETHYECKHE MOIU(PHUKATOPEI,
OuoMapkepsl M JaHHbIE  HMHCTPYMEHTAIbHbIX  OOCIENOBaHUM  JUIsi  [POTHO3UPOBAHUS
UH/IMBU/YaJIbHOTO OTBETA Ha TEepamMio, BBISABICHHUS pPHCKa €€ HeAOCTATOUHOW I(PPEKTUBHOCTH U
000CHOBaHHOTO BHIOOPA ONTUMAIILHOMN JIe4eOHON CTpaTErHH.

Heo6xoanma crangapTu3anus KOMIUIEKCHBIX KpuTepueB 3¢ dexruBHocTr Tepannu CMA B
HOBBIX YCJIOBUSAX HaOJMIOJEHUS — OT MPEJCUMITOMATHYECKOrO JTama 10 MO3JHUX CTaaui
3a0osneBanus. [lepcrieKTUBHBIM pelIeHueM sBseTcs pa3padoTka YHU(PUIMPOBAaHHONH MHOIOMEpPHOH
CHCTEMBI OLIEHKH, OOBEeIMHSIONIEN JIBUTAaTENbHbIE IIKaJIbl, KpUTepuu pa3Butus BO3, mapameTpsl
JbpIXaTeNbHOM  (yHKIMU, OynbOapHOW (QYHKIMM M HWHCTPYMEHTHI OIIEHKM KauecTBa MKU3HU.
Hcnonp3oBanre (yHKIMOHAIBHBIX KJIACCOB MO3BOJUT MPOBOJIUTH CTpATU(UKALMIO MALUEHTOB U
CTaHJAPTU3UPOBATh KIIMHUUECKUE PEILICHHS.

IIpoakTHBHOE ynpaBieHWE BTOPUYHBIMU OCIIO)KHEHUSAMHU IIpu CMA coxpaHsieT KpUTHUYECKOe
3Hau€HUE, MOCKOJIbKY NTaTOT€HEeTHYECKasl Tepanus yBeINYUBAET MPOJOJKUTEIbHOCTD KU3HU, HO HE
UCKJIIOYaeT pa3BUTHSA CUCTEMHBIX HapymieHuid. IlpuopurerHoil 3amaueit sBisieTcss pa3paboTka
JI0Ka3aTeNbHbBIX TPOTOKOJIOB IIPEBEHTUBHON MOMOILM NAIIMEHTaM, IIOJy4YarolIUM 1aTOr€HETUYECKOE
JIEYEHUE, BKJIOYAIOIIMX pPAHHEE HA3HAYCHHE BEHTWIALMOHHON NOIIEPKKU, OPTONEIUYECKOE
BMEUIATEIbCTBO, NPUMEHEHHWE WHHOBAIIMOHHBIX METOJIOB peadMINTalud, MCUXOJIOTHYECKYIO
NOMOIIb W WHIWBHIyaJbHBIE TPOTPAMMBI KOPPEKIMH HApyIIEeHWH KOMMYHHKATHBHBIX,
KOTHUTHBHBIX, SMOLIMOHAJILHBIX M QAANTUBHBIX Cep pa3BUTHUS, HyTPUTUBHYIO MOEPKKY U aHAIN3

(I)aKTOpOB, BJIMAOINHUX HA JOJTOCPOYHYHO ITPUBCPIKECHHOCTD JICUCHUIO.
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[TosiBneHre KpymHBIX KOTOPT MAIlMEHTOB ¢ HOBBIM (eHOTHIIOM CMA co3maét ycioBust st
JUTUTENIbHBIX HCCIIEIOBAHUM, HANIPABICHHBIX HA OLIEHKY OTAAJEHHBIX PE3YyIbTaTOB MOXKU3HEHHOU
TEepanuu, a TaKKe H3YyUYCHUE JOMOJHUTEIBHBIX CTPATETUd — HEUPONPOTEKIMH U MBIIICYHO-
OPUEHTHPOBAHHBIX BO3ACHCTBUN ISl NPEOJOJIEHNS MOTOPHOIO «ILIATO».

