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BO3MOXXHOCTM MAHYAJIbHOM TEPAMUU B KOPPEKLIMU CKOJIMO3A
Y DETEMA CO CMUHAJIbHbIMU MbILLEYHbIMU ATPODUAMU

CrouHanbHag MbleyHas atrpodbus (CMA, OMIM
253300) mpencraiiseT coboit HelipoereHepaTUB-
HOe 3abo/ieBaHMe C BOBJIEUEHMEM [IBUTATENbHbIX
HEePOHOB CIIMHHOTO MO3ra, e6I0TOM Ipeumylie-
CTBEHHO B paHHEM [IeTCKOM BO3pacTe C Bapualu-
eif yacToThl 3a6omeBaemocT — oT 1 Ha 6000 mo 1
Ha 10000 HOBOpOXIeHHbIX [1-3]. MonekynsipHO-
reHeTMYeCKMe MeXaHU3MbI CBsS3aHbl C HedeKkTom
reHa BbDKMBAeMOCTU MOTOHelpoHa (SMN 1), jio-
Kanusyomerocst B obmactu 5q11.2-q13.3 [4, 5].
Knuanuecknit natrrepH Bcex Tunos CMA Briroua-
eT CMMITOMOKOMILJIEKC BSUIOTO mapes3a (MUOTeH-
Hast aTpodus 1 c1aboCTh), MPUBOISIIETO K CTOKO-
MYy OTPaHMUEHUIO ABUTATENbHOM QYHKUMYM KOHEU-
HOCTeJl C pa3/IMYHOI CTeIleHbI0 TSDKeCTU TeTpara-
pesa, UTo OOYyCJIOBA€HO (EeHOTUTIMYECKUMMU (DaK-
Topamu [2, 3]. IIporpeccupyrolasi MblllieyHast ¢jia-
60CTb TIPUBOAUT K OTPAHUUEHUIO IBUTATENbHOI
byHRUMYU TynoBuIa pebeHKa M COMPOBOXKIAET-
CSl pa3BUTHEM CKOJIMOTUYECKON AedopMauum Imo-
3BOHOYHMKA Pa3JIMYHOI CTelleHUM BbIPaskeHHOCTH,
YTO BO MHOTOM OIlpefensieT TSHKeCTb KIMHUYECKO-
'O TeYeHMsI M BUTAJIbHBII ITPOTHO3 3a60/1eBaHMs [6,
7]. Komruiekc peabMIMTAIMOHHBIX MEPOIIPUSITUI Y
neteii CMA HampaB/ieH Ipexae BCero Ha KOppek-
LMIO IBUTaTeIbHbIX HapYIIEHMI yepe3 aKTUBaLUIO
KOMIIEHCATOPHO-ITPUCTIOCOOUTENBbHBIX BO3MOKHO-
CTelt opraHusma U 6asupyeTcss Ha MHIUBUAYAIb-
HOJ OlLleHKe XxapakTepa U CTeleHM BbIPasKeHHO-
CTU IBUTaTeIbHbIX HAPYLIEHUI, YTO MO3BOJISIET CO-
CTaBJSITh NePCOHNGUIIMPOBAHHYIO IIPOTPaMMy pe-
abMIUTALMOHHBIX MepPOIPUSITHUiL, BKIIOUas MeTO-
IIbl MAHYaJIbHOV KOPPeKLUMY BepTeOpOTeHHBIX Ha-
pyLIeHM.

LEND

OLleHUTb BO3MOXXHOCTM MaHYyaJbHOM KOpPpEK-
LMY CKOJTMOTUYECKNX AedhopMalyii TO3BOHOYHMKA
y merteit CMA tuna 2.

MATEPUAN U METO bl

Ha 6ase Pecny6auMKaHCKOTO KIMHUYECKOTO
IleHTpa HelipopeabwmTaium (JOHEIK) 06caeno-
BaHbI 54 peGenka geteit co CMA 2 Tuma, BKIoUas
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36 ManbuMKOB (66,7%) u 18 meBouek 29 (33,3%).
B pamkax reHeTuueckoit BepubmKalUuyu MPOBOAY-
JIOChb uccnenoBaHue reHoruria myrtauuyu B OI'bBH
«Mepuko-reHeTMYECKMI Hay4yHbIi 1eHTp» (Moc-
KBa), Menuko-reHeTMUeCKOM LieHTpe «I'eHOMen»
(PocToB), THCTUTYTE MOJIEKY/ISIPHOW OMOIOTUM U
redetuku HAHY (Kues). [In3aitH paboThl — Mpo-
CTIeKTMBHOE KOTOPTHOE WMCCIefoBaHMue, CIIOCo0
dbopmupoBaHuss BBIGOPKM — CTPaTUGULMPOBAH-
HBIVi (ITpocCTast cyryyaiiHasi BbIOOpKa).

