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01.1eHKa pe3yJlbT8TOB ne'-leHMR na1.1MeHTaMM8 

§ SMA-FRS
-

Y Y'-IBCTHMKOB OTMe48JlOCb 

cy6beKTMