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NHCTUTYT
HEBPOJIOTM, NCUXNATPUN N HAPKOJTOTMN AMH
YKPAUHDbI:
yn. Ak. MNaBnosa, 64, XapbkoB, YKkpauHa, 61068
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TenecoH: +38 (057) 731-31-21
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Llenb ®oHpa: comenctaue B MOAYYEHUN MEOULMHCKOM,

(b1HAHCOBOW, COLMANbHO-NPABOBOM, MCUXONOMMYECKON, MO-
panbHol nomoLy 6onbHbIM CMA 1 YneHaM nx cemen.

3apaum ®oHpa (kpaTko):

cofencTBme B pelleHnn npobnem 6onbHbix CMA Ha rocy-
LLApCTBEHHOM YPOBHE;

3almTa npaB 60nbHbLIX CMA 1 YNEHOB NX CEMEN;
OKa3aHWe BCeCTOPOHHEN nomMolm bonbHbeiM CMA, copen-
CTBME B CO3[aHWUM OMTUMabHbIX YCNOBUIA KakK ANns nede-
HWs, Tak U Ans obyyeHWs, Tpyaa, OTAbIXa U COLManbHOM
aflantaluuy, npuaasasi 0coboe BHVMMaHME AETAM W MOf-
pOCTKaM;

NoAdepXKa MnporpamMm 3MEKTUBHOMO fleYeHns OeTen,
BonbHbIx CMA;

opraHu3aums obLieHUs 1 B3aumonomMoLy 6onbHbix CMA
1 YNeHoB MX cemen

cOop, coxpaHeHMe, aHanM3 U OOMEH  OTKPbITOM
MHdopMaupen no npobnemam CMA Kkak B YKpavHe, Tak v
3a pybexom;

npuBneveHne oOLWECTBEHHOCTU, Hay4YHO-MCCeNoBaTENb-
CKUX, MeLULMHCKNX YYPEXOEeHN, Bpaden, yyeHblx, cne-
LManm1CToB Ans BHEAPEHWA HETPAANLMOHHbBIX METOLOB fe-
YeHMsl, KOTopble 3apeKOMeHA0BaNN Cebst MONOXUTENBHO.

XAPbKOBCKUW
BNAFOTBOPUTENbHbIN ®OHJ,

AETH 3
CO CMUHANBLHOMN MbILEYHOMN
ATPODMEMN

obbeanHeHne poauTenen
peTen-vHeanunpaos, 6onbHbIX CMA

CNMMHAJIbHAA
MbIWEYHAR
ATPODNA

(kpaTKaa nHdpopmauumsa)

=

Families of SMA

r. XapbKoB



BHe 3aBMCMMOCTM OT TOro fiBMseTeCh N Bbl YneHoM
ceMby bonbHOro co CMA nnm nmeete K Takomy 00fbHOMY
Kakoe-nmbo MHoe OTHOLEHMe, Ball MHTepec K 3ToMy 3ab0-
neBaHwWio 0bycrnoBneH xenaHneM ybeanTbcs B TOM YTO fiMa-
FHO3 MOCTaBMIEH BEPHO W Ans fledeHns 6onbHOro Obianm mnc-
MOSb30BaHbl BCE CYLLECTBYIOLLME BO3MOXHOCTL. N5 nofen
nMetoLLmX oTHoLweHne kK CMA, ocHoBHOW NpobnemMon sBns-
eTcs «MHOPMALMOHHDIN BaKyym», 0OYCNOBMEHHbIA NAOXOM
MH(OPMUPOBAHHOCTbIO Bpayel 0 peakux 3aboneBaHmUsX 1
OTCYTCTBMEM CMELMANN3UPOBAHHBIX MEANLIUHCKNX U APY-
TMX OpraHM3auMn — «LEeHTPOB», KOTOpble 3aHMManuch Obl
npobnemamu 6onbHbIX o CMA.

