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06wme Bonpocbl CNMHANbLHOU MbILIEYHOU aTpodhum Shecktor
(HayuHbli 0630p). 3TMONOIUA, KNUHUYECKUE

0co6eHHOCTH, NOAXOALI B peabunutauum

U opTONeANYECKOM JIeHeHUU

IH. MoHomapeHko, A.A. Konbuos, U.C. Manbues

(MepnepanbHblii Hay4HbIN LEHTp peabunuTaummn nHBanunoB uMenn A, Anbbpexta, CankT-IeTepbypr, Poccuiickas ®enepaums

AHHOTALMA

CnuHanbHas MblleyHas aTpodus ABIAETCA 3HAYMMON MeAMKO-coUManbHol NpobneMoii M 0fHOM M3 Haubonee yacTbIx
NPUYMH LETCKOW CMEPTHOCTM, BbI3BaHHOM HAcNeACTBEHHbIMU HelpoMbILLeYHbIMU 3aboneBaHuamMu. HayuyHbi 0630p nocss-
LLEH BONpOCaM 3TUOIOMUK, KITMHUYECKUM 0COBEHHOCTAM, @ TaKXe NoAxoAaM B peabunutaumm u opToneauyecKoM feveHun
MaLMEeHTOB CO CMMHANBHOI MbILIEYHON aTpoduei.

Uenb nccnenoBaHus — aHanus MMPOBOM NUTEPATYpbl MO acreKTaM 3TMONIOrUMW, NaToreHesa, KIIMHUYECKUX NPOSBMIEHWH,
noaxofaM B peabunutaumu u opToneauYEcKOM JIEYEHUM NALMEHTOB CO CUHAMBbHO MBILLEYHOW aTpoduen.

BbinosHeH NOMCK NMTEPaTYPHBLIX MCTOYHMKOB B OTKPLITLIX 3M1EKTPOHHBIX 6a3ax PubMed n eLIBRARY 3a Becb [OCTYMHbIi
nepuog.

CnuHanbHas MbllleyHas aTpodus SBNAETCA pa3HOPOAHOI rpynnoi HacneACTBEHHbIX 3ab0/1eBaHWI, NPOTEKAKOLWMX C Mo-
Pa)EHWEM ABUraTeibHbIX HEMPOHOB NEpPefHMX POroB CMMHHOMO Mo3ra, C MPeobnafalownMMn KIMHUYECKUMU NpU3HAKaMu
B BM[E MbILLEYHO CNabocTH, NPeUMyLLECTBEHHO B HUXKHUX KOHeYHOCTAX. Peabunutauus n optoneaumyeckoe neyenue cnepy-
€T MPOM3BOAMTL C aKLIEHTOM Ha OMOpHO-[BUraTesbHYK CUCTEMY W CBA3aHHbIE C Helt QYHKLIMOHABbHBIE HapYLLEHHS.

AHanu3 paznuyHbIX IMTEpPaTYpHbIX UCTOYHMKOB AE@MOHCTPUPYET BYpHBIN POCT YKcna NybIMKaLmin 0 CNMHANBHO-MbILLEYHOM
aTtpoduu, 04HaKO OCTAETCA BONBLLOM NNACT acneKToB, TPEDYOLWMX YTOUHEHUS U bonee aeTanbHOro uccnegosanus. Moapob-
HOE U3y4eHMe 3TUOSOTMYECKUX (HAKTOPOB, KIMHMYECKUX O0CODEHHOCTEN CMUHANBHOM MbILLeYHOW aTpodmm nNo3sonuT bonee
LUMPOKO B3rNIAHYTL Ha NpobnemMatuky faHHOro 3aboneBaHMs AAS NYHLLEro NOHWMaHUSA BO3MOXKHBLIX METOAMK AWMArHOCTUKM
W peabunnTaLMoHHOro leYeHUs NaLMEeHTOB C AaHHON NaTonoruei.
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Kak uutnpoBartb:

MoHomapenko I".H., Konbuos A.A., Manbues W.C. 0bLume Bonpock! CIMHAMLHOM MbILLEYHOM aTpodui (Hay4HbIA 0630p). ITMONOMMSA, KIMHUYECKWE 0COBEHHO-
CTW, NOAXOAL! B peabunuTaLmm u optoneamueckom nedernt // Guanotepanus, banbHeonorua u peabunmtaums. 2021. 7. 20, N2 4. C. 341-355.

DOI: http://doi.org/10.17816/rjpbr83799

Pykonucb nonyuena: 18.06.2021 Pykonucb ofo6peHa: 25.08.2021 Ony6nukoBaHa: 31.05.2021

A
SKOe®BEKTOP Cratba poctynHa no nmuen3un CC BY-NC-ND 4.0 International
© Konnektus agTopos, 2021

341


https://crossmark.crossref.org/dialog/?doi=10.17816/rjpbr83799&domain=PDF&date_stamp=2021-07-15

342

Russian journal of the physical therapy,
REVIEWS Vol. 20 (4) 2021 balneotherapy and rehabilitation

DOI: http://doi.org/10.17816/rjpbr83799
Review Article

General issues of spinal muscular atrophy (scientific
review). Etiology, clinical features, approaches
in rehabilitation and orthopedic treatment

Gennady N. Ponomarenko, Andrey A. Koltsov, Ivan S. Maltsev

Federal Scientific Center of Rehabilitation of the Disabled named after G.A. Albrecht, Saint Petersburg, Russian Federation

ABSTRACT

Spinal muscular atrophy is a significant medical and social problem and is one of the most common causes of child mor-
tality caused by inherited neuromuscular diseases. The scientific review focuses on etiology, clinical features, as well as ap-
proaches in the rehabilitation and orthopedic treatment of patients with spinal muscular atrophy.

AIM: analysis of world literature on aspects of etiology, pathogenesis, clinical manifestations, approaches in rehabilitation
and orthopedic treatment of patients with spinal muscular atrophy.

Search for literary sources in open electronic databases PubMed and eLIBRARY for the entire period available in these
databases.

Spinal muscular atrophy is a heterogeneous group of hereditary diseases occurring with damage to the motor neurons
of the anterior horns of the spinal cord. With predominant clinical signs in the form of muscle weakness, mainly in the lower
extremities. Rehabilitation and orthopedic treatment should be carried out with a focus on the musculoskeletal system and
related functional disorders

Analysis of various literary sources shows a rapid increase in the number of publications on spinal muscular atrophy, but
a large layer of aspects remains that require clarification and more detailed study. A more detailed study of etiological factors,
pathogenesis and clinical features of spinal muscular atrophy will allow a more extensive look at the problems of this disease
in order to better understand the possible methods of diagnosis and treatment of patients with this pathology.
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Ob0CHOBAHUE

MoHsATME «CMMHaNbHaA MblleyHas atpodus» (CMA) seng-
eTcs 06LUMPHBIM U BKITHOYaeT B cebsl rpynny 3aboneBaHuii, KoTo-
pble XapaKTepu3yloTCs JereHepaumei ABUraTebHbIX HEMpOHOB
B CMMHHOM MO3re W/Wn CTBOJIE FOIOBHOTO MO3ra, KaK MpaBurio,
C ayTOCOMHO-PEeLLeCCUBHBIM TUMOM Hacne0BaHuS.

B HacToswee Bpemsa npobnemMa CMA Bcé valle BbixoauT
Ha NepBbIA NaH B CBA3W C PacTyLUMM YXCIIOM NALMEHTOB,
uTo 06BACHAETCA KaK YBEMYEHWEM YacToTbl POKAEHMS
neten-uHBannaoB co CMA, Tak n bonee TOYHOWM U paHHeN
AvarHoctukon 3abonesanus [1]. leHeTuyeckue ocobeHHOCTH
CMA B MupoBoI#i nuTepaType npeacTaBneHbl B 3HAYUTENBHOM
06BEMe, 0HaKO MeTO/ibl PaHHET0 KITMHUYECKOTr0 BbISBIIEHUS,
NeYeHns N MeSMUMHCKON peabunutaumum AaHHbIX NauMeHToB
[0 CUX MOp HeAO0CTAaTOYHO CTPYKTYpUPOBaHbI U pacnpocTpa-
HeHbl CPefiM CMELMANUCTOB, TOFLA KaK cpeay Bpayen CMeX-
HbIX CMeLManbHOCTel HepedKo HeT SCHOro MpefcTaBfieHus
0 BOMpOCax 3TWOJIOTWMM U NaToreHesa, CTaHAAPTHOW KIK-
HWYECKOW KapTWHE W MOHWUMaHWSA CyTW peabunuTaLMoHHOro
NeyeHns B COBOKYMHOCTW C OPTONEANYECKOMN MOALEPIKKOMN.