Takum oOpa3oM, ycleuIiHOoe BHEAPEHUE PACHIMPEHHOTO0 HEOHATaJbHOrO0 CKPUHUHTA U
MATOTCHETHYECKON Tepanuu  (GOPMUPYET OCHOBY MNPUHIUIHAILHO HOBOTO HAMpPaBICHUS
JadbpHeHImux wucciaenoBanuii. HeoOXoauMo co3maHWe I[EJIOCTHOM CHUCTEMBI IIOKU3HEHHOI'O
COIPOBOKACHMUSI, HAIIPABICHHOW Ha TO, YTOOBI TPAaHC(OPMUPOBATH JOCTUTHYTHIH yCIeX HEe TOJIBKO B
YBEJIMYEHUH IPOJIOJKUTEIBHOCTH KU3HH, a TAKKE BBICOKOE €€ KaueCTBO IS KaXKI0Io MaleHTa
yepe3 MaKCHMalbHO paHHEE JICUCHHE, IMEePCOHAIMU3AIUI0 W KOMIUIEKCHYIO MPOAKTHUBHYIO

MYJIbTHUIUCHUITIIMHAPHYIO ITOMOMIb.
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BbIBO/IbI

1. [TaTorenernueckass Tepamusi - KIIOYEBOH (akTOp pOCTa BBDKMBAEMOCTH W CHU)KEHUS
NOTPEOHOCTH B TOCTOSIHHOW pecnupaTopHO moanepxke y mamueHtoB co CMA. K momeHty
nociennero Habmonenus, 89,8% mamueaTo CMA 1 Tumna BEDKWIM M HE HYXJATUCh B IIOCTOSTHHOM
BEHTW LMK JIETKKX (> 16 yacoB B cyTku). B rpynmax CMA 2, CMA 3 1 y nalfueHTOB, MOJTYIHBIITHX
JIeYeHHE Ha MIPECUMIITOMAaTHUECKOW cTanuu (rpymnma npea-CMA), BEDKUBAaeMOCTh 0€3 TOTPeOHOCTH
B IIOCTOSIHHOW BEHTHJISILIMM WJIM PECIUPATOPHOI noanepxke cocraBuia 100%. ¥V 4 u3 5 nanueHTos,
NEpPBOHAYAILHO HAXOAMBIIKXCS HA IOCTOSHHOW BEHTUJISIUU, Ha (OHE Tepanmuu OTMEYEHO
yiydiieHue (QyHKIUMA JIETKUX C TMEpPexXoloM Ha BEHTHJIALMIO MeHee 16 4acoB B CYTKH, 4YTO
HEJOCTHKMMO IIPU €CTECTBEHHOM TEUYEHHUU.

2. B rpynne npen-CMA oTMmeueHO HOpMajabHOE MOTOpHOE pasBurtue, Bce aetu (100%)
JIOCTUTJIA OCHOBHBIX MOTOPHBIX HABBIKOB B CPOKH, COOTBETCTBYIOIIME HOpMaTtuBaM BO3 (p < 0,046).
Cpenu narueHToB co CMA 1 Ttuna ¢yHKIMOHANBHBIA KIAacC «CUASYU» ObLT TOCTUTHYT B 75%
CIIy4aeB K TpeTbeMy roay HabmoaeHus (p < 0,046), 4To He HaOJIFO1aeTCs TPH €CTECTBEHHOM TECUCHUHN
3a0oneBanud. Y mauueHtoB co CMA 2 u CMA 3 Ttunos, No3JHO HayaBIIUX HNAaTOM€HETUYECKYIO
Tepanuio, HabJIAanach MPEUMYIIECTBEHHO CTaOUIU3alvs MOTOPHBIX (DYHKIUH.