Ponurenu wim 3akoHHble NpeACTaBUTeNM Ia-
LIMEeHTOB ObUIM O3HAKOMJIEHBI U MH(DOPMMUPOBAHBI
0 LeJISIX, XapaKTepe, AMAarHOCTUYECKUX U JIeYeOHBIX
Mpoleaypax, a Tak’ke 0 BO3MOXHBIX Heb1aromnpu-
SITHBIX 3(deKTax jJedeHus: U Jaau T0OPOBOIbHOE
MHGOPMUPOBAHHOE COTIacKe.

Kpurepuu BkitoueHus B MCcaeqoBaHMe: BO3PacT
3-7 nert, reHeTUYeCKkU BepuduiMpoBanHas dbopma
npokcumanibHOM CMA ¢ ayTOCOMHO-peneCCUBHbIM
TUIIOM HacJiefOBaHMs, COOTBETCTBUE KIMHUYECKO-
My (peHOTUITY TPOMEKYTOUHOI HOpPMBI (2 THIT).

Kpurepun uckioueHus: Hanu4ume TSKeNoi co-
MaTMUUeCKO MaToI0TUM, OTKAa3 POAUTENe Win 3a-
KOHHBIX IIpefCTaBUTeNel OT UCCIeOBaHMSI.

CpenH1ii BO3pacT NalyieHTOB Ha Hayaso Uccie-
noBaHus coctaBui 4,6*1,4 roaa.

B wuccnemoBaHuM MalMeHTbI, B 3aBUCUMOCTHU
OT IIPOBOAMMOII Tepamnuu, 6pUTM pasfeneHbl Ha 2
TPYIIIIbI:

- OCHOBHYIO TPYIIITY COCTaBWIM 35 fereit (64,8%),
Yy KOTOPBIX B IIPOrpaMMy peadMIUTAMOHHBIX Me-
POTIPUSITUIL ObUIM BKITIOUEHBI METOAbI MaHyaabHO-
rO BO3JeiCTBMS Ha TO3BOHOYHUK;

- B IpyTIITy cpaBHeHMs Bouwu 19 mereit (35,3%),
KOTOpBIM MaHya/IbHas Tepamnus He TPOBOAWIACD.

MeHblilee KOIMYECTBO AeTel B IPYIIe CpaBHe-
HUSI 0OYCJIOBJIEHO CTpeMJIEHMEM OKasaTb 3(dek-
TUBHYIO TTIOMOIIIb GOJBIIIEMY KOJTMYECTBY MallMeH-
TOB BBUY OphaHHOCTY 3a60/1€BaHM.

© M.P. latimyp3uH, U.C. Jlynxnii, O.C. EBTymeHko,
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[MaryeHTH! 06€MX TPYIIT MOTYYIM MACCaX IO
0OILIENPUHATOI METOIMKE.

IMatyeHThl OCHOBHOI I'PYIINbI U TPYMIIbI CPaB-
HeHUS MPOXOAUN TeCTUPOBaHME TT0 MEXIYHAPO/ -
HOJ1 IIKajie OIeHKU (PYHKIMOHAIBHBIX BO3MOKHO-
creit Xammepemut (RHS) [8, 9].

Iy oueHKM gedopmalyy I03BOHOUYHOTO CTOJI-
6a TIPUMEHSIICSI PeHTreHOJIOTMUYeCKUii MeToH, UC-
caregoBanust (MoOOGUIBHBIN HU(PPOBO PEHTreHOB-
ckuit anmapaT AGFA HealthCare DX-D 100 (Tep-
MaHMA)) ¢ NOUIeLYIOWVM aHa/IM30M BeJIMUMH yIIa
60K0BOI IeBuanyy 1o Ko6oy.

KoHTposbHast OlleHKa JaHHbIX (PU3MKAIBHOTO U
PEHTTIeHOJIOTMUECKOI0 MCCIemoBaHusI (DUKCUPO-
BaJ/Iach B YCTAHOBJIEHHbIE BpeMeHHbIe OTMETKM 3a-
60eBaHMs («<MCXOOHbIE TaHHbIE», «3 TOIa»).

Iy xoppeKiuuy pedaeKTOPHO-TOHNYECKUX Ha-
pYIIeHMIi, BOSHUKAIOUIMX TIPY PA3IMUHbIX Iedop-
MalMsIX T03BOHOYHOTO CTOI6a, ITPOBOAMINCH Kyp-
Cbl MaHyaJIbHOI Tepanuu C IpUMeHeHueM Tipue-
MOB MOOMIM3ALIMU U IIOCTU30METPUUYECKOI peaK-
cauum (I[TUP) [10]:

1) Mob6unm3sanys meiHO-IrpyaHOTO Mepexoma.

Vcrionb30Bajcs mpuem JaTepodieKCUu B IoJo-
sKeHuM peGeHKa jieXka Ha CIMHEe C OJHOBPEMEeHHOI
TpaKIMeii MeifHO-TPYIHOTO TIepexoaa 1 mpopaboT-
KO MSITKMX TKaHel MTyTeM UX PaCTITUBAHUS C Of-
HOBpeMeHHO# (uKcalyeit BTOpOit PyKoit CBepxy
IIPOTVMBOIOJIOKHOIO IIeYa MameHTa.