Llenbto Hay4Horo 0b3opa ABNAETCA aHanM3 MUPOBOWA JiuTe-
paTypbl N0 acneKTaM 3TUONOMKM, NaToreHesa U KIMHUYECKOV
KapTHbl CMA, onist Yero BbIMOSHEH NOMCK IMTEpPATYPHbIX UC-
TOYHMKOB B OTKPbITLIX 3/IEKTPOHHBIX ba3zax PubMed v eLIBRARY
3a BeCb AOCTYNHbIN nepuog, (¢ 1991 r.). B aHanus Briloyanucb
MOJTHOTEKCTOBbIE MCTOYHUKY M CTPYKTYPUPOBaHHbIA MaTepuan,
3a UCKJTOYEHNEM Te3UCoB. M3 KIMHUYeCKUX MPUMEPOB U HC-
Cnef0BaHuiA, UMetOLLMX NpU3HaKu Ay6nMpoBaHus, Bblbupanu
UCTOYHMKY, Boniee No3aHMe No fate NybimMKaumm.

UCTOPUA BOMNPOCA

Ha cerogHsawHuit MomeHT CMA siBnsieTca oaHoit U3 Be-
AYLWMX MeAMKO-COLMANbHBIX NPobieM COBPEMEHHOCTM U 3a-
HWMaeT JIMAMPYIOLLEe MecTo B KOMI/IEKCHOM peabunutaummn
KaK [eTei, TaK WU B3poCSbIX.

B cBA3M ¢ HapacTaloLMM MHTEPecoM CrneLnanncToB Bee-
ro mupa K npobneme CMA c KaxpabIM rofoM Konm4ecTBo

llllllllllllllllllllIIIIIIIIIIIIIIIIII!II

Tom 20, Ne 4, 2021

@MSMOT@DBHMH, bansHeonorns 1 pea6wﬂwauwﬂ

nyb6AMKaLMi 3HauMTeNbHO yBennumBaeTcs: 0T 150 neyaTtHbIX
pabot B 2000 r. go >700 B 2020 r., npn 3TOM 3a KOHEL, CeH-
1A6psa 2021 r. umcno nybnmKaumiA coctaBuio 568 (PUCYHOK).

CMA oTHocuTCA K rpynne HacneAcTBEHHbIX HEWPOMbI-
LUeYHbIX 3aboneBaHUii — reHeTUYeCKM reTeporeHHol rpynne
3aboneBaHMin MOTOPHOW WHTErpaummu, B KoTopoi Habnwoaa-
eTCA KIIMHUYECKWUI NOSIMMOPGM3M CO CTOWKUMK U Nporpec-
CUPYHOLLMMM MOTOPHBIMM, LBUraTENIbHbIMU, AbIXaTeNbHbIMU
HapyLIeHUsIMK, NPUBOASALLMMU K HEBO3MOMHOCTM CaMo-
obCnyKuBaHMA U nocnepyowei MHBanuan3saumm. Cambim
pacnpocTpaHéHHbIM (95% cnyyaeB) 3aboneBaHueM cpepm
AaHHon rpynnbl sensetcs CMA — ayTocomMHo-peLeccuBHoe
3aboneBaHue, KOTOPOE BO3HWKAET B pe3ynbTaTe roMo3uroT-
HOW [efleunn unm MyTaumm reda 5q13 MOTOPHOrO HeWpoHa
(SMNT) [2].

lepBoe KnuHuyeckoe onucanme CMA caenaro B 1890-x
roJiax HeMeLKUM 1 aBCTPUICKNM Bpayami oxaHom Xodd-
MaHoM (Johann Hoffmann) u Tyugo Bepanurom (Guido
Werdnig). B 1892 1 1893 rr. y4éHbIMM bbI10 fLaHO Hambo-
nee [ieTanbHOE OMMUCaHWe NaToMOp(ONOrMYECKUX U3MEHE-
HWUW B PasfMyHbIX rPyNnax MblLL, Nepudepuyeckux HepBax
U cnuHHoM Mo3re. OTMeyanach TaKKe CUMMETpUYHas aTpo-
(us KNETOK NepeHNX KOPELLKOB M POroB CMIMHHOMO MO3ra,
bnaropapsa uyemy 6bina 0bocHoBaHa KIIMHUKO-HO30J10MMYe-
CKas caMoCToATeNbHOCTb 04HOro U3 Tunos CMA — bones-
Hu BepaHura-Fopmana [1, 3]. B panbHenweM, HauuHas
c 1956 r., ux weenckue Konnern Ipuk Knac Xenppuk Ky-
renbbepr (Erik Klas Hendrik Kugelberg) u Jlusa Benavaep
(Lisa Welander) Bblmenunu 6onee no3aHIow0 KIIMHWUKO-HO30-
noruyeckyto popmy CMA — 6onesHb Kyrenbbepra—BenaH-
[epa — W onucanu eé oT/IMYMe 0T MbILLIEYHOW ANUCTPOUM.
MospgHee aHrnuiickuii Hesponor Buktop [y6osuy (Victor
Dubowitz) 3an0KyMEHTUPOBaN HECKOSIbKO COBCTBEHHbIX
uccnenoBaHuii npoMexytouHoro ¢eHotuna CMA ¢ HasBa-
HueM «bonesHb [lybouua» [4]. [eHoTMNMpOBaHMe y AaH-
HbIX BOMbHBIX, MOMCK MecTa NOKanu3auun reHeTUYeCKoro
aedekta B 5q11.2-q13.3 n noeHTMPMKaLMA reHa BbiXKMBae-
MOCTM MOTOHeWpoHa (SMN) npuwnmch Ha nepuop, Hadana—
cepeamntbl 1990-x [5, 6].
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NUAEMUONOrnd, ychosuan
®AKTOPbI PA3BUTUA CIUHAJIbHOU
MbILIEYHOWU ATPODUHA

Mo AaHHbIM pa3nnuHbIX aBTOpoB, 3aboneBaeMocTb CMA
ABNSAETCA BTOPbLIM MO PacnpoCTPAHEHHOCTM ayTOCOMHO-
peLeccBHbIM 3ab0/1eBaHMEM CO CMEpTENbHbIM UCXO0LOM
nocne MYKOBWCLMA03a M Haxogutca B npepenax ot |1
Ha 6000 [7] go 1 Ha 10 000 [8, 9], N0 OOHMM WUCTOYHMKaM,
u1Ha 11 000 — no ppyrum [10]. YacTota HocuTeNbCTBa
myTaumm B reHe SMNT ouenmsaetca ot 1:38 go 1:70 [11].

Y yenoBeka cyLLieCTByeT Be pasHOBMAHOCTU — TENIOMep-
Has ¢opMa (SMNT) u ueHtpoMepHas dopMa (SMN2). TpaHc-
Kpunuma SMNT reHa [aéT nonHopasMepHble TPAHCKPUNTHI
MPHK, kotopble koaupytoT 6enok SMN. Ten SMNZ upeHtn-
yeH reHy SMNT, 3a uckntoyeHneM 3aMeHbl C (untosmH) Ha T
(TMMMH) Npu cnnaicuHre, YTO NPUBOAMT K UCKIIIOYEHUIO K30-
Ha 7 BO BpeMs TpaHCKpUnumu. MosydeHHbIN yceueHHbI be-
oK He pabotaeT u bbicTpo paspyluaeTcs. BaxHo oTMeTUTB,
uTO UCKIoYeHue 3k30Ha 7 u3 SMN2 MPHK He siBnsetca non-
HbIM, ¥ NOTOMY HebosbLIas YacTb 06Lmx TpaHckpunToB MPHK
(~10-15%), Bo3HuKatoLLLas U3 SMNZ reHa, JeACTBUTENBHO CO-
LEPKUT 3K30H 7, KOTOpbIN KoampyeT HopManbHbI 6enok SMN.

MHorme aBTOpbl CXOXM BO MHEHMM, YTO Y MALMEHTOB,
ctpagatowmx CMA, npoucxoaut Mytaumsa reHa SMNT, Ko-
TOpbIA OTBEYAET 3a CMHTE3 Benka, NofAepKUBAIOLLErD CO-
KpaLLeHMe MbILLL, W KOHTPOIMPYET ABUMEHWE KOHEYHOCTEMN,
MYCKynaTypbl OpraHoB OpIOLLHOW MONOCTW, TOMOBbI, LIEU
U AbIxaTenbHbiX Mblwwl,. C apyron ctopoHbl, reH SMNZ He no-
paxaetca npu CMA, u ero Konus MUHUMYM B eUHUYHOM
3K3eMNNIfApe BCEraa HaxoauTcst B OpraHu3Me, B NpoTUBOMO-
CTaB/eHWe 340p0OBbIM NIOAAM, Y KOTOPbIX KONMYECTBO KOMWM
reHa SMN2 BapbupyeT ot 0 [0 4 Ha ogHY 5q xpoMocomy [12].