3. [TonydeHHbIe B X0/1€ MCCIIEI0OBAHUS JaHHBIC MOAUYEPKUBAIOT HEOOXOAUMOCTh PAaHHETO Havaja
naToreHeTuueckoil tepanuu. g nanuentoB co CMA 1 tuna Haubosee 3HaYUMbIM IPEIUKTOPOM
JTOCTIKEHUST (DYHKIIMOHAILHOTO KJIacca «CHISTIUI» SIBISUICS BO3pacT aedrora 3aboneBanus > 1,5
mecsiia (p < 0,001), nmpu sTom OGombiee uncio komuii reHa SMN2 Taxke accolMUpPOBANIOCH C
JTOCTHXKEHUEM JTaHHOTO (yHKIHOHaIbHOro ypoBHA (p < 0,001). ¥V mamuentoB co CMA 2 Ttuma
KITFOUEBBIM IIPETUKTOPOM JTOCTHKEHUS (PYHKIMOHAIIBHOTO KJIacca «XOAsIUUi» ONpeiesieHa MEHbIIas
3a/IepKKa B Hauaje maToreHeTnyeckon tepanuu (< 8,5 mMecsieB oT 1e0roTa 3a00IeBaHMs ).

4. HaznaueHue nmaroreHeTHYECKON Tepanuu Ha MPEICUMITOMATUYECKON cTaauu (TpyImna mpe-
CMA) crano ocHOBOM HOPMaJILHOTO (PU3UYECKOT0, ICUXOPEUEBOr0 U COMAaTHUeCKOro pazsutus. [Ipu
3TOM y nanueHToB co CMA 1-3 tumnoB Ha (oHe JieueHrs OTMeUeHa CTaOMIIN3alNs UITH YyUIlIeHUs
COMATHYECKOTO M HEBPOJIOTMYECKOTO CTaTyca IMpU COXPAHSAIOIIEMCS PHUCKE OPTONEAUYECKHX U
JIBIXaTeNIbHBIX OCIIOXKHEHUH. Y nanueHToB co CMA 1 Tumna coxpaHsiiach XpOHHUUECKas JIbIXaTelIbHas
HEJOCTAaTOYHOCTh 0€3 MPU3HAKOB TMPOTPECCHPOBAHUS, B OTIENBHBIX CIy4asX OTMedajoch
yiydieHue (Hanpumep, nepexos] ¢ MOCTOSHHOW Ha BEHTWIISALIMIO MeHee 16 4acoB B CyTKH), OTMEUEHO
coxpaHeHHe (YHKIMM rioTaHus. Y mnanueHToB co CMA 2 Ttuma «cuasuuil» HaOIH0aoch
JIOCTOBEPHOE yiydllieHne nokaszarenei ¢pynkuuu nérkux — OIKEJT (p = 0,026) u I[1OC (p = 0,016).
VY «cuasaux» nanueHToB co CMA 2 u 3 Tuma BEISIBICHO MporpeccupoBanue ckonrosa (p < 0,012), y

CMA 1-2 tuna mporpeccupyiomue aedopmarnuu TazobeapeHHbx cycraBoB (P < 0,020) u
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koHTpakTypsl (p < 0,002). V Bcex manuentoB CMA 1-3 THUIIOB BBIABJICHBI HAPYIICHUS adallTHBHOM
cdepst (10 79%), a npu CMA 1 Trma qOMOTHUTETHHO OTMEUAIHCH 3MOIIMOHATbHBIC, KOTHUTUBHBIE
¥ KoMMyHHUKaTuBHBIC Aeumutsl (10 30-40%), KOTOpbIE CTATHCTUYECKU 3HAYUMO aCCOIIMUPOBAHBI
¢ MeHbIUM ynciiom kornuii reHa SMN2 (p < 0,007), 6onee panaum nedrorom (p < 0,001), HU3KHIM
byukunonaapHbIM KiaccoM (P = 0,017), a takxke ¢ Hamuuuem gucdaruu (p < 0,001) 1 XxpoHHYECKOI
JIBIXaTebHON HeA0CTaTOYHOCThIO (p < 0,045).