HecMoTps Ha pefkoCTb 3TOro 3aboneBaHus, LOCTUXeE-
HUS TEHETVKN U MOMeKYNSpHOW BUONorMmM nocnefHux net
0any MOLLHbIA TOMYOK K NOMcky MetofoB fledeHns CMA.
C Opyron CTOPOHbI, T'YMaHUCTUYECKME LLEHHOCTM, KOTOpble
[EeKNapupyioTCs 1 NOCTENEHHO BHEAPAIOTCSA B XM3Hb COBpe-
MEeHHOro obLLeCTBa, rMacsaT - Kaxzas Yenoseyeckas Xu3Hb
HeOLEHNMa U e€ COXpaHeHWe [OCTOMHO MIoObIX YCUANN.
Haw ®oHp HaxoauTca B TeCHOM COTpyaHu4YecTBe C EBpo-
NEeNCKOM CeTbIo HEPBHO-MbllLEYHbIX 3a0oneBaHn — TREAT-
NMD, Bcemu opraHm3aLmamMm M1pa, NPU3BaHHbIMK PELLNTD
npobnemy CMA, 1 npeafiaraeT pa3HOCTOPOHHIOK W KBa-
(OULMPOBAHHYIO MOMOLLb B OTHOLLEHWW NpobneM, BO3HMKa-
toLLMX Y BonbHbIX cO CMA.

CnuHanbHas MbiweyHasa Atpodusa (CMA) — 6o-
Ne3Hb MOTOHENPOHOB, PACMONOXEHHbIX B NepedHEM pore
CMMHHOIO Mo3ra. Mictopus onvcaHuns 6onesHu HauMHaeTcs
c1891rona, korna Werding coobunn 06 o6Hapy>KeHbIX UM
COYeTaHHbIX MAaTOMOPMONOrMYECKMX M3MEHEHWSX Pa3nY-
HbIX TPYMM MbilL, neprudepruyeckmx HepPBOB U CMMHHOIO
MO3ra, rae BbISBNANaCb CUMMETPUYHAsA aTpodus KINeTok
nepegHMX PoOros 1 nepegHunx kopelwkos. B 1892 rogy Ho-
ffmann obocHoBan Ho30M0rMYeCKyID CaMOCTOATESIbHOCTb
JaHHoro 3abonesaHus. B 1956 rony Kugelberg n Welander
BbILENNAV HOBYIO HO30M0rn4eckyio opmy CMA, koTopast
XxapakTepu3oBanacb bonee NO3LHNUM Ha4anoM U OTHOCU-
TeNbHO [0OPOKAYeCTBEHHbIM TeYeHVEM MO CPaBHEHWIO C
paHee onmcaHHoM dopmon. B 1995 r. Hahnen nokannso-
Ban reH SMN OTBeTCTBEHHbIN 3a pa3BuTMe BoNe3Hu, 4To
NO3BONWMO [LOCTOBEPHO AnarHoctmposatb CMA 1 paspa-
DaTbiBaTh Pa3MyHble CTPATErUM NTEYEHUS.

Mpu CMA B nepByio o4epefb CnabeioT MblLLLbI Ty10-
BULLIA 1 NPOKCMMaNbHble (Haxodsaumecs BAnxe K LEHTPY
Tena) MbllLbl KOHEYHOCTEN, Mo Mepe OTAANEHWs K nepu-
depuu (OucTanbHee) cuna MblllL, CTPaaaeT MeHbLUe, pyKu
CTPafaloT MeHbLUe YeM HOrm. YyBCTBUTENIbHOCTb COXpa-
HAETCS MOJSIHOCTbIO, TakXKe KakK WU NHTENNEKT, ecTb Habnto-
fenns, y1o getn co CMA 3ameTHO bonee oOLWMTENbHbBIE 1
fPKME NIMYHOCTU, YeM BOSbLIMHCTBO UX 340POBbIX CBEp-
CTHUKOB.