2) Mobunusaius pedep

MaHunyasiusi IpoBOAMIaCh B MOJTOKEHUN TIa-
IIMeHTa Jieska Ha 60Ky C 3aBeJIEHHOI 3a TOJIOBY pPy-
Koli. Bpau craHOBMIICS €3a[1u, OMHOM PYKOJi 3axBa-
THIBAJT PYKY OOJIbHOTO 3 IJIEYO ¥ BO BPEMSI BBITION -
HSIEMOTO BbI0Xa APYTO¥ PyKOJ NaBUI BHU3, OMHO-
BPEMEHHO CO037JaBasi 3TOW PyKOJ COMPOTUBIIEHNE
myTeM QUKCcaIMM JIAJOHBIO U pa3BeIeHHbIMM O0JTb-
MM ¥ yKa3aTeJbHbIM MaJbllaMM COOTBETCTBYIO-
mux peodep.

3) Mo6uam3anus rpyITHOTO OTAE/IA C ITOMOIIbIO
IlaBJeHMs Ha TolepevyHble OTPOCTKM CBePXYy BHU3.

IIpreM mpoBOAMJICS B TIOJIOKEHMM ITallyieHTa
Jiexka Ha XKMBOTe C BBITSIHYTBIMM BIIOJIb TYJIOBUILA
pyKaMu M TMOBEPHYTON B CTOPOHY ronoBoii. Ocy-
IIECTBJISUICS BO BpeMsl BbioXa GOJIbHOTO ITOCPen-
CTBOM JIaBJIEHMSI CKpPeIIeHHbIMM BbITTPSIMIEHHBIMM
B JIOKTEBBIX CyCTaBax pykamu. [laBjieHue Mpou3-
BOAMJIOCH CBEPXY BHM3 Ha IOIMepeuHbie OTPOCTKMU
BEpPXHEro M HIDKHEro MO3BOHKOB OTHOBPEMEHHO
CIIpaBa ¥ CJeBa OT MO3BOHOYHMKA MPUIOKEHHBI-
MM K ITOITePEeYHBIM OTPOCTKAM Pa30THYTHIMU B 06-
JIACTY TOPOXOBUIHBIX KOCTe TamoHsIMu. [Tpy sTom
JaBjIeHMe OKa3bIBAJIOCH IIJIEUEBBIM ITOSICOM.

4) Mo6mm3auys MOSCHUYHOIO OTesa.

ITpuem ocCyIIecTBASIICA B MOMOKEHUNM Jiexka Ha
skuBoTe. [Ipy 3TOM COTHyTasi B KOJIEHHOM CyCTaBe
HOTa MCIIOJIb30BajIaCch B KauyecTBe pbiyara. bosnb-

IOV Tajel OFHOW PYKM Bpay YCTaHABIMBAI Ha
OCTUCTBINE OTPOCTOK. JIaJlOHBIO BTOPONM PyKU 3a-
XBaThIBAJI HOT'Y 60JIbHOTO ¥ OTBOIWII €€ JI0 TeX I10P,
TI0Ka He OIIYIIaJ JBVDKEHMe TTO3BOHKA IToH, 60/Ib-
IIYM HayiblieM. MoGMIM3aIus OCyIecTBIsIach O -
HOBPeMEeHHbIM JIaB/ieHMeM Ha OCTUCTbIN OTPOCTOK
M CMeIeHeM HOTY 60JTbHOTO.

5) IINP poTaTOpOB ITO3BOHOYHMKA.

VicxomHoe TONIOKEHME Bpaua — CTOsI, COOKY OT
MaiMeHTa, oM K Hemy. OfHO TIpefrieube Bpay
(urcupoBan Ha rpebHe IOAB3IOIIHOM KOCTU pe-
6eHKa, Apyroe — B MOAMBIIIEYHOV BraguHe. Kuctu
PYK GUKCHMPOBAIN CETMEHT B IMOSICHUYHOM OTIEJIe
MO3BOHOYHMKA. Bpau mpon3Boaus poTaiyio B IMo-
SICHUUHOM OT/[iejie TIO3BOHOUYHMKA 3a CYeT JABIIKe-
HUSI er0 PYK B MPOTHUBOIIOJIOXKHOM HampaBieHNN!.

CraTtucTuueckass 06paboTKa JAHHBIX BBIITOIHE-
Ha C UCMOb30BaHMeM ITaKeTOB MPUKIATHbBIX MPO-
rpamm Statistica 10 u SAS JMP 11. AHann3 nuHa-
MMKM TIOKa3aTesieil TpoM3BOAMIICS HA OCHOBe He-
rnapaMeTpuUueckux KputepueB BuikokcoHa (mns
3aBUCUMBIX Ipynin) U MaHHa-YUTHU (019 He3aBU-
CUMBIX TpyIH). YPOBEHb CTAaTUCTUYECKON 3HAUM-
MOCTH ObIT 3a(DUKCUPOBAH Ha YPOBHE BEPOSITHOCTH
omm6ku 0.05.