5. [To npemIoKEHHBIM KPUTEPUSIM YACTOTAa BCTPEUYAEMOCTH HEIOCTATOYHOTO OTBETa Ha
MaTOTeHETHYECKYIO Tepanuto coctaBuia 35,7%: CMA 1 tuna - 45%, CMA 2 - 35% u CMA 3 - 20%j;
npen-CMA - 0%. [TanueHTBI ¢ HETOCTATOYHBIM OTBETOM OTIIHYAIIUCH OT OJIATOMPUSATHOTO OTBETA T10
yucay kornuit reHa SMN2 mpu CMA 1 tuna (p=0,029), 601ee mo3qaum Havanom jnedeHus npu CMA
2 (p<0,001). Ho xpome 3TOr0, Yy NaliueHTOB C HEAOCTATOYHBIM OTBETOM 2 1 3 Tna CMA BbIsIBIIEHa
HU3Kas MPUBEPKEHHOCTh K PEeCUpaTOpHOU mMopajepikke, peadmnurtanuu (10 88,9%) u BbICOKas
Y4acTOTa MPOTPECCHPOBAHKS OPTOIMEIUYECKHX OCIOKHeHUH (mo 55,6%). Yrto mnomuepkuBact
HEOOXOIUMOCTh PETYJISIPHOTO MEXTUCIUITMHAPHOTO COMPOBOKACHUS anueHToB co CMA, a Takxke
MOBBIIIICHHUS UX TPUBEPKEHHOCTH MEAWIIMHCKUM PEKOMCHIAIUSAM, HE3aBUCHUMO OT IPOBEICHUS

IMaTOreHETHYSCKOM TCpalinu.



182

INPAKTUYECKHUE PEKOMEH/JALIUN

Ha3nauenue naToreHeTMUECKOMN TEpaNuy NalMeHTaM ¢ FTeHETUYECKH oaATBep)kAEHHOH CMA
5q MOIKHO MPOBOJAUTHCS B MAaKCHUMaJbHO PaHHUE CPOKM — cpa3y I0CJIE MOJIEKYJISIPHO-
reHeTuyecKoil Bepudukanuu quarnosa. Hanbonee a¢pdexTuBHas cTpateruss — UHALKALUS
JIeYeHUsT Ha NPEJCUMITOMATUYECKOW CTaJMM, IMOCKOJIbKY A3TO MOBBIIIAET BEPOSTHOCTH
BBDKMBAEMOCTH 0€3 HE00X0AUMOCTH IMOCTOSTHHON BEHTHIILUY JETKUX, CO3AAET YCIOBUS IS
HOPMAaJIbHOT'O MOTOPHOTO Pa3BUTHUSI U MOXKET CIIOCOOCTBOBATH COXPAHEHHIO COMAaTHUECKOTO
Y HEBPOJIOTHYECKOTO 3/I0POBbSI.

Hns marmentoB ¢ CMA 1 Tuma peKOMEHIyeTCsl YYUThIBAaTh BO3PACT MOSIBJICHUSI TEPBBIX
KJIMHUYECKUX CUMIITOMOB KaK OCHOBHOH IIPEIMKTOP MOTOPHOI'O OTBETAa Ha TEpaluio, a Jyisl
nanueHToB ¢ CMA 2 — UIMTeNbHOCTD 331€PKKHU 10 Hayalla IaTOr€HETUYECKOTO JIEUEHUSI.
JomnonaurenbHbIM (PaKTOPOM, MOBBIIIAIOIIMM TOYHOCTh MPOTHO3a y nmanueHToB ¢ CMA 1,
ABIsieTCS uncio konui rena SMN2.