Vol. 20 (4) 2021
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KJIMHUYECKOE ONUCAHUE
U KNNACCUDUKALNA

MpeobnagaoLLmMn KIMHUYeCKUMU NpusHakamu CMA sB-
NAKTCA MbllleyHas cnabocTb 1 aTpodus nonepeyHonosioca-
ThbIX MbILIEYHbIX BONOKOH. CnabocTb nposBeniseTcs B nepuof,
OT POX[EHWS [0 3pefioro Bo3pacta, 00bIYHO CMMMETPUYHA
c bonee cMIbHLIM NOPaXKEHNEM MPOKCUMANBHBIX MbILLILL, YEM
pvcTanbHblx rpynn [13]. Ha naHHoM 3Ttane cyluecTsyeT MHo-
KECTBO MPUHUMNMUA/BHO PasHbIX MOAX0A0B K KiaccuduKa-
umm CMA, Ho Hanbonee 3HAaYMMbIMW OCTAIOTCS FEHETUHECKUN
1 HEHOTUMUYECKUI.

Bce onucaHHble B 1991 r. deHoTUNbl ObinKM dopManu3o-
BaHbl B CXeMy KiaccuduKaumm Ha MexayHapoHOM KOHcop-
LMyMe M0 CMMHANBbHON MbILIEYHOI aTpodum, COHCUMpYEMOM
Accoumaumeit MbiweyHoi guctpodmmn (Muscular Dystrophy
Association, MDA) [14]. B 3Toii Knaccudmxaumm bbinm Bblaene-
Hbl Tpu TMMa CMA, ocHOBaHHbIe Ha HaMBbICLLEM YPOBHE MOTOP-
HbIX (ABUraTeNbHbIX) GYHKLMIA (T.e. CULAS UM CTORA) M BO3pacTe
Hayana KJMHWYeCKMX NposiBneHui 3abonesanus. MMocneny-
fowme MogmbMKaLumMM LaHHOW KnaccuduKauum pasgennm
Il Tvn no Bo3spacty Havana, pobaswmm tvn IV ona cnyyaes
3aboneBaHms y B3poc/bIX U BKloYMAM Tun 0 ans naumeHToB
C NpeHaTabHbIM HaYasioM U CMEpTbIO B TEUEHWE HECKOSbKUX
Hepenb [15, 16]. U3penka ansa bonee petanbHoii cTpatugm-
KauuW paccMaTpuBaloT CTeMeHU TAXECTW Jawe B npefenax
OTAENBbHOMO TUNA, MOCKOJBKY 0K0MOo 25% NauMeHTOB He nof-
[alTca ToyHoM Knaccuduraumn. OgHaKo faHHas cxema
OCTAETCA aKTyasbHOW W NpefoCTaBnseT NONe3Hy KIUHUYe-
CKYI0 M MPOTHOCTUYECKYI0 MHopMaLmio (Tabn. 1).

CMA tuna 0 (npeHatanbHas CMA)

TepMUH «CnuHanbHas MblweyHas atpodua 0-ro Tunax»
Ucnonb3yeTca Ans KIMHUYECKOro ONUCaHNA HOBOPOXAEHHbIX

Tabnuua 1. Knaccudukauma CMA, obycnosneHHas Mytauuen B reHe SMNT

Table 1. Classification of SMA due to a mutation in the SMNT gene

Buicwas MoTopHas yHKuuA MpuMepHas Konuyectso
Tun Bospacr pebiota (ypoBeHb aBUraTesibHOM NPOAOIKUTENBHOCTD wonwi SMN2
aKTUBHOCTH) XU3HU
0 (npeHatanbHas CMA) lpeHaTtanbHbliA lMoppepika pecnupatopHas <1 Mec 1
nepuoa

1 (bonesHb 0-6 mMec PebEHOK He MOXeT cuaeTb <2 net 2
Bepanura-TopMaHa)
2 (bonesHb [lybosuua) <18 Mec PebEHoK MoXeT cuaeTb > 2 net 3.4

3 (bonesHb 3a 18 Mec-3ropa
Kiorenobepra—
BenaHgep)

3a  >3ropa

PebEHOK MoXKeT cToATb
(camocTosTENbHO MM Y OMOpbI)
WNK1 NepeaBuraTbes

PebEHoK MoxeT cToATb
(camocTosTENBHO UMK Y OMOPbI)

[oxuBalot fio B3pocnoro 3,4
BO3pacTa

[oxuBalot fo B3pocnoro 4
Bo3pacTa

Unn nepenBuUraTbCa

4 (B3pocnas CMA) >21 rog,

MauneHT MoxeT nepensuratbCca

[JloxwuBalot oo B3pocioro  4-8
BO3pacTa

00l http://doiorg/10.17816/rjpbr83799
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C TAKENOW cNabocTbio M rMNOTOHWEN, aHaMHe30M YMeHbLue-
HWMS ABWXXEHWW Myoda B LOPoAoBblii nepuof. Mpu ocMo-
Tpe y MnageHues ¢ TunoM 0 MoryT BbiTb Takue CUMMTOMBI,
KaK apedneKcus, aunnervs nuua, aedexTol MeXXnpeacepa-
HOW NeperopofKM M KOHTPaKTYphbl CycTaBoB. [lbixaTenbHas
HEeLOCTaTO4YHOCTb ABMAETCA CaMOM BblpaXKeHHoW npobnemoii
Ha paHHeM 3Tane Ans AaHHbIX NauneHToB. OxuaaeMas npo-
DOJIKUTENIBHOCTb JKMU3HM CHUKAETCS, U BONBLUMHCTBO M3 HUX
He MOryT JOXMUTb 10 MECSHHOr0 BO3pacTa: MaKCMMalbHO 3a-
PErUCTPUPOBAHHbIE CITy4an MO MPOAOSKUTENBHOCTU MHU3HM
Y AaHHbIX NauueHToB — 6 Mec [17, 18].

CMA tuna | (6one3Hb BepaHura—TodmaHa)

TAXKENbIA M CaMbI PacnpOCTPaHEHHBIM TMM — OKOJO0
50% naumenToB ¢ AMarHosoM CMA. 06bl4HO y MnaaeHUEB
¢ | TunoM CMA KnMH1YecKMe NpU3HaKKM NOSIBNSIOTCA B BO3pacTe
[0 6 Mec: TaKvie [eTM HUKOTAa He Mp1obpeTatoT CnocobHOCTL
cupetb 6e3 onopbl U B OTCYTCTBUE OMEpaTMBHOTO BMeLLa-
Te/bCTBA W KOHCEPBATMBHOMO SIeYeHUs 0BbIYHO He AOXKMBAIOT
B0 2 net. KnuHnyeckas KapTuHa y AaHHbIX NaLMeHToB npef-
CTaBfieHa BbIPAXKEHHOW TMMOTOHMEN, YACTO CUMMETPUYHBIM
BANbIM NapannyoM, a TaKXe HEBO3MOXHOCTLIO YAEpHUBaTh
W KOHTPONIMPOBATb MOSIOXEHWE roNoBbl. CNoHTaHHas MOTOpUKa
Yy TaKoro TMMa NaLMeHTOoB, KaK NpaBuIo, Noxas, U aHTUrpaBu-
TaLMOHHbIe ABWMEHMS KOHEYHOCTel 06bI4HO He HabntopatoTcs.
Mo onucaHmaM psaa aBToOpOB, y 3TUX LEeTel MoryT bbiTh ocTe-
OMEeHMYECKMe U 0CTEONOPOTUYECKME NPobneMbl (BPOXKAEHHbIE
nepenoMmbl KOCTe M CHUXEHWe TONLWMHBI pebep) [18-21].

KnuHuuecku y Bcex aeten co CMA tuna | HabnopaeTcs
COYeTaHMe TAXKENOWH TMMNOTOHMM M CNabocTu ¢ COXpaHeHu-
€M JINLEBbIX MbILLL, YTO HEM3MEHHO CBA3aHO C TUMWUYHBIMY
pecnupaTopHbiMKU NposBieHusiMU. CnabocTb 06bIYHO CUM-
METpUYHa 1 Bonee BblpaeHa B MPOKCUMaNbHbLIX OTAENaX,
YeM B JWCTaNbHbIX, MPX 3TOM HUMHUE KOHEYHOCTU 00bIYHO
cnabee BepxHux. [MyboKue cyxomunbHble pedrieKcbl oTCyT-
CTBYHOT WK 0cnabneHbl, HO YyBCTBUTENBHOCTb COXPaHEeHa.