PE3YNbTATbHl MW OBCYXAEHUE

CoracHO peKOMeHAAIMSIM 3KCIepToB EBpo-
MeiCKOTO0 HEeMHpPOMBIIIeYHOTO0 KOHcopiuyMma, EB-
POTIEICKOTO O6IeCTBa CIMHAIBHBIX MBIIIEUHBIX
arpoduit ycraHosiaenue pauarHoza CMA momk-
HO COMPOBOXIAThCS MPOBeeHeM MOJeKYISIPHO-
reHeTUYeCKUX UCCIef0BaHUll, KOTOpble TMO3BOJISI-
10T 06HapYXuUTb MyTauuy SMN reHa, JIOKaIU3yI0-
myecs B KOPOTKOM Iljieye 5 XpOMOCOMBI [2, 7]. V
BCeX MalieHTOB, MPUHUMAaBIINX y4yacTHe B UCCIe-
JIIOBaHUM, IMAaTHO3 BepudUIMPOBAH reHeTUYeCKMU.
[TosryyeHHBIE pe3y/IbTaThl CBUAETEIbCTBYIOT O 3HA-
YMUTEIbHOM MPeodaagaHny IeTeil ¢ TOMO3UTOTHOM
Jenenneil (KOHBepcuei) 9K30Ha 7 U/Uau 3K30Ha 8
SMN1, koTopast o6HapyskeHa y 51 pe6eHka. Y 3 ma-
LIMEHTOB OOHAapYy)KeHa Jeelyst Ha OHOJ aJlyIeiv U
BHYTpUTeHHAasI MyTallMs Ha APyroii (Tabmmuna 1).

B ocHOBe KIMHMYECKOI KiIaccubuKaimm MpoK-
cuMasibHbIX (opm CMA JIeskUT BO3pacT AebroTa 3a-
601eBaHMS ¥ YPOBEHb MaKCUMAaIbHOM IBUTATE/b-
Ho¥t dyHkiumu [11, 12]. s KaXXIOro U3 Tpex Kiau-
Huveckux CMA xapakTepHO Ha/Jinuue omnpeneneH-
Horo umciaa konuii reHa SMN2, 4To sBsIeTCS Ha-
IEeKHBIM 6V0MapKEPOM, MOATBEPKAAIOIIM HeHO-
tunuveckuit Bapuant CMA. Tak, gjst CMA tumna 1
ynciio kornuii reHa SMN2 Bapbupyert B mpenenax 1
— 2. Y nauyentoB CMA Tuna 2 KoJuuecTBO KOMuii
cocraBiiseT OoT 2 10 3. HaubosnpIimit mokasaTesb 1o
ypcnay konuii SMN2 y geteit CMA Tumna 3 — OH Haxo-
IUTCS B Tipefenax oT 3 1o 5 [2, 4-6, 13].
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[MopcuéT konmuectBa Konuii reHa SMN2 y yyacrt-
HMKOB VICCIEIOBaHMS TTOKa3asl, YTO Ipeobiamanm
MalMeHThl C TpeMsl MOBTOpaMM yKa3aHHOI'O reHa
— ux 66110 46 (85,2%). KommuecTBO GOMBHBIX, Y KO-
TOPBIX OOHAPY)KEHO IT0 yeThipe Konuu SMN2 reHa,
coctaBuiio 5 (10,9%) meteit, 2 KOUMU TeHa UMeU
3 (3,9%) naunenta (tabsn. 1.). ITomryueHHOE pacripe-
neneHue uyuciaa konuit SMN2 reHa cOOTBETCTBOBa-
JIO TATePaTypHBIM JaHHBIM [IJISI TTPOKCUMAaIbHbBIX
CMA Ttuma 2.

OoHMM U3 TIPOSIBIEHUIT (J1abOCTU aKCHATbHOI
TPYTIIbI MBI SIBJSIETCS (OPMUPOBAHME CKOJU-
OTMYEeCKOi mJedopMaly MO3BOHOYHOIO CTOjI0A.
Iy oripefieieHusl CTelleHM CKOJIMO3a MPOBOIMUIIN
peHTreHoJIoTnYeckoe MccaeqoBaHe MO3BOHOUHM -
Ka B MMPSIMOi1 1 GOKOBOJ MPOEKLUMSIX B BEPTUKATIb-
HOM ITOJIOSKEHUM (CUJSI, ecii peGeHOK CUISTUMIL, U
CTOSI — Y aMOy/IaTOPHBIX OONbHBIX). VCIToNb30BaIN
CTaHJapPTHYI0 METOAMKY MU3MepeHMs UCKPUBIEHUS
M03BOHOYHMKA 110 Ko66y (yron Ko66a) [14, 15]. Ta-
SKeCTh CKOJTMO03a OIEHUBAJIY CIeIYIOIIMM 00pa3oM:
TIpU BeJIMUMHE yIia 60KOBOTO OTKIOHEHUS He 60-
Jiee 10° KOHCTAaTUPOBAJICSI CKOIMO3 1 cTereHu, OT
10° mo 25° — cKOMMO3 2 CTeNeHu, peHTreHoIormye-
cKas BemMumHa nehopMalMOHHOTO yIIa OT 26° 10
50° paciieHMBaIach Kak 3 cTereHb CKOINO03a, ITOKa-
3aTenu yraa 60KoBoi AeBualuu 6osee 50° cBume-
TeJbCTBOBAJIM B TIOJIb3Y CKOIMO03a 4 CTeIIeHM.

PacripeneneHue mainueHTOB B OCHOBHOJ Tpym-
re ¥ IpyIie CpaBHeHMs B Hayajle MCCIef0BaHUs
OBUIO CJIeMYIONMM: OCHOBHAs rpyrima — 29 (82,9%)
neTeli co ckonmo3om 1 crenenu, 6 (17,1%) maiyeH-
TOB — CKOJIMO3 2 CTETIeHH, B TPYIIie CpaBHEeHUs y 14
(73,7%) ycraHoBjeH cKomno3 1 crerienu,y 5 (26,3%)

IMarHOCTUMPOBAH CKOIMO3 2 crereHu. Kak BUIHO
M3 TaGMUIIBI 2, CTATUCTUYECKM 3HAUMMBIX Pasjy-
YWt 110 CTETIeHM TSKEeCTHU CKOM03a MeX/Ty CpaBHU-
BaeMbIMM I'PyTITIaMi He MMOy4YeHo.

Iy otieHKY (PU3MYECKMX BO3MOKHOCTEN Mmaly-
€HTOB MIPOBOAM/IM TeCTUPOBaHME TI0 MEXIYHAPOZ -
HOJ MOIMGUIIMPOBAHHOM IIKaIe OLeHKY (PYHKIIV-
OHAaJIbHBIX BO3MOKHOCTel XamMepcmuT (RHS), ko-
TOpast peKOMEeHIOBaHa JjIsl IpUMeHeHUs y AeTeii 5
set u crapiue [8, 9]. lllkasa cOCTOUT 13 36 MYHKTOB,
BKJIIOUAs OLIEHKY 33 371eMeHTOB B Auamna3oHe ot 0
IO 2 6aJVIOB C MaKCUMMAaJIbHO AOCTVKMMOI OLleH-
KO B 69 6asutoB. llIkana RHS sBisieTcst ;oCTaTOYHO
YyBCTBUTEIBHOM, UTO TO3BOJISIET OlleHMBATh CTe-
IeHb IMporpeccupoBanust 3abonesanus u sdpdex-
TUBHOCTD IIPUMEHSIEMbIX METO/IOB JIeueHMsI.

B 1mpoBeleHHOM WMCC/IEIOBAaHUM  MCXOHbBIE
(byHKIMOHAIbHBIE BO3MOKHOCTY B IBUTATENbHOI
cdepe, paccuntanHble 1Mo ImKase RHS y meteit B
OCHOBHOI1 TpyTITie U TPyIire CpaBHEeHUS, CTATUCTU-
YyecKy He pasanmyaanch (Tabim. 2.).

[lpyMeHeHMe MeTOAOB MaHyalabHOV KOPpeK-
LMY TIPOBOAMJIY C YUETOM CTeIleH! BbIpakeHHOCTHU
¥ XapaKTepa JBUTATeIbHbIX HapyIIeHMi, PyHKII-
OHAJIbHOTO COCTOSIHMSI MBI, CTIMHBI ¥ TTO3BOHOY-
HMKA, MHOAVBUAYAIbHOM YYBCTBUTEIbHOCTY MalM-
eHTOB. KonnuecTBO KypCcOB MaHya/JbHOTO BO3[eii-
CTBUSI COCTABJISIO OT 3 10 5 KypcoB B rojf. [Ipoiie-
IIypbl HOCWJIM IIAASIIMIT XapaKTep ¥ He BbI3bIBAIU
HeTaTMBHBIX peakinii CO CTOPOHbI MAIIMEHTOB U UX
ponmuTesne.

[To ucrteueHnu Tpex JeT HAOGMIOOeHNs Y OeTeit
13 OCHOBHOJ1 I'PYIIITbI, B KOTOPOJA B JIEUeOHYIO CTpa-
Teruio 6bUIM BHEPEHBI METOABI MaHyaIbHOM KOP-

Ta6imua 1.

