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CnuvHanbHas amuoTpotust BepaHura-
MNopmana (CMA) sBnsieTca HacneacTBeHHbIM re-
HeTu4eckum 3aboneBaHMeM W HacregyeTcs no
ayTOCOMHO-peLieccnsHoMy Tuny. OCHOBHOM npu-
YMHOW cnuHanbHOW amuoTpodum BepaHura Mod-
maHa sensietca mytauua reHa SMN. lMNpu pgas-
HOM 3aboneBaHuM obHapyxumBaeTCca HeOopasBu-
TMEe nepedHnx pPoroB  CAMHHOrO Mo3ra W
XapakTepusyeTcs «ny4koBOW aTtpoduen» c yepe-
AoBaHNEM aTpOUPOBAHHbIX W 300POBbIX MblLLEY-
HbIX BOJSIOKOH. YacToTa BCTpe4aeMOoCTu cocTaBrs-
eT npumepHo 1 Ha 100 Tbic. HaceneHus [1, 2, 7].

KnuHuyeckas kapTuHa 3aboneBaHus. Boige-
NS0T ABE OCHOBHbIE (DOPMbI 3ab0rneBaHus:

— BpPOXAOEHHasd, Korga yxe c nepsbix AHEN
XU3HU MMeeTCs BblpaXeHHast reHepanusoBaH-
Hasg MblWeYyHas MNOTOHUS U CHWXEeHue, BNoTb
OO0 OTcyTCcTBUSA, rMyboknx pednekcos, aucnna-

3usa cycTtaBoB. [pu gaHHon hopme 3aboneBaHus
y nauMeHTOB HabnogalTcs BPOXAEHHbIE NMOpPOo-
Kn passutmnda. 3abonesaHue nporpeccupyeTt fo-
CTaTo4yHO ObICTPO M Kk 9 rogam HacTynaet ne-
TanbHbIN MUCXOA, OOYCMOBMNEHHbIN TSHXKENOoW Co-
MaTuU4YecKon naTornornen;

— paHHss geTckas — 3aboneBaHue NposiBns-
eTcs 0o 6-mecs4Horo Bospacta. Yacto cMMnTombl
Ha4YMHalT NporpeccuMpoBaTtb Mocne MHAEKUNOH-
HbIX 3aboneBaHuin. PebGeHok HauvMHaeT yTpayun-
BaTb NOMyYeHHbIe HaBblKW: CAMOCTOSAATENBHO NOJ-
3aTb, yAepxuBaTb ronosy. [lapesbl M3Ha4yanbHO
NOKanuaylTcs B HOrax, 3aTeM OOBOSbHO ObICTPO
NepexoasiT Ha BepxHUe KOHe4yHocTu. B otnunuue
OT BPOXAEHHOW hopmMbl NporpeccupyeT 3abone-
BaHWEe HECKOJbKO MeafieHHee;

— no3gHsAs doopma — CMMNTOMbI NMOSIBASOTCS
nocrne 6 mecsaues oo 1 roga. [leTn Ha4ynHaOT BO-
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BpeMs JepxkaTb ronoBy, CToATb, NpW MNO3gHENn
dopme paxe xoguTb. CumnToMbl 3aboneBaHus,
Kak npaBuno, NposiBNSATCA NOAOCTPO, YacTo no-
crne pecnupaTtopHOn nnu NUWeBon nHgekuun. Pe-
GeHOK HaunHaeT ObICTpO ycTaBaTb, [OBWXKEHUS
CTaHOBATCA HeyBEPEHHbIMUW, YacTo nagaeT, no-
XofKa HanoMuHaeT «3aBOAHYIO Kykny». Yepes He-
KOTOpoe Bpems napesbl Nepexoasar Ha BepxHue
KOHeYHocTn. Bckope nosienstoTes auddysHble
MbILLIEYHblE aTpodUU. TOHYC MbILL, U CYXOXUITb-
Hble pedniekcbl CHWXKaTCA. TUNUYHBIMU CUMMTO-
MaMu ABNATCA hacumkynaummn asbika, bynbbap-
Hbld CUMHAPOM, BOpPOHKOOOpasHas aAedopmauuns
rPyoHON KIMETKM W UCKPUBNEHWE MNO3BOHOYHMKA.
YTpaTta cnocoGHOCTU K CaMOCTOSITENbHOW xoabbe
npoucxogut, obbivHO K 10-15 rogam.

[narHoctuka, Kak npaBuno, 3akno4vaeTcs B
OHK-gnarHoctuke, Onst BbIABAEHUS MYyTaHTHOrO
SMN rena vnun ero geneuun. B kayecTtBe gonorn-
HUTEMNbHLIX METOAOB [AWArHOCTUKW UCMOMb3YHOT:
anektpomwuorpadcuio (SHMI), Guoncuo MblLLeYHON
Tkanu [1, 2, 4, 6, 7].