CoxpaHéHHas auadparma B co4eTaHWM ¢ 0cniabneHHbIMHU
MeXpEDOEpPHBIMM MbILLLLAMM NPUBOAUT K NapafoKcasbHo-
My LbixaHuto. [TopaxkeHne MOTOHEPOHOB YacTO BbI3bIBAET
(acumMKynaumIo A3blKa, N0X0e COCaHME U rNoTaHue C BO3-
PacTaloLMMK CO BPEMEHEM 3aTPyAHEHUSMU NPU TNIOTaHUU
W KopMneHuW. AcnnpaumnoHHas NHEBMOHUS — BaXKHas Npu-
YMHA CMEPTHOCTW AaHHOTO TUMA MaLMEHTOB.

Bcé vawwe nosenswTca onucaHus TaxeEnon gopmel CMA
TMna | (0bbMHO ¢ ofHoW Konmelt SMNZ), 0CnoXKHEHHOM Mo-
poKaMu cepAua (B OCHOBHOM [edeKTbl MeXnpeacepAHoi
M MEXOKENYLOYKOBOW MEperopofiKu), C MOpaXeHUeM Be-
reTaTMBHOM CUCTEMbI, YTO MOXKET BbiTb MPUUMHON apuUTMUU
W BHE3aMNHoW cMepTu [22, 23].

CMA 1una Il (6one3Hb [lyboBuua /
npoMexxyToyHas tropMa CMA)

Mpn CMA Il getn MoryT HayumtbCa cuaeTb 6e3 nocto-
POHHEW MOMOLLM, OJHAKO PasBUTME MOTOPHBLIX (YHKUWNA
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He NO3BONSAET OCBOUTb MM HaBbIKM CAMOCTOSITENBHOMO Nepe-
ABWXeHNA. 3Ta npoMexyToyHas dopMa CMA KnuHMuecku
NpOSBISAeTCA NporpeccupytoLLeil ciabocTbio NPOKCUMANbHbIX
OTAENOB KOHEYHOCTEN C NpeobnafaHneM B HIKHUX KOHeu-
HocTsx. [pu ocMoTpe BhISBNAOTCS MMMOTOHUA U apednek-
cus. MHorve conyTcTBylowmMe 3aboneBaHus y 3ToW rpynnbl
MaLMEHTOB CBA3aHbl C OPTONELUYECKUMU OCNOMKHEHNAMM
pa3BMTHA KOCTEN U CYCTaBOB Ha (OHE MbILLeYHOI crabocTu,
NporpeccupytoLLen CKONMOTUYECKOI (Yalle KMOoCKonMoTH-
yecKoil) pedopmaumeit. bes cooTeeTCTBYIOLLEI OpTONEANYe-
CKOW NOAJEPIKKU YacTo HabniofalnTca pa3BuTUe KOHTPaKTYp
CYCTaBOB M aHKUNO3MpOBaHME HUXHEN yemnocTn. CoueTaHue
AedopMaLymii NO3BOHOYHOMO CTON0a M CNabocTn Mexpedep-
HbIX MbILLIL, C BbICOKOW YacTOTOM NPUBOANT K PasfyHbIM 3a-
CTOWHbIM 3aboneBaHuaM néErkux. Cuutaetcs, YTO y AaHHbIX
MaLMEeHTOB KOrHUTMBHbIE CMOCOBHOCTU B HOpMe [24].

CMA tun |l (6onesub Kiorenbbepra—Benanaepa)

Hletn v B3pocnbie co CMA Il Tuna, Tak HasbiBaeMoii bo-
nesHblo Kyrensbepra—BenaHaepa, B KaKon-T0 MOMEHT XU3-
HW MOTyT XoauTb 6€3 NOCTOPOHHEl) NOMOLLY, YTO ABSETCS
MaKCUManbHO A0CTUraeMoit MOTOPHOM (yHKuMel. B panb-
HEMLUEM OHU TEpsAIOT HaBbIKW CaMOCTOATENBHOM X0LbObl
U NoNb3yHTCA BCNOMOraTe/bHbIMU CPeLCTBAMM NepesBuxe-
HWS, B TOM YMCNe MHBaNMAHBIMK Konsckamu. lporpeccupy-
loLas npoKcuManbHas cnabocTb 6onee BblpaeHa B Horax,
4eM B BEPXHWUX KOHEYHOCTAX.

CreneHb Taxectn npu CMA Il Tuna onpefensiertca no se-
POATHOCTW TOTO, YTO MaUMeHTbI cMoryT xoauTb K 10 roaam,
M N0 YBENMYEHWUIO BEPOATHOCTM MOTEPU HaBbIKA X0LbObI
K 40 rogaM. 3HauuTesbHble pasnnuua B NoTepe Cnocob-
HOCTU XOAMTb Habmlofanuch N0 OTHOLUEHUIO K NauueHTaM
C HayanoMm nporpeccupyiowen cnaboctn go (CMA llla) v no-
cne (CMA Ilib) 3-neTHero Bo3pacta [25]. [lns HUX Takxe Xa-
PaKTepHbI OPTOMEANYECKUE OCIIOXKHEHMS B BUAE KOHTPaKTYp
CYCTaBOB, HO B MEHbLUEW, MO CPABHEHMIO C MPeablaYLLAM
TMNOM, CTENEHM BblpaXeHHocTU. B oTanuue ot tvna ll, atn
nioayM B OCHOBHOM M30aBneHbl OT COMYTCTBYHLLMX CKOJMU-
oTUYecKUX (KMGDOCKONMOTUYECKMX) AedopMauuii U npak-
TUYECKM He WUMelT cnabocTu fbixaTeNbHbIX Mbiwy. Psag
aBTOPOB OMUCLIBAET B JAHHOM rpynmne NauueHTOB yacTble
0CTEONOpOTHYECKME NpobnieMbl M oxupenne [26—28]. Mo-
3HaHMe B KOTHUTWUBHOM cdepe COOTBETCTBYET BO3pacTy,
a K/IMHUYeCKue NposiBneHns 6onesHn No3BoNsioT LOXKMBaTh
[0 B3pocoro Bo3pacta [16, 25].

CMA tun IV (B3pocnas CMA)

CMA IV tuna cocTaBnsitoT MeHee 5% cnyyaes CMA 1 uMe-
loT camylo nérkyto dopmy 3abonesanus. B 3ty rpynny Bxo-
OAT NauMeHTbl, KOTOpble MOTYT XOAMTb B 3pefioM Bo3pacTe
¥ He UMeIoT NpobneM ¢ ObIXaHWEM W NUTaHWeM. ITU nauu-
€HTbI N0 KJIMHWUYeCcKUM nposBrieHnam cxoxku co CMA Il tuna,
ofiHaKo 3aboneBaHue feblOTMPYeT BO B3pOCNOM BO3pacTe,
C BbICOKOW [i0Meil BepOATHOCTU NPOSBNEHUSA B BO3pacTe cTap-
we 30 net [29, 30].
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Ta6nuua 2. YnpoluéHHas knaccudmraums CMA, He 06ycnoBneHHbIX MyTaumeit B 5-ii xpoMocoMe
Table 2. Simplified classification of SMA not caused by a mutation in the 5th chromosome

l'en/nokyc (0603HaueHue OMIM) 3abonesaHue/deHOTUN U OTAMYUTENBHBIE YepThbl

Jucmanereie CMA / JlucmansHele HacnedcmeeHHsle MOMOPHbIe NOJIUHe8poNamMuu
AymocoMHo-peyeccugHsie
IGHMBP2 (SMARD1/HMNé, wnu DSMAT)  CMA ¢ pecnupaTopHbIM AUCTPECC-CUHAPOMOM

9p21.1-pL2 (DSMAZ/HMNJ) [uctanbHas HacneacTBeHHas MOTOpHas MOJIMHEBPONATUSA

11q13 (DSMA3/HMN3,4)
PLEKHGS (DSMA4)

7q34-q36 (HMN1)

JuctanbHas CMA
CMHApPOM HUXKHEro MOTOHepoHa ¢ 1e6l0ToM B IeTCKOM Bo3pacTe
AymocoMHo-00MUHGHMHble

[uctanbHas HacneacTBeHHas MOTOpPHasA I'IOﬂMHEBpOﬂaTMﬂ/ﬂ,MCTaﬂbHaﬂ CMA, toBeHunbHan

HSPB8 (HMNZ2A) [uctanbHas B3pocnas HacneACTBeHHas MOTOpHas nosuHeBponatus, Tin IIA

HSPB1 (HMNZ2B) [lucTanbHas HacnencTBeHHas MOTOpHas noauHeBponatus, Tin [IB

HSPB3 (HMN2C) [ucTanbHas HacneaCcTBeHHas MOTOpHas nonuHeBponatus, Tin [IC

GARS (HMN5A) (CMT2D) IuctanbHas CMA ¢ npenMyLLecTBEHHBIM BOBIEYEHMEM BEPXHUX KOHEYHoCTel, Tun VA
Bonesub LWapko—Mapu-Tyta, Tvn 2D