KPATKUE OAKTbI:

JedekTHbIN reH onpefenstowmn passutre CMA aBnseTcs
04eHb PacnpoCTpaHeHHbIM (HECMOTPSt Ha PEeAKOCTb caMon 6o-
ne3Hu). CMA HacnefyeTcsi No ayTOCOMHO-PeLLeCMBHOMY TUMY, reH
KapT1pPOBaH Ha 51 xpoMocoMe 1 HasbiBaeTcst SMIN (survival mot-
or neuron). ledekTHbin SMN-reH BcTpedaetcs y 113 40 niofen B
obLLen NonynsLumm, ofHaKo Ans BO3HUKHOBEHMS GonesHy pebe-
HOK JOMXKeH YHacNenoBaTh ABa AedeKTHbIX MeHa OT KaX4oro 13
poauTenei. BeposiTHOCTb poxkeHns 6onbHOro pebeHka B ceMbe
HocuTenen — 25%, C BeposTHOCTbIO 25% pebeHoK yHacneayeT ot
KaX[0ro 13 poauTenein HopManbHbIe reHbl 1 C BeposiTHOCTbI0 50%
pebeHOK POLMTCS 300POBbIM HOCUTENEM NATONOMMHECKOrO reHa.

OCHOBHAS KJTIACCUDUKALIANA,

30BaHWA MHBaNMAHOro Kpecna. HayvHaeTcs 3aboneBaHve
nocrie 18 Mecaues, MHOTAA BO B3POC/IOM BO3pacTe.

Tun 4, B3pocnas dpopmMa H6oNe3HU CUMMTOMbI, KOTO-
pow nNposBAsioTcs nocne 35 net B BUAe cnaboctu B pyKax,
HOrax v fi3blke MOCTENeHHO PACNPOCTPaHSIOLLENCS Ha APY -
rme 4acTu Tena.

B3pocnoe Havano CMA cBsizaHHOe C X-CLenIeHHbIM Ha-
Cflef,0BaHMEM M3BECTHOE TakXe Kak cMHOPOM KeHHenu mnu
BynbbapHas MbileyHas aTpodms NPOSBNAETCH NOPaXKeHNeM
MbILLLL INLA U A3bIKa, PacLUMpPeHneM rpyaHOM KNeTKK, NceBs-
LornepTporen MKPOHOXKHBIX MbILLLL, TMHEKOMacT1en. [Ans
3TON (POPMbI XapaKTEPHO MefSIeHHOe NPOrpeccnpoBaHye.

YTO MPOUCXOAUT NPU CMA N KAKOI
nyTb ANg PELLUEHUA NMPOBJIEMbI?
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Tun 1, vnn GonesHb BepauHra-fobdmaHa — Han-
Oonee HebnaronpusaTHas opma CMA, 4To 00yCnoBNEHO
PaHHUM BO3HWKHOBEHMEM MbilliedHon cnaboctn (Mexay
poXAeHNeM N 6 MecsaLaMm) 1 NnopaxeHnem Mbiwl, obe-
CNeYMBaIOLLMX AbIXaHMe, COCaHME U FoTaHMe.

Tun 2, Gonee gobpokadecTBeHHbIN BapnaHT CMA.
[leTn LocTmraloT cnocoOHOCTN CaMOCTOATENBHO CMAETL UK
Zaxe cToaTb (C NoAaep>Kom), MpreM NULLK, Kak Npasuio,
He 3aTpyaHeH. ONacHOCTb ANs TakMx AeTer NpeacTaBasior
VMHMEKUNN AbIXaTeNbHbIX MyTen, KOTOPble NPY HeNpaBmib-
HOM JIE4EHUM OCIIOXKHAIOTCA MHEBMOHMWEN U MOTYT UMETb
daTanbHbIn ncxod. MpossneHns aton popmel CMA BO3HM-
KaloT B BO3pacTe mexnay 7 1 18 mecauamu.