Hamu Obin npoaHanuanpoBaH KIMHUYECKUA
cnyyai. NMaumeHT NaTu NeT ¢ YCTaHOBMEHHbIM K-
arHosom cnvHanbHaa amuoTpoduma BeppgHura-
MlopdmaHa, noaTBepXKOeHHOE  MOMEKYnsipHO-
reHeTM4YecKon akcnepTuson — geneums 7—8 reHa
SMN B roMo3uMrotHom cocTtosaHuu. 13 aHamHesa:
Manb4YuK pocC M pasBMBarncs COrfacHoO BO3pacTy,

nocne npususkn AKOC+nonuo-muenut B 6,5 mecs-
LieB poavTenu 3ameTunu, 4to pebeHok ctan MeHee
aKTUBHbIM, CTan MeHblle nepeBopavmBaThCA,
noaHMMaTbest Ha pydku. Mpoxoamn Kypchl nevet-
HOFO Maccaxa C BpPEMEHHbIM  YrydlleHMEM.
B 10 mecsiueB 6bin obcnegosaH B LleHTpe Mone-
KyNsIpHOWM reHeTuKe, rae Obin BbiCTaBMNEH ANArHos.
Ha OHMI — npusHakn guddysHOro nopaxeHus
MOTOHENPOHOB CMIMHHOrO MO3ra.

[aHHble ocmoTpa: [lonoxeHne BbIHYXOEH-
HOE: Ha pyKkax y poauTenen unu nexa Ha cnvHe
C pa3BefeHHbIMU Horamu. NMUTaHne NoBbILLEHHOE.
OMouunoHanbHo nabuneH. KoHTakteH. Peub ¢
anemeHTamu gusapTtpum. CoH ¢ anHod Ao 5 c. Ku-
nesmgHas fdedopmauns rpyaHon knetku. Oudp-
dy3Has rMNOTOHUA MbIlL, NPEUMYLLECTBEHHO B
npokcumanbHbiX oTaenax. CyxoxunbHble pednek-
Cbl C PYK U HOr OOCTOBEPHO He Bbi3biBatoTCA. [la-
Tonornyeckme pednekcbl: BabuHckoro ¢ obenx
HOr, XBaTaTelnbHbIA, XOBOTKOBLIN. PacuMKynsaLnm
A3blka. CuaeTb MOXeT CaMOCTOATENbHO, HEKOTO-
poe BpeMs yaep>K1BaeT rosnosy.

Hamu 6binv npoaHanuaMpoBaHbl NuTepaTyp-
Hbl€ UCTOYHWUKM, B KOTOPbIX Mbl HE HaLLnW MHAOP-
Mauum o NPUMEHEHUU dK3ockeneTa y NauueHToB C
cnvHanbHon amuotpodmen BepgHura-rodpdpmaHa.

Ha MOMeHT ocmoTpa o6beM aKTUBHbLIX OBW-
XXEHUA BEPXHUX KOHEYHOCTEW nauueHTa COOTBET-
cteoBan (Tabn. 1).

Tabrnuua 1
O61beM aKTUBHbLIX ABMKEHUI BEPXHUX KOHeYHOCTeN

BapuaHTbl MpaBas pyka, IleBas pyka, Hopwma,

LI,BI/I)KeHI/IVI B rpag. B rpag. B rpag.
lMneyeBon cycras:
crnbaHve 10-15 10-15 180
oTBeAeHne 10 10 180
JlokTeBon cycTas:
crnbaHue 60 60 0
pasrnbaHve 0 0 0

Ha ¢oTo 1 npogeMoHCTpMpPOBaHbl akTUBHbIE
OBWKEHUSI B NTOKTEBbIX CyCcTaBax.

CnepoBatenbHO, CaMOCTOATENBHO BbINOMHATL
NMoBCeOHEBHbIE OEWCTBUA MauueHT He moxeT. Ha

¢oTO 2 OTYETNMBO BMAHA AecbopMaLmsa NO3BOHOY-
HWKa 1 XapakTepHas nocagka ans AaHHbIX nauueH-
TOB. be3 nocTopoHHEN NOMOLLM 1 OMopbl NaLMEHTHI
OONro HEe MOTyT CUAETL U YOEPKUBATL rONoBY.
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B cBA3M ¢ 9TMM npy NOAOOHBIX COCTOSIHUAX
GonbHbIE 0COOEHHO HYXAarTCa B Mepax McuMxorno-
rMyeckon u coumanvHon peabunutauum [8]. MNoka-
3aHMEM K NpUMeHeHuto ak3ockeneta «IKBAP»
CNyXuUT nepudepunyecknn  napa- /MoHonapes
BEPXHUX KOHEYHOCTEN C COXpPaHEHNEM OCTaTOYHOM
cunbl B AMCTanbHbIX oTAenax pyk. MockonbKy co-
CTOSIHME NauMeHTa OTBeYaeT AaHHbIM TpeboBaHu-
AIM, CTano BO3MOXHbIM U3roTOBUTb UHAMBMAYaNb-
HbI KOPCET (HecyLas KOHCTPYKLNSA) C aK30CcKene-
ToMm «3KBAP» [3, 5, 8]. Ok3ockenet saensaetcs
opurMHanbHoln paspaboTkoin kadedpbl onepaTus-
HOW XUpyprm wn Tonorpacmyeckon aHaToMuu
BonrTMY.