BSCL2 (HMN5B) [uctanbHas CMA ¢ npenMyLLecTBEHHLIM BOB/IEYEHMEM BEPXHUX KOHeYHocTel, Tun VB
CvnppoM CunbBepa/cnacTuyeckas napannerus 17-ro Tuna

SLCA7 (HMN74) [luctanbHas HacneAcTBeHHas MOTOpHasH NOIMHEBPONATUA C Nape30M rofloCcoBbIX CBA30K

Dynactin1 (HMN7B)

VAPB

TRPV4 (HMN7B) (HMSNZ2C)

DYNCTHI, BICD2 (SMALED)

TFG (HMSNP)

[lvctanbHas HacneCcTBEHHasi MOTOPHas MOSIMHEBPONATUS C Nape3oM ro0CoBbIX CBA30K
lpokcumansHeie CMA
AymocoMHo-00MUHaHMHble
CMA ¢ no3aHuM HayanoM, Tun OuHKens/6oKoBoI aMMoTPOGUYECKUIA CNepo3 8-ro TMna

BpoxnénHas CMA ¢ koHTpakTypamu/CMA, BpoxkaEHHas, HenporpeccupytoLLas,
C NpenMYLLECTBEHHBIM BOBNIEYEHWEM HUKHUX KOHEYHOCTEN

JlonatouHo-nepoHeanbHas CMA
BonesHb Lapko-Mapu-TyTa, T1n 2C
CMA c npenMyLLEeCTBEHHBIM BOBJIEYEHWUEM HIKHUX KOHEYHOCTel (paHHee Hayarno)

HacnepcteeHHas MOTOpPHO-CEHCOpHaA HeBponaTusa (tvn OkuHaBga),
NPOKCUManbHOe nopaxeHue

Jlpyaue He ceszaHHble ¢ Mymayueli 8 5-Ui xpomocome CMA u 6ynvbapHeie amuompoguu,

GLET (LAAHD)

VRK1, EXOCS3 (SMA-PCH1)
RFT2 (C200RF54), (BVVLS)

mak Haseieaemas CMA-I1/T1H0C
AymocomHo-peueccugHble

JleTanbHblit apTPOrpunos ¢ NopaXeHWeM KIIETOK NepeHero pora CMHHOM Mo3ra,
WM NETasbHbIA CUHAPOM BPOMXAEHHBIX KOHTPAKTYp

MocTtomo3xeukoBas runonnasmsa ¢ CMA
CvnppoM bpayHa—-Buanetto—BaH J1ape
BonesHb ®aumo-JloHae, nape3 ynbbapHbIX MbILLL

X-cuensieHHole peueccusHele

AR (SBMA/SMAX1) CnuHanbHo-bynbbapHas ammoTtpodus, unu 6onesHb KeHHeau
UBAT (SMAX2) MnapeHueckas CMA c apTporpunosoM
ATP7A (SMAX3) JuctanbHas CMA, X-cuenneHHas

00l http://doiorg/10.17816/rjpbr83799
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B 2015 r. poccuitckme yuénble H0.A. Cenusépcros,
C.A. Kniowhwkos u C.H. Unnapuolkui npefcTaBumm ynpo-
LEHHY0 Bepcuio Knaccuduraumm CMA, He 0bycnoBneHHbIX
MyTauueit B 5-# xpoMocome (Taba. 2).

Moaxoabl B PEABUTUTALUK
U OPTONEJMYECKOE JIEYEHUE
MALMEHTOB CO CMUHAJIbHOK
MbILLEYHOU ATPODUEN

PeabunuraunoHHas oueHKka HepBHO-MbILlleqHOﬁ
" OI'IOPHO-,D,BVII'aTEHbHOVI CUCTEMbI

KnuHuyeckas oueHka npu CMA BKntoyaeT npoBeaeHue 06-
CNef0BaHWA C aKLEHTOM Ha OMOPHO-ABUraTENbHYI0 CUCTEMY
U CBA3aHHbIe C Heil BYHKUMOHaNbHbIE HapyLLeHus. Buibop uc-
nosib3yeMblX OLIEHOK OTpakaeT acreKThl, KoTopble Hanbonee
aKTyanbHbl [/ KaX0ro ypoBHs 3aboneBaHus, B YacTHOCTH
CUNa M OManasoH ABWMEHWA B CYCTaBaX, MOBCEAHEBHAA aK-
TMBHOCTb NaumeHTa [31-34]. PerynspHoe nepetectpoBaHue
3TUX LUKan Mo3BOJUT OTCNEXMBATb BO3MOXHbIE M3MEHEHUS
C TEYEHMEM BPEMEHM, BbIABNATb acmeKTbl, Tpebytowwme Kop-
PEKLMM W peabunnTaLMOHHOr0 BO3AENCTBMS, NMOHUMaHWA Nnpa-
BUNTLHOCTW Bbl6paHHO peabunutaumm u peakuuu opraHuama
naumeHTa Ha peabunuTaumoHHble BO3aeicTeKA. Mcnonb3osa-
HWe 3TUX OLIEHOK MO3BOJIAIET TAKIKE CPaBHMBATb OT/EfbHbIe
pe3synbTaTbl C TPAEKTOPUAMU NPOrpeccupoBaHus 3aboneBaHus.

K OCHOBHBIM peabunuTaLMOHHBIM OLIEHOYHBIM LUKa-
nam otHocatca CHOP INTEND (The Children’s Hospital of
Philadelphia Infant Test of Neuromuscular Disorders — Te-
CMUpoBaHUe HepeHO-MbiwieyHslX 3abosiesaHull y demeli
demckoli 6oneHuubl Bunadensguu); HINE (Hammersmith
Infant Neurological Examination — Xammepcmumckoe He-
aposioeuyeckoe obcnedosaHue maadenues); HFMSE (The
Hammersmith Functional Motor Scale Expanded — Pac-
WUpeHHas wWkana dgueamens ¢ QyHKuueld XammepcMumy;
RULM (Revised Upper Limb Module — llepecMompeHrHubiii
Modynb oueHKu eepxHel koHeuHocmu); MFM (Motor Function
Measure — MamepeHue ¢yHkyuu Meiwy); 6MWT (6 Minute
Walk Test — Tecm 6-muHymnol xodebbr); ADL (Activities
of Daily Living — OueHra noscedHegHoll desmesibHoCmU).

[lns Kaxporo naumeHTa onpesenseTcs MHAMBUAYaNbHbINA
noaxof, B 3aBUCUMOCTH HaNMYECTBYHOLUMX MOTOPHBIX (YHK-
LM M OpTONEeAMYECKUX OCIIOXHEHMIA HA MOMEHT Havana pea-
ounutaumu. OfHaKo ans ynpoLueHus Noaxoaa B peabunura-
LMOHHOM NEYEHUN NPUHATO CTPaTUGULMPOBATb MALMEHTOB
Ha TpW Fpynnbl — NieXauue, CMasune, XoAadme.

C MomeHTa pa3spabotku npodeccopoM BaHrom (Hui Yi
Wang) ctannapTa MeanumMHcKoii nomowum (2007 r.) nosens-
eTcs BCE bonblue CBUAETENBCTB TOr0, YTO aKTUBHBIA NOAX0S,
B peabunutaumv nauMeHTOB MOXET BAMATH Ha TPAEKTOpUM
MporpeccupoBaHus, 0C0BEHHO Noc/e UCMONb30BaHNUA Meay-
KaMeHTO3HbIX CpeSCTB, BO3AEUCTBYIOLUMX HA NaTOreHes 3a-
boneBaHus. B HefaBHUX McCefoBaHUSX MALMEHTOB rpynn
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«CULSYUX» U «XOAAYMX» NALMEHTOB (YHKLMOHaMbHbIE W3-
MeHeHMs B TeueHne 12 Mec bbi He CTOJb CUIBHO BbIpayKeH-
HbIMM BO BCE rpynne, HO MO3BOMSAN YAYHLINTD Ka4yecTBO
YKU3HM, @ He TOJbKO CTarHMpoBaTb pa3suThe bonesHu. B psaae
C/ly4aeB OMMCaHa CyLIeCTBEHHAA noTeps (GYHKLMOHANLHOM
aKTUBHOCTM C YBEJIMYEHWNEM KOHTPAKTYp CYCTaBOB, NPOrpec-
CMPOBaHWEM CKONMO3a WM Ype3MepHbIM YBENIMYEHUEM BeCa
[35-42].