Tun 3, Takxe n3BeCTHbIN Kak 6onesHb Kyrenbbepra-
BenaHaepa nmeeT Hanbonee XopoLLIWIA NPOrHO3 B OTHOLLIE-
HUW XXM3HM. OIHAKO, HECMOTPS Ha TO, YTO OONBHOM MOXET
CaMOCTOATENIbHO CTOSTb W JaXe NepedBUraTbCsl, BbIpaXkeH-
Hasl cnabocTb B HOrax NPUBOAMT K HEOOXOANMOCTU UCMOMb-

Psif, NpenapaToBs, yBeNM4MBaloLLMX 3KCnpeccuio reHa SMIN,
HaXOLOATCA B KIIMHUYECKMUX UCMbITaHUSAX. BKI0YeHMe NaumeHToB
AN Y4aCTUS B UCTITAHNAX OCYLLIECTBAAETCS Yepes YKPauHCKIM
HaLLMOHAaMbHbIN peecTp nauueHTo co CMA. 3a fononHWUTeNb-
HOW MHdopMaLmen obpatuantecs B QOHJ, 1 cneamTe 3a 0b-
HOBJIEHUAMM Ha HALLIEM CaliTe WWW.CSma.org.ua.

CMA — reHeTn4eCcKoe HapyLUeHWe, B pesyibTate KOTOPOoro
NornbaloT MOTOPHbIE HEMPOHBI CMMHHOMO Mo3ra. CMA BbI3Ba-
Ha MyTaumen B Yactv [IHK, Hecyuien reH SMIN1, KoTopbIv npo-
n3soanT SMN-6enok. M3-3a MyTaLmm reHa, y niogen co CMA
NPOW3BOAMTCA MeHbLLee KonmdectBo SMN Gerka, HeoCTaToK
KOTOPOro NPUBOAMT K rMbeni MOTOPHbIX HePOHOB. Mpr CMA
COCTOSIHME MOXET ObITb CTABUINN3MPOBAHO M HaCTUHHO YITyY-
LEeHO 3a cHeT yBennYeHns yposHsa SMN-0erka. Lienb M1poBbIx
MCCNefoBaHU COCTOMT B CO3AaHWUM MPenapaTtos, YBenuyu-
BatoWMx ypoBHU SMN-0enka, 3alMLLAIoLMX MOTOHENPOHBI.
Ewie B 2005 roay 3a pybexkoM HauaThbl KNMHUHeCKne UCnbITaHNs
3KCNepUMeHTabHbIX MPenapaTos, AAOLWMX LLIAHC Ha XM3Hb.

Yo HY)XHO 3HaTbL Oy AYLLMM POAUTENSIM, KOTOPbIE XOTAT
UMeTb pebeHKa 1K yKe MMetoT pedeHKa, AMarHOCTMPOBAHHOO
co CMA? CnpalwmBanTe Baluero Bpada KOHCybTaHTa O NOPSA-
Ke NpoBeeHNs MONEKYNIAPHO-reHETUHECKOro aHanM3a Ha ycTa-
HOBJIEHME NPeLNoNaraeMoro HoCUTENbCTBA AeheKTHOro reHa.
Kpome Toro, npu yCTaHOBIEHHOM HOCKTENBCTBE LedEKTHbIX
reHOB Y POAMTENEN 1 MOBTOPHOM OepeMeHHOCTM HeobxoanMa
obsi3aTenbHas nNpeHaTanbHas AMarHOCTUKA Ha PaHHKX CPpOKax
HepemeHHOCTI (00ObIMHO, [0 14 Hemenb). MoMHKTe, YTO Ha Bac
NEXUT OTBETCTBEHHOCTb 3a 3[10p0Bbe OyAayLero pebeHka.

Ocoboe BHMMaHWe crieflyeT 06paTiTb Ha TO, YTO OOMbHbIE
CMA Hy>x[aloTcs B cneumanbHOM AMeTUHeCckKoM NTaHuK, Nog-
JEPXMBAIOWEN TePANMM N MHOMUX OPYrMX MONeYUTENbCKMX
nencrteumax. KonmyectBo BOMPOCOB PacTeT, Kak CHEXHbIM KOM
~ TONbKO OMbITHBIA Bpay W1 4neHbl Halwero MoHga MoryT no-
MOYb COPUEHTUPOBATLCA BO BCEX MpobnemMax.

Mpesnaent @oraa, Buranuit Matiowerko