XapaKTep reHeTnu4eCKmux MyTaLUAI;I y O6C)'Ie,ZLOBaHHI)IX IMalfeHTOB

Uncno kormit SMN2

Bup reHeTnueckoi MmyTauun

n=>54 n=54
2 3 4 regotun 0/0 regotun 0 / SMN1™
3(3,9%) 46 (85,2%) 5(10,9%) 51 (94,4%) 3(5,6%)

[Mpumeuanne: renotut 0/0 — romo3uUroTHas aenelns (KOHBepcus) 9K30Ha 7 u/min 8 sk3oHa SMN1; renorun 0 / SMN1™
— Jlenelysl Ha OHOJ ajuiesie M BHYTPUT€HHAasi MyTalys Ha IPyroii ajuiee.

Tabnauua 2.
AHanu3 [MHaAMMKU TToKasaTesiel 1o kareropuu «baibHas oleHKa 1o mkaie RHS»
u «Bemmmunna yria mo Ko66y» 1o 1 1mocie uccaeqoBaHmust
M=S, naHHbIe M=S (%), naHHbIE
Tpynma (CMA) Toxasaresh J10 MICCIIeIOBAHUS oC/ie UCCIeN0OBAHUS YpOBEHSb D
bannbHag olleHKa 9
OcHoBHag (CMA 2) 110 mkane RHS 19,25+0,81 17,02+0,28 (-11,56%) 0,0114
BannbHasg olleHKa 9
CpaBuenus (CMA 2) 110 mkane RHS 19,16%0,74 12,14%0,36 (-36,73%) <0,0001
Benuuuna yria 0
OcHoBHag (CMA 2) 60x0BOro 110 K066y 6,38%0,63 15,98+1,46 (150,59%) <0,0001
CpaBHenus (CMA 2)  Benuumna yria o Ko66y 6,50%0,65 27,64+1,01 (325,27%) <0,0001
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peKkiuu, OTMeuyeHO 3aMe[JieHMe IpOorpeccupoBa-
HUSI IBUTATEIbHbBIX HApYIIeHWI U CTeleHU Tsxke-
CTY CKOMMOTUYECKON AedopManyuy MO3BOHOUHU-
Ka. [TokasaTenb «BayuibHas olleHKa QYHKIMOHAb-
HbIX BO3MOsKHOCTel mo mikase RHS» B mepuon «3
roga» 1o OTHOIIEHUIO K repuony «VcxogHbie JaH-
Hble» CHU3WJICS IJis1 ABYX Tpynii: «OcHoBHasi (CMA
2)» — Ha 11,6%, «CpaBHeHust (CMA 2)» — Ha 36,7%.
Haunbonee 3HauMMble M3MeHEHMST 0OHAPYKEHBbI JIJIsI
rmoKkasaresis «bayuibHast olleHKa (QYHKIIMOHATbHbBIX
BO3MOXHOCTel 1o mkajse RHS» rpymnmel cpaBHe-
Hus (B cpegHeM Ha 7 6ayuioB; p < 0,0001) B cpaBHe-
HUM C AeBualyeil mokasarensi «bajiibHas oljeHKa
(YHKIMOHATBHBIX BO3MOKHOCTE 10 mkajge RHS»
OCHOBHOI1 rpynmsl (B cpegHeM Ha 2,2; p = 0,0114)
(Tabm. 2.).

IIpyMeHeHMEe MeTOAOB MaHYaJIbHOTO BO3eli-
CTBUSI CIIOCOOCTBOBAJIO CHUKEHMIO TEMIIOB IIPO-
IPeCCUPOBAaHMS CKOTMOTUIECKOI nedhopMalny mo-
3BOHOYHMKA. YBeJIMUeHMe MoKaszaTens «BennunHa
nIedopMaIMOHHOTO yI7ia 60KOBOT0 OTKIIOHEHMS 110
Ko66y» B mepuop «3 roga» 1o OTHOIIEHMIO K IIePu-
ony «McxomHble maHHbIe» GBLIO 3apermMcTpMpoBa-
HO A1t AByX rpyri: «OcHoBHast (CMA 2)» — B 1,50
pasa, «CpaBaenus (CMA 2)» — B 3,25 pasa (Tabu-
1a 2). O MO3UTUBHOM BIMSIHUM MaHYyaJIbHOI Tepa-
MUY CBUJIETENIbCTBYET AMHAMMKA CTETIeHU TSIKeCTU
CKOJTMOTUYECKO AedopMaLy MO3BOHOUYHMKA: HIA
OIIVH TAallMeHT U3 OCHOBHOI I'PYIIIbl HEe JTOCTUT 3
CTeleH! TSDKeCTH CKOJIM03a, B TO BpeMsI Kak B Ipym-
nie cpaBHeHus1 y 19 (100%) meTeit coCTOsTHME VXY -
HIMJIOCH 10 3 CTeTeHU TSIKEeCTH.