PEHGMHMTHUMFI naLueHToB rpynnbl «JieXxavyue»

OcHoBHble Lienu peabunutaumm ons Tex, KTO He MOXeT
HaxXoAUTbCA B CMAAYEM MONIOMKEHMM, BKJIIOYAIOT ONTUMM3a-
LMo QYHKUMIA OpraHu3Ma, MUHUMU3AUMI0 pPa3BUTUS Hapy-
LIEHWIA 1 ONTUMU3ALMI0 MEPEHOCUMOCTM Pas3IMUHbIX BbIHYM-
AeHHbIX nonoxeHui. Cloaa BXOAMT UCMONIb30BaHWE OPTE30B
U CEPUMHBIX TUMCOBbLIX MOBA30K HAa BEPXHWE M HUKHUE KO-
HEYHOCTW NS yNyuLeHns GYHKLMM M fpMana3oHa LBUXKEHUH,
npeAoTBpaLLeHNs 06pa30BaHus KOHTpaKTYp. [ns cTabunmsa-
LM OCaHKM W YyYLIeHNS QYHKUMIA peKOMEHAYETCA UCTOSIb-
30BaTb (MKCALMIO FPYAHOr0 OTAeNa Npy NOMOLLM KOPCETOB
UK OOKOBLIX NOAAEPIKEK, CUCTEM CUAEHMIA U NOCTYpaNbHbIX
0nop, KOTOpble A0HbI MCMONb30BaTLCA B MOJIOMEHUM NEXA
Ha CMKHE C MOMOLLLbIO BajIMKOB, NoayLUeK, hopMoBaHHbIX Mo-
AYLWEK UK KnuHbeB. LLleliHbIi duKcaTop YacTo Ucnonb3yetcs
ONA NOLAEPIKKM r0M0BbI, NOCKOJLKY KOHTPOSb MOM0BbI OT-
CYTCTBYET, C LieJIbl0 MUHUMM3MPOBaTh PUCK YAYLLbSA B bonee
BEPTUKANIbHOM MOJIOXEHUM WU NPaBUIIBHOMO MO3ULMOHMPOBa-
HUSA rOJI0BbI.

PekomeHay0TCA MHAMBMAYaNbHbIE U GOPMOBaHHbIE CU-
CTeMbl CUAEHMA 19 MHBANMOHBIX KOMACOK, a TakKe UHAU-
BUAYaNbHbIE CNajbHbIe CUCTEMbI (OPTONEANYECKME KPOBATH).

[ina obecneyeHns MOBUNBHOCTM U NEpPEMELLIEHNS PeKo-
MEHAYETCA MCMob30BaTh KPecna-KoMACKU C PYdHbIM Npu-
BOJOM C BO3MOXHOCTbH BbibOpa yria HaknoHa CrIMHKM.

Insa ynydiweHns QyHKUMM CYCTaBOB U KOHEYHOCTEN pe-
KOMEHAYIOTCA BCMOMOraTeSibHble TeXHOJ0MMM W afanTuB-
Hoe 000pynoBaHKe, a TaKKe 3aHATUA C MHCTPYKTopoM JIOK
No KaXaoMy npobneMHOMy cerMeHTy. HekoTopble noau,
He CMAsLLMe B BEPTUKANbHOM MOJIOXKEHUM, MOTYT 0€30MacHo
y4acTBOBaTb B BOAHO! Tepanuu Npu Hafiexalleit NoLaepK-
Ke ronoBbl U LLEW U NOCTOSHHOM HabniopeHun. Mcnonb3o-
BaHWE MaHyaslbHbIX TEXHUWK, BKIOHAOLLMX MEPKYCCUIO U BU-
Opaumio, a TaKKe NpaBUNIbHOE NO3ULMOHMPOBaHWE NaLMEHTa
CYLLECTBEHHO MOMOTYT YAYHLLMTbL IEFOYHbINA ApeHax. [pyroe
(u13noTEpPaneBTUHECKOE NIeYeHUe NPUMEHSETCA Y TaKKUX Na-
UMEHTOB PedKO B CBA3W C BblpaXKEHHbIMU COMATUYECKUMM
MaToNIoruAMM.

Peabunuraums nauueHToB rpynnbl «CUAs4Me»

OCHOBHbIMK LiensiMU peabunnuTaumu NauMeHToB «CUAS-
yei» rpynbl ABMAIOTCA NPeLOTBPALLEHME KOHTPAKTYP U CKO-
1033, a TaKKe NoAJepKaHue, BOCCTAHOBIEHME MW YiyY-
LeHre QYHKLWIA W NOABUKHOCTY.

MeTofbl pacTAXEHWS BKIKOYAOT METOAbI, KOTOpble M-
ryYT 6bITb BbINOHEHbI BPYYHYIO M C NOMOLLbIO OPTE30B, LLUMH,
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aKTMBHOr0 BCNOMOraTesIbHOro pacTsXeHWs, BEpTUKaIU3aTo-
POB ¥ MPOYMX METOA0B NO3MLMOHMpPOBaHKA. lpoueaypsbl pac-
TSXKKM JOJIKHBI BbINONHATLCA 0653aTeNlbHO NOf, KOHTpOSieM
3proTepaneBTOB WM Bpayeii Nevallero npoduns. Poautenu
1 OMEKyHbI TAKIKE JOKHbI ObITb NPOUHCTPYKTUPOBaHLI O He-
06X0AMMOCTH eXeIHEBHbIX YMPAXHEHUN Ha pacTsxkKy. [po-
LOJKUTENIBHOCTb ceaHca IPGHEKTUBHON PacTsKKM 3aBUCUT
OT KOHKPETHbIX MOTpebHOCTEN MaumeHTa, CycTaBoB M Lienei
peabunutaummn. KopceTbl peKOMEHAYIOTCA He TONIbKO AN NoA-
AEPKaHUA U YNYULIEHUS 0CAHKK, HO W NS CHATUS LOMOHU-
TE/bHOM MbILLEYHOI YCTaoCTH C KOpMyca NaumeHTa C Liesibio
YyuLLeHNs QYHKLMA BEPXHUX W HUKHUX KOHEYHOCTEN B MO-
MEeHT ux paboTbl. LLeiHble duKcaTopbl YacTo UCnonb3yoTes
Nnpu TpaHCnopTUpoBKe. CTaTyeckue, AIMHAaMUYECKUE U YHK-
LiMOHaNbHble 0pTe3bl MCNONL3YIOTCA 415 NO3ULMOHMPOBAHMS
CTOS 1, N0 BO3MOXKHOCTH, Ans pabotbl ¢ JIOK-MHCTpyKTOpOM.
MopnepKa CTOA BaXHa KaK AN1s 0bnerdeHns pacTsiKeHus
CYXOXM/bHO-CBA30YHOMO annapara HUKHUX KOHEYHOCTe!,
TaK 1 AN yNyyLleHns MOTOpHbIX GYHKLMA opraHnu3Ma 1 nog-
LEpPKaHUA MUHEepanbHOW MNOTHOCTM KoCTel, obecneyeHus
BO3MOXHOCTU BEPTUKANBHOIO Y4acTust U yNyyLIeHWs nono-
JKEHMS NO3BOHOYHWUKA W TYNIOBULLA.

Bce naumeHTbl «cupsyeii» rpynnbl 4oMKHbI 6biTb 06ecne-
YeHbl 3NEKTPUYECKUMI UHBANMAHBIMU KONSICKaMU € UHAWBU-
AyanbHOW OMOpPOi AN1Sl TeNla M CUCTEMOW CUAEHUA WK aK-
TMBHOrO TMMa Mpu XopoLuen paboTe BEPXHWUX KOHEYHOCTEM.
Cumraetcs, 4To OLeHKa MOBMIBHOCTM NauWeHTa Ans HasHa-
YEHWS MHBAJMHOM KOJIICKU C 3NIEKTPONPUBOAOM MOXET Ha-
yatbcA B Bo3pacte oT 2 net [43]. Kpecna-Konacku aktue-
HOro TMna cnefyeT Ha3HayaTb NEpBOCTENEHHO, T.K. CleayeT
NooLLpSATb NPOrpaMMbl YNpaXHeHUA U OeCTBUS, KOTOpbIE
CTUMYNUPYIOT paboTy MbILLL, MOCKOMbKY OHW MOTYT BAMATH
Ha NoAJepKaHue U ynydweHne GyHKUMM, CUMbl, AMana3oHa
ABVKEHWN, BbIHOCAMBOCTH, 6anaHca, NoOBCeAHEBHON aKTUB-
HOCTU, @ TaKKe CTeneHb Y4acTus B LUKOJe, 0BLIECTBEHHOI
LEeATeNIbHOCTU U 3aHATUAX. PekoMeHayeMble ynpayHeHus
N8 «cupsunx» naumeHtoB co CMA BKAKOYaKOT BoaHYlO Te-
panuio, KOHLIEHTPUYECKUE U 3IKCLIEHTPUYECKUE [BUMKEHMS,
a TaKe aspobHble M 0bLLeyKpennsioLLme ynpaXHeHus ¢ co-
npoTuBneHneM n 6e3 Hero. Kak 1 B ciyyae ¢ rpynnoit «e-
Xaumx» 60nbHbIX, hU3KMoTepanusa rpyaHOMN KIETKW ABNIAETCS
BA)KHOW YacTblo JleYeHUs, KOTOpYK0 HeobxoaMMo BHeJpUT,
ocobeHHo y naumeHToB co CMA Il Tna, Kak B Ka4ecTBe nNpo-
(QUNaKTMKK, Tak U Bo BpeMs BonesHu unu B nepuonepauu-
OHHbII Nepuos. MaHyanbHble TEXHUKM aHaNOrMYHbI TEXHUKaM
ONA «JIeXaumnx».