C y4€TOoM METOAOJOrMH BBINOJHEHUS (PYHKIMOHAIBHBIX IIKAJl HMX MPUMEHEHHE HOCUT
OTHOCUTENIbHBIM Xapakrtep. /[lnsi cTaHmapTU3HMpOBAaHHOTO M HENPEPBHIBHOIO aHalIM3a
3¢ (peKTUBHOCTH JIeUeHHUsl 1eIecoo0pa3HO MOMUMO TECTHPOBAHHUS MO (YHKIIHMOHATHHBIM
MoTopHbIM 1mKanam (Takue kak CHOP INTEND, HFMSE u np.) nonosHUTEI-HO MPOBOAUTH
OLIGHKY KPYIHBIX MOTOPHBIX HAaBBIKOB M (DYHKIIMOHAJIBFHOTO Kjacca IO TPEATIOKECHHBIM
KputepusiM (coraacHo kputepusim BO3).

Uucno xomuit reHa SMN2, 3angepxKy MHHUIMAIMKA TATOT€HETUYECKOW Teparvu,
IIPOIPECCUPOBAHUE OPTONENANYECKUX OCIOKHEHUHM U HU3KYI0 IPHUBEPKEHHOCTb K
pecrupaTopHON TOJACP)KKE W peaOUIUTAllMd MOXKHO paccMaTpuBaTh Kak (akTopsl,
NPUBOJAIINE K HEJOCTaTOUHOMY OTBETY Ha TEpanuio, B OTHOLUIEHHMM MOTOPHBIX H
JIBIXaTEIbHBIX UCXO/I0B.

Y4uuTsiBasg BO3MOKHOE ITPOTPECCUPOBAHNE OTAENIBHBIX CUMITOMOB, BEICHUE NAIIUEHTOB CO
CMA, He3aBUCHMO OT BHJa NPUMEHSEMON MaTOre€HETUYECKOM Tepanuu, peKOMEHIyeTcs
MYJbTUAUCIUITINHAPHOE HAOIOJIEHUE B COOTBETCTBUU C (PYHKIIMOHAIBHBIM CTaTyCOM
NMalMeHTa JUIsi PaHHErO0 BBIABICHHS M CBOEBPEMEHHOM KOPPEKLUMHM HAPYIICHUM.
Pexomenayercs MoBbIIIEHHE MPUBEPKEHHOCTH K MPOrpaMMaM PECIUPATOPHON MOAAEPKKU

1 peabunurtanuu y manueHToB co CMA.
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CIIMCOK COKPAIIIEHU U YCJIOBHBIX OBO3HAUYEHUI

BO3 — BcemupHas opranusanust 34paBoOOXpaHeHuUs

BK — BepxHsIsi KOHEUHOCTh

I'3T — reno3zamecTuTenbHas TEpaAIIUs

JIH — npixaTenbHasi HEI0CTATOYHOCTh

NBJI — nckyccTBEHHAs] BEHTHISINUSA JIETKUX

HUMT — ugaexc Maccrul Tea

K®K — kpearundochokrnnaza

JIOK — neuebnast puskynbpTypa

Me — mennana

MPT — marHuTHO-pe30HaHCHAsE TOMOTrpadus

HK — HUXKHSASI KOHEUHOCTh

HUWBIJI — nennBa3uBHAst BEHTHISAIUS JIETKUX

HII — HenocraTouHOCTH MUTAHUS

HC—OA — Tepanus: nepBblii Ipenapar HYCHUHEPCEH, 3aT€M IPOBEIEHA I'€HO3aMECTUTENIbHAS
OHACEMHOTeH abernapBOBEKOM

HC—PI—OA — tepanus: nepBblii npenapar HyCHHEPCEH, 3aT€M PUCIUIUIAM, 3aTEM IpOBEACHA
TeHO03aMECTUTEINIbHAS TepaIusi OHACEMHOT'eH a0enapBOBEKOM
H® - neilipopunameHTh

OA — oHaceMHOreH abenapBOBEK

[TOC — nuxoBast 00bEMHASI CKOPOCTH BBIIOXA

P/l — pucaumnnam

PI—OA — Tepanus: cHayaja puCIUIIIaM, 3aTeM OHACEMHOTeH a0ernapBOBEK
PI" — pertrenorpagus