[IpoBefeHHOE MCC/IeOBaHNe SIBSETCSI BeCbMa
MokasaTejibHbIM B TOM IIaHe, YTO AMArHo3 TPYI-
HOKypabeTbHOTO 3a00/IeBaHMSI He OKEH ObITh
TTOBOMIOM JIJIST OTKA3a WJIY OTpaHmueHnst o6beMa jie-
Yye6GHbIX MepomnpusTuii. CBoeBpeMeHHasl OuarHo-
CTMKa, MCIOIb30BaHME COBPEMEHHBIX NIKaI [IJs
OIIeHKM JBUTATeNbHbIX BO3MOXHOCTe} MallueHTa,
MIpMMEHEHME CTPaTery MePCOHMUPUIIMPOBAHHOTO
MOAX0/a C BKAOUeHVeM MaKCMMaabHO BO3MOKHO-
TO CITeKTpa JIEYeOHBIX MEPOTIPUSITUII CIIOCOOCTBY-
10T 3aMeJlJIEHMI0 TeMIIOB mporpeccupoBanusi CMA
C COXpaHEeHMeM OIpeJeeHHOT0 0o0beMa IBUTa-
TeIbHBIX BO3MOXHOCTe} 1, COOTBETCTBEHHO, Kaye-
CTBa KMU3HM JAHHOJI KaTeropuu 60IbHbIX IEeTeid.

BblBOAbI

Hcnonb3oBaHMe MeETONOB MaHYaJIbHON KOP-
peKIuu, BKIIOYAS TIPUEMbl MOOMIM3AIMOHHO-
TO BO3/EICTBUS U MTOCTU30METPUUECKON pelakca-
LIWU, TO3BOJISIET 3a/Ie/iCTBOBATh UMEIOIINIACS TBU-
raTejbHbIN TMOTEHIIMAT Y JIeTeli ¢ MPOKCUMAaTbHOM
(opmoit cimHaNIbHOI MbITIIEUHO aTpodum 2 TUa.
DTO CITOCOOGCTBYET COXPaHEHMI0 QYHKIIMOHATbHbIX
JIBUTaTeIbHBIX BO3MOKHOCTEN MalieHTOB CO CHU-
SKeHMEeM TEMIIOB MPOTrpPecCUpPOBaHMSI CKOIMOTHYE-
CKoii mecdopMaliuy MO3BOHOYHMKA. MeTond MaHy-
aJbHOM Tepamnuyu MHpU afeKBaTHOM IpUMeHeHUU
ellle pa3 JoKasaa cBO 3 PEKTUBHOCTD U TO/DKEH
OBITh PEKOMEHIOBAH [JIsI BKIIOUEHUST B IIPOrpaM-
MbI peabMINTAILIUM IeTeil C TeHeTUYeCKU 06YC/IOB-
JIEHHOJt TTaToJoTHelt KOCTHO-MBbIIIIEUHOM CUCTEMbI
y IeTeit.

M.P. Illaiimyp3un, U.C. JIyuykuii, O.C. Eemywenko, M.B. E¢pumeHKko

TI'OO BITO «/[oHeuykuti HAYUOHANbHBLI MeQUYUHCKUTI yHUsepcumem umenu M. Topekozo», JoHeyx

BO3MOXHOCTU MAHVYAJIbHO¥ TEPATIMU B KOPPEKIIUY CKOJIMO3A
V JETEN CO CITMHAJIbHBIMIM MBIIIEYHBIMU ATPO®MSIMU

AxTyanbHOCTb. IIpopmomkawomuiicsi mouck 3ddex-
TUBHOI, 6e30macHo Tepanuu CMA IUKTyeT Heo6Xomm-
MOCTbh KOMOMHATOPHOTO TIOAXOAA B JIEUEHUY JAHHOI 1a-
TOJIOTUM C OTIPeIeJIEHEM CEMUOTUKY ABUTATETbHbIX Ha-
pylieHuit, MoguduKalmein moaxoq0B HeiipopeabuanTa-
¥y, 6a3UPYOMIXCS Ha MPUHIMIIAX PaHHEe IMarHOCT-
KV CMMITTOMOB, BIMSIIONIMX Ha GOPMMUPOBaHME OC/IOKHE-
HUI ¥ pa3BUTHE TSKENIOM MHBATUAN3AIA.

Lenp. OLeHnTh BO3MOKHOCTM MaHyalIbHOV KOPpPeK-
LMY CKOJIMOTUYECKUX JTedopmMalinii T03BOHOYHMKA Y Jie-
Teii CMA.

Marepuan 1 Metofsl. 54 pebenka co CMA 2 Tura,
BKJII0Yas 36 MaabunKoB (66,7%) u 18 neBouek 29 (33,3%).
Crioco6 GhopMupoBaHMs BHIGOPKM — CUCTEMATUUECKMUIA.
OcHoBHas rpymmna — 35 nereii (64,8%), y KOTOPBIX MpUMe-
HsIach pa3paboTaHHas METOIMKA JIe4eOHOI DU3KYIbTY-
pBI ¢ aneMeHTaMu strench-rumuactuku. [pyrmia cpaBHe-
Hust — 19 gereii (35,3%), mpoBoauiaack JIOK 1o obmienpu-
HsITOV MeToavKe. CpelHUIT BO3pacT nalueHToB — 5,6+0,4

rona. IammeHTsl OLeHMBAINCH I10 MIKajaam L. McPeak u
RHS ¢ dukcanmeii pe3yabTaToB B yCTAHOB/IEHHbIE OT-
MeTKM 3a60JIeBaHMS : «MCXOIHbIE JAHHbIE» U «3 rofma».