Peabunuraumsa nauueHToB rpynnbl «Xo0As4ue»

OCHOBHBIMM LieNISiMUA peabunuTauumu naumeHToB «XOLs-
Yei» rpynnbl ABASKOTCA NOALEPMKaHWe, BOCCTAHOBNEHME
UAW ynydwenue QyHKUMW, NMOABUMKHOCTM M afeKBaTHOrO
AMana3oHa CycTaBoB, a TaKKe y/ydllieHue banaHca, BbIHOC-
JIMBOCTM W CO3AaHWE NMPaBWIIbHbIX CTEPEOTUNOB [BUMKEHMIA.

lporpaMMbl ynpaxHeHun ByayT BK/OYaTh B cebs MHO-
rve peKoMeHAaLUMUu, UCTONb3yeMbIe ANS CUAAYNX MALMEHTOB,
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Ho 6yayT pobaBneHbl U HekoTopble GHOPMbI YrpajKHeHWN
Ha paBHoBecue (AMHaMWyecKue W cTatudeckue). Metopbl
PaCTSIKKM [BUMEHWUIA BKJIIIOYAIOT MAacCMBHOE PaCTSIKEHUE
M aKTUBHO-BCTOMOraTenbHble TEXHUKW. OpTesbl HUKHMX
KOHEYHOCTEN B OCHOBHOM MCMONb3YKTCA ANS MOAAEPHKKHU
MbILUEYHOrO AHTUIPaBUTALMOHHOTO COMPOTUBIEHMS, a TaK-
e (YHKUMM FONIEHOCTOMHOMO M KOMEHHOMO CycTaBoB. Pa3-
JMYHbIE TAKTMKM W NOAX0AbI AAKOT NOHUMaHMe, YTO KOPCeThl
MOTYT 1 He UCM0Jb30BaThCS BO BPEMS X0Abbbl, TaK KaK MHO-
raa oTpuUuaTeNbHO BAMAKOT Ha crnocobHOCTb nepeaBuUraThes
U orpaHnuuBaloT 3QdeKTMBHbIE KOMMEHCATOPHbIE BYHKLMM
MbILLIEYHBIX 3BEHBEB, HO MPX HEOBX0AMMOCTU MOTYT UCMOb-
30BaTbCA ANA YNYYLEHUA OCAHKU B CUASYEM MOJIOKEHUM,
XOTA C 3TUM COT/IacHbI He BCE aBTOpl.

Ina obecneyeHns QyHKUMOHANbHOW HE3aBUCUMOCTMH,
B YaCTHOCTW NPeoAO0SIeHNs 3HAUUTENbHLIX PacCTOSHUMA, Ao-
BOJIHO YaCTO PEKOMEHAYETCS MCMOo/b30BaTh KPecna-Komscku
aKTMBHOTO TUMA WM KPECNa-KoMSCKU C 3N1eKTPOMPUBOAOM.

OPTOMEAQMUYECKOE NNEYEHUE

Jleyenune aedopMaLym No3BOHOYHMKA

[lo cux nop u3-3a OrpaHMuYEHHON BbIXKMBAEMOCTU «fle-
auynx» NaUMeHTOB JieYeHWe MO3BOHOYHMKA pefKo 06-
CYX[anocb B KayecTBe BO3MOXHOTO BapWaHTa, 0c0beHHo
MpW OTCYTCTBMM CTabUNbHOM AbIXaTeNbHOW U HYTPUTUBHOM
GyHKUMK [44, 45]. TTo 3asBneHUI0 pAda aBTOPOB, MOTYT UC-
Mo/1b30BaTbCA TaMUHAPHBIE KOHCTPYKLIMK LS KECTKOW UK-
cauumm npu ycioBUK, YTO OHW He ByAYT HapyluaTh NEFOYHYI0
(YHKUMIO NOCIe UX YCTaHOBKM.

Y nauueHToB rpynnbl «cuasume» aedopMaLmy No3BOHOY-
HWKa LUMPOKO pacnpocTpaHeHbl, ocobeHHo y peten ¢ | u i
tMnoM CMA, ¢ yactotoin 60-90% 1 HayanbHLIM NPOSBNEHUEM
B paHHeM paeTcTBe [46, 47]. CkonmoTuyeckue nedopMaummn
MO3BOHOYHMKA, TaK e KaK W rpyaHoi Kudos, B pasHou cTe-
MeHu pa3BuMBaloTCs Y 60NBLUMHCTBA NALMEHTOB.

OcMOTp MO3BOHOYHMKA ClEefyeT MPOBOAMTb B paMKax
00bI4HOr0 KMHUYecKoro obcnepoBanus. Mpu nofo3pequn
Ha KMGDOCKONMO3 MPX HAKIIOHEe BMepEL M3 NOMOXeEHUs cuas
UMW CTOA PEHTTEHOTPaMMbl MO3BOHOYHWUKA B NepeLHE3aHEN
1 BOKOBOM NPOEKLMAX CNeayeT BbINONHATL B Hanbonee A0-
CTYMHOM A5l NauMeHTa BEpPTUKaNbHOM MONIOXEeHUM (Hanpu-
Mep, CMAA — Y LeTel, KOTOpble MOTyT CUAETb HE3ABUCUMO;
cton — npu CMA lIl) ana onpeneneHus U KONMYECTBEHHOM
OLEHKM cTeneHu fedopMaLuv No3BOHOYHMKA KaK B KOpo-
HapHOM, TaK W caruTTanbHOM NNocKocTaAX. Y naumenToB ¢ u i
tMnoM CMA ckonuos >20° cneayeT KOHTPOMPOBATb Kaxble
6 Mec [0 cO3peBaHUA CKeneTa 1 eXerofHo nocne cospesa-
Husa ckeneta. KopceTbl YacTo peKOMeHAYIT AN1S NOAAEpPK-
KM MO3BOHOYHOr0 cTos1ba 1 NeveHus ckommosa >20°, oco-
BeHHO pebEHKY C COXpaHAILMMCS 3HAUYUTENbHBIM POCTOM
[48, 49]. EauHOro MHEHWS 0 TUMeE KOpCeTa HeT: PeKOMEHA0-
BaHbl KaK ECTKUE, TaK U YHKLUMOHANBHO-KOpPUrH1pYyHOLLME
KopceTbl.
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Xupypruueckass Koppekuus SBASeTCS NaninaTMBHLIM
BMeLLATeNbCTBOM W HE MOXET OCTaHOBWUTb MpOrpeccupo-
BaHue aedopMaumnm no3soHouHMKa [49, 50]. Takve onepa-
LMW YacTo NoKasaHbl i coxpaHeHus banaHca TynoBuuia
B CMAAYEM MOOXKEHWUM, BbIpaBHMBaHMUA LedOPMUPOBaHHOI
rPYAHON KNETKM AS1A 0bnerdyeHns ObixaTesbHoN QYHKLUU
U ynydweHus obliero KayectBa #m3Hu [50-55]. Pewenune
0 XMpYPruyecKoM BMeLLATeNbCTBE NO3BOHOYHUKA OCHOBAHO
yalle Ha BenMumMHe UcKkpuenenms (1.e. yron Kobba ocHos-
HOW AyrM AomkKeH 6biTb =50°) M cKopocTw mporpeccupo-
BaHuaA (=10° B roa). CneayeT yunThiBaTh TaKXkKe U Apyrue
(aKTOopbl, TaKMe KaK CHUXEHWE pecnupaTopHon GYHKLMK,
Aedopmauums peébep no 30HTUYHOMY UK BoYKoobpasHoMy
TMNY, KN(O3MpoBaHMEe NO3BOHOYHOrO cTonba M Hebnaro-
NPUATHOE BNIUSHWE Ha (YHKLMOHANbHYIO MOABUKHOCTS,
HaKJIOHHOCTb Ta3a U aucbanaHc Tynosuwa. OyHKUMOHaMb-
Hble JIEroYHble Npobbl cnefyeT paccMaTpuBaTh KaKk 4YacTb
npesonepaunoHHON OLEHKW ANs OrnpefesieHnus Xupypru-
YECKOro pUCKa U NoCeonepaLMoHHOr0 fieYeHus pecnumpa-
TOPHbIX 3ab051eBaHNi. [lOCTUrHYT KOHCEHCYC B OTHOLLEHUM
TOrO0, 4YTO XMpYpruyecKoe neyeHne gedopmauum No3BoHOY-
HWKa cnefyeT OTNOMUTb 40 AOCTUMNKEHUS L4-NeTHero Bo3-
pacTa. ¥ naumeHTtoB ¢ Bo3pacte ot 8 po 10 net cnepyet
paccMoTpeTb BO3MOXHOCTb NMpUMEHEHUA «bnaronpuat-
HbIX 4N18 pocTa» MHCTPYMEHTOB, KOTOpble CTabunusnpylot
W ynyywaioT gedopMaumio NO3BOHOUHMKA, HO NO3BONS-
0T NPOAOKATL POCT MO3BOHOYHMKA [44, 50, 52, 56-60].
C uenblo YMeHbLLMTL MOTPEeBHOCTb B MOBTOPHbLIX OMepaLy-
AX, HeAaBHO B JieyeHnn 6ombHbIX CMA Bbinn npeanoxe-
Hbl pacTyLUMe CTEPXHW C MarHWTHbIM ynpasreHueM [61]
B KA4ecTBe aNbTepHaTMBbl TPASMLMOHHBIM CTEPXHSAM,
KoTopble TpebylT nocnefoBaTeNIbHOTO XUPYPruyecKoro
yonvHenus [62-65]. Yto KacaeTcs peTen B Bospacte 8-12
JIeT, XUPYPruyecKuii NoAxo[, 3aBUCUT OT KITMHUYECKUX MNO-
KasaTenien, 0cobeHHO OT 3penocTu cKeneTa W OcTaBLUe-
rocs pocTa MO3BOHOYHMKA. Y MOYTM 3penibiX NaLMeHTOB
(12 net u cTaplue) OKOHYaTeNbHbIA 3aHUIA CMOHAUNOLE3
C WUCMOMb30BaHNEM [JBOWHBIX CTEPXHEN (NaMUHApPHBIX KOH-
CTPYKUMMN, MHOTOCErMEHTHbIX KOHCTPYKLMM) LOMMEH Bbl-
MOJHATLCA € NPOLOMKEHNEM (MnK 6e3 Hero) Ha Ta3 B 3aBU-
CMMOCTM OT TOr0, AIBNSIETCS JIN Ta3 YacTblo CKONMOTUYECKOIA
Byrn [66]. PelweHne o 3aMeHe bnaronpusaTHbIX As pocTa
WHCTPYMEHTOB Ha OKOHYaTenbHbIW 3afHUA CMOHAMN0AE3
cnefyeT pellaTb B KaX40M KOHKPETHOM Cryyae.