PHC — pacmupeHHbIil HEOHATATBHBIN CKPUHUHT

CMA — criuHanpHas MblledHas atpodus 5q

CIICC — nmaker cratuctTuueckux nporpamm SPSS

OXKEJI — popcupoBaHHast KU3HEHHAsE EMKOCTh JIETKUX

OK — pyHKIHMOHAIBHBIN KJ1acc

XJIH — xpoHuyeckas ApIXareiibHas HeIOCTaATOYHOCTh

[THC — ueHTtpasibHas HepBHas cCUCTEMA

OHMI' — snektponeiipomuorpadus

6MWT — 6-minute walk test (tect 6-MuHYTHO#T X01bOBI)
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AUC — Area Under the Curve (mutomazas moax ROC-kpuBoii)

BMIZ — Body Mass Index-for-age Z-score (uHgekc Macchl Tejia o Bo3pacTy B Z-OICHKAX )

CHOP INTEND - The Children’s Hospital of Philadelphia Infant Test of Neuromuscular
Development (Ttect HEWPOMBIIIEYHOrO pa3BUTHsA MiaaeHIeB PunanenbPuiickoil  IeTCKOi
OOJIbHHUIIBI)

CMAP — Compound Muscle Action Potential (cymmapHbIii mOTeHIIHA ASHCTBUS MBbIIIIIT)

DP-3 — Developmental Profile-3 (mpoduib passurust ped&uka, 3-s1 Bepcusi)

FVC — Functional Vital Capacity (¢popcupoBanHas ku3HeHHast EMKOCTb JIETKHX )

HFMSE — Hammersmith Functional Motor Scale Expanded (pacmupennass MoTopHas InKajia
XaMMepcMuT)

HINE-2 — Hammersmith Infant Neurological Exam — Part 2 (meBponorudeckoe oOcienoBaHue
MJIQICHIIEB TI0 IKaie XaMMEPCMHUT, YacTh 2)

MFM-32 — Motor Function Measure (32 nynkra) (1kajia oleHKd MOTOPHBIX (QyHKIUH, 32 MyHKTa)
NCV, CPB — Nerve Conduction Velocity (ckopocTb mpoBeeHus1 BO30YKACHHUS 110 HEPBY)

NGS (auru. next generation sequencing) - CeKBEeHUPOBAHHUS HOBOTO MOKOJICHHUS

P — YPOBEHb CTATUCTHYECKON 3HAYUMOCTHU

padj — CKOpPEKTUPOBAHHBIN YPOBEHb 3HAUUMOCTH (IIPU MHOYKECTBEHHBIX CPAaBHEHUSIX )

PEF — Peak Expiratory Flow (mukoBasi 00bEMHasI CKOPOCTh BBIIOXA)

PNCR — Pediatric Neuromuscular Clinical Research network (IleanaTpudeckast ceTb KIMHUYECKUX
UCCIICIOBAHMI TTPU HEHPOMBIIICUYHBIX 3a00JICBaHUSIX )

ROC — Receiver Operating Characteristic (padouast xapakrepuctrka npuémanka; ROC-kpuas)
RULM — Revised Upper Limb Module (Monyns omneHkn (yHKUIUNH BEpXHHX KOHEHYHOCTEM,
NEPECMOTPEHHBIN BApUAHT)

SD — Standard Deviation (cTaHAapTHOE OTKJIOHEHHUE)

SMN — Survival Motor Neuron (6e710k BEDKHBa€MOCTH MOTOHEHPOHA)

SMN1 — Survival Motor Neuron 1 (ren 6enka BRDKHBa€MOCTH MOTOHEHpoHa 1)

SMN2 — Survival Motor Neuron 2 (reH 0eKka BBDKHBAE€MOCTH MOTOHEHpOHA 2)

SPSS — Statistical Package for the Social Sciences (maker craTucTHUECKHX TPOrPaMm)

Z-SCore — cTaHAapTHOE OTKJIIOHEHHE OT CPEAHUX 3HAUYCHUN (Z-OIeHKA)
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