PesynbraTel. V IeTeli U3 OCHOBHOI IPYIINbLI OTMeye-
HO 3amMefjieHNe TPOTPecCUPOBAHUSI NBUTATENIbHBIX Ha-
DYIIEHUIA U CTETIEHU TSDKECTY CKOMMOTUYECKOH medop-
Maluyyu MO3BOHOUHMKA: AeBuanuus mokasartens «bajb-
Hasl OlleHKa (QYHKIMOHAIbHBIX BO3MOXXHOCTEN 110 IIKajie
RHS» ocHOBHOI1 rpyTibel B cpegHeM Ha 2,2 (-11,6%) 6an-
na (p < 0,0001), cumxkeHne mokasatens «banbHasi o1jeH-
Ka (QYHKIMOHAIbHBIX BO3MOXHOCTel 1mo? mmkage RHS»
IPYIIIbI CPAaBHEHMS B cpegHeM Ha 4,2 (B 3,4 pasa) 6an-
ja (p = 0,0010). H1 oguH naumeHT U3 OCHOBHOJ I'PYIIIbI
He IOCTUT 3 CTeleHU TSDKeCTU CKOIM03a, B TO BpeMsl Kak
B rpymre cpaBHeHus y 19 (100%) geTeit COCTOSIHME YXY[I-
LIWJIOCh [0 3 CTEIIeHU TSKECTU

BoiBompl. IIpennoskeHHBIVI KOMILIEKC MPOAKTUBHBIX
pPeabUINTAIMOHHBIX MEepPOIPUSITHUIl, HANIpaBIeHHbII Ha
KOPPEKIIMI0 KOCTHO-CYCTaBHbIX AedpMaliuii T03BOHOY-
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HOro CTOJ'I6H, VIMeeT Ba)KHOe 3HauyeHMe C TOUYKM 3pEeHUs
IIePCIIeKTUBbI MO,E[I/I(I)I/IK&IH/II/I KIIMHNYEeCKOro TeuyeHUud
3a00/1eBaHUS U YVIAydlIieHMs KadyeCTBa XXM3HU.

Kntoueavie cnoea: cnvHaabHbIe MBILNIEYHbIE aTPO-
¢un, manynpHast Tepanus, mkaia RHS, peHtreHorpa-

dus.

M.R. Shaimurzin, 1.S. Lutskii, O.S. Evtushenko, M.V. Efimenko

SEI HPE «M. Gorky Donetsk National Medical University», Donetsk

POSSIBILITIES OF MANUAL THERAPY IN CORRECTING SCOLIOSIS

IN CHILDREN WITH SPINAL MUSCLE ATROPHIES

The ongoing search for effective, safe treatment of
SMA dictates the need for a combinatorial approach in
the treatment of this pathology with the definition of se-
miotics of motor disorders, modification of neurorehabil-
itation approaches based on the principles of early diag-
nosis of symptoms that affect the formation of complica-
tions and the development of severe disability.

Purpose. To evaluate the possibilities of manual cor-
rection of scoliotic spinal deformities in children with
SMA.

Material and methods. 54 children with type 2 SMA,
including 36 boys (66.7%) and 18 girls 29 (33.3%). The
sampling method is systematic. The main group - 35 chil-
dren (64.8%), who used the developed method of physio-
therapy exercises with elements of strench gymnastics.
Comparison group — 19 children (35.3%); exercise ther-
apy was carried out according to the generally accept-
ed methodology. The average age of patients is 5.6+0.4
years. Patients were evaluated according to the L. McPeak
and RHS scales with fixing the results to the established

marks of the disease: «baseline data» and «3 years».

Results. In children from the main group, there was a
slowdown in the progression of motor disorders and the
severity of scoliotic spinal deformity: deviation of the in-
dicator «Ballistic assessment of functional capabilities on
the RHS scale» of the main group by an average of 2.2
(-11.6%) points (p <0.0001 ), a decrease in the «Ballistic
assessment of functionality of the RHS scale» indicator
of the comparison group by an average of 4.2 (3.4 times)
points (p = 0.0010). None of the patients from the main
group reached the 3rd severity of scoliosis, while in the
comparison group in 19 (100%) children the condition
worsened to 3 severity

Conclusions. The proposed complex of proactive re-
habilitation measures aimed at correcting osteoarticu-
lar deflation of the spinal column is important from the
point of view of the prospects for modifying the clinical
course of the disease and improving the quality of life.

Key words: spinal muscular atrophy, manul therapy,
RHS scale, radiography.
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