JleyueHune pecopMauum rpysHON KNETKM

BcneacTaue nnoxoro ToHyca MblLuL, TYN0BULLA U TPYAHOM
Knetku y peteid co CMA vawe Habniogaetcs cnapeHue pé-
BepHbIX Ayr B pesynbTaTe CKOMM03a 1 fedopMaLmumn rpyaHoi
KNeTKM, T.e. 06pa3oBaHMe 30HTUYHOM MM H604KO0Bpa3HO
rpyaHon knetkm [50, 53, 54, 67-69]. PeTpocneKTmBHOE MC-
CefioBaHue AeTeil C TUMOTOHUYECKUM CKOSIMO30M, MoJyYaB-
Wwux bnaronpusTHoe ANs pocta pébep WM MO3BOHOYHMKA
0rMepaTUBHOE JieYeHue, NOKas3ano HU3KYK 3hdEKTUBHOCTb
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B yNnyulleHun gedopmaumum pébep unu ysenumueHun obbema
PYLAHOMN KNETKM [67].

JleyeHue HecTabunbHoCcTH Beapa

HecrabunbHocTb Ta3obeapeHHOro cycraBa 4acTo BCTpe-
yaeTca y naumeHtoB co CMA. B Heckonbkux 6onee paHHMX
UCCe0BaHUAX PEKOMEHLO0BANIOCh OTKA3aTbCA OT XMpYypru-
4EeCKOro BMeLLIaTeNbCTBa, CChINAsCh Ha TO, YTO NPOONepUpo-
BaHHbIN Ta306eipeHHbIN CyCTaB UMeeT TeHAEHLMIO K NOBTOp-
HOMY NMOABbLIBUXY UMW BbIBUXY, W YTO NaTtonorvs 6eapa peako
BbI3bIBaeT 6onib [44, 50, 55, 70]. OgHaKo 3TH uccnefoBaHus
He CMOr/IM 0TPa3uTb COBPEMEHHBIE XMPYPrUYecKue MeTofpl
W He OLEHWTM NaLMeHTOB MOJIOZOr0 M CPeAHEro Bo3pacTa.
OJHOCTOPOHHIOW M [1BYCTOPOHHIO HeCTabunbHOCTL Taso-
DeppeHHoOro cycTaBa crneayeT IEYNTb XUPYPrUYECKUM NYTEM
TOMbKO Y NaUMEHTOB C CUILHOM BONbIO.

JleyeHune KOHTpaKTyp CycTaBoB

KoHTpaKTypbl 4acTo BO3HMKAKOT y nauueHToB co CMA
B pe3ynbraTe YMeHbLUeHWUSi [uana3oHa ABUMEHUN, [LU-
TENIbHOr0 CTAaTMYECKOro Mo3WLMOHUPOBaHUS W aucbanaHca
MBbILLIL, arOHUCTOB-aHTaroHucToB [50, 71, 72]. ®yHKUMOHaNEHO
M CUMNTOMATMYECKW KOHTPaKTypbl MOrYT NPUBOAUTL K bomu
u nopasnaTb GyHKumMo y nauueHToB co CMA [48, 71-80].
Cnepnyet paccMaTpuBaTh BO3MOXHOCTb XUPYPru4ecKoro ne-
UEHWS! KOHTPAKTYP BEPXHUX WM HUMHWUX KOHEYHOCTEN, eciu
OHM BbI3bIBAIOT 60/Tb UMW HapYLLAIOT GYHKLMIO.

JleyeHue nepesnomMoB

M3-3a Manoi HarpysKu, 0CTeonoposa ¥ HU3KOro YpoBHS
BuUTaMWHa D nepenoMbl U3-3a Majioii MAOTHOCTM KOCTHOM TKa-
HW yacto BcTpeyatotca y Aeteid ¢ | u Il Tunom CMA. KoHcep-
BaTMBHOE JIeYeHMe C MMMObMAM3aLMen TMNCOBOM MOBA3KON
00bI4HO PEKOMEHAYETCS ANA JIEXAUMX U CUAAYMX NALMEHTOB,
HO AnuTenbHas (bonee 4 Hed) UMMOBMNM3aLMSA TMNCOBOM No-
BA3KOIA yCyryonset aTpoduio MblLLL,

3AKJIO4YEHUE

AHanus nuTepaTypHbIX UCTOYHMKOB, MOCBALLEHHBIX U3Y-
yeHuio pa3Hblx acnektoB CMA, npofeMoHCcTprUpoBan 3Kcno-
HeHUManbHbIA pocT uucna nybnukaumi 3a nocnegnue 20 ner.

CoBpeMeHHbIN YpoBEHb Pa3BUTHS METOLOB KIIMHUHECKOMN,
MHCTPYMEHTaNbHON 1 MOMEKYNAPHO-TeHETUYECKON AUarHo-
CTWKU N03BoUN chOpMUPOBaTH YETKOE NOHUMaHWE NPUYNH-
HO-C/NefICTBEHHBIX B3aMMOOTHOLLEHWH B OpMUPOBaHNM pas-
nmyHblx dopM CMA, paspabotatb KnaccuduKaumio gaHHOM
naronorum.

KnuHuuyeckuit nonumopduaM aaHHoii rpynnel 3abonesa-
HW W KpalHe TAXENOE Nporpeccupylollee TeueHue 6osb-
wuHcTBa HOPM NaTosiorun, B TOM YuCie C eTanbHbIM UC-
X04oM, 06ycnoBAMBalOT aKTyanbHOCTb bBonee AeTanbHoOro
U3y4eHWs MPUHLMMOB W METOA0B JMUArHOCTUKK, a TaKXke pe-
abunMTaLMoOHHOrO NeYeHNs U OpTONEeNYECKON NOAAEPIKKU
aeteid, ctpagaowmx CMA,
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