[nsi gaHHOro naumeHTa Obin BbIMNOMIHEH OCO-
OGeHHbIN KOpceT B Buae kpecna noxemeHta. OH

obneryaeT uKcauMio He TOMbKO MauUMEHTa, HO U
CcaMoro Kpecna B BCNoMoraTtefbHbIX YCTPOMCTBaX
(vHBanuaHoe Kpecno, getckasi Kongacka, B AoMall-
HUX YCIOBUSX).

Tarke  Kpecro-roXeMeHT  MUHUMU3NPYET
OCEBYI0 Harpysky Ha MO3BOHOYHWK W NpenoTBpa-
WaeT JanbHenwylo KUOCKONMOTUYECKYD Ae-
cdopMaumio no3BoHo4YHMKa. Ha doto 3 npeacrae-
NEeHO Kpecno-rnoxemeHT [6, 9].

Y>xe nocne nepBoro MCNonb3oBaHWsA annapa-
Ta Mbl MONYYUNM 3HAYUTENBHOE YBEMWYEHNE am-
NAUTYObl OBWXEHWA B MNieYeBblX U MOKTEBbIX Cy-
craBax (Tabn. 2).

Ha c¢otorpacumsix 4 n 5 nokasaHo yeenudye-
HVWEe aMMnuTyabl aKTUBHBIX ABWXEHWA C NMOMOLLbIO
ak3ockerneTta «OK3AP».
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Amnnutyaa ABMXKEHUN B NieYeBbIX
M JNIOKTeBbIX CycTaBax Npu ucnonb3oBaHUM 3k3ockenete «AK3AP»

Tabnuya 2

BapuaHTbl MNpaBas pyka, MNpaBas pyka, Hopma, B rpag.
ABUXEHUA B rpag. B rpag.
lMneyeBown cycTtas
crnbaxve 90-95 90-95 180
oTBeAeHne 90 90 180
JlokTeBon cyctaB
crnbaxve 40 40 0
pasrmbaHue 0 0 0

BaxHbIM siBnsieTcst TO, YTO pebeHok B anna-
paTe MOXET CaMOCTOSITENbHO BbIMOMHATL HEKOTO-
pble NOBCeAHEBHbIE OENCTBUA: KyllaTb, MUTb, Ur-
paTb. TemM caMblM Ka4eCTBO >XU3HWN TakUX NauneH-
TOB 3Ha4YuTENbLHO ynydwaetcs [10].

HeobxoaMMo OTMETUTb, 4YTO poaUTENsIM
MarnbyMka ObINO PEeKOMEHAOBAHO MOCTENEHHOEe
yBenunyeHne BpemMeHu paboTbl B annapare, 4To Obl
He MpoM30LWo TpaBMaTMU3aUMn HEPBHbIX, CycTaB-
HbIX M MbILWEYHbIX CTPYKTYp W3-32 W30ObITOYHOM
Harpy3ku [3].

Ha paHHOM aTane MOXHO caenaTb BbIBOA, O
NMEPBOM MOSOXUTENBHOM OMbITE MPUMEHEHUS 3K-
3ockeneta «OK3AP» npu cnvHanbHOM aMmoTpo-
¢umn Bepanura-I'ocbdpmaHa B kavecTBe AornonHe-
HMS K Ga3nMCHOM Tepanun OCHOBHOro 3aboneBaHus.
Annapat npegoTBpaliaer OPMUPOBAHNE KOH-
TPaKTyp CyCTaBOB, a Takke TpeHWpyeT cobCTBEH-
Hyl0 MycCKynaTtypy.

OaHuM n3 BaxkHenwWnx acpbdeKkToB ABnNseTcs
3HaA4YNTENbHOE YyBENMYeHWe [fABuraTenbHOW ak-
TMBHOCTW, KOTOpPOE CNOCOOCTBYET YMEHbLLEHWUIO
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3aBUCYMOCTU OT MOCTOPOHHEN MOMOLLM U coLma-
nu3auum nauveHTa B obLiecTse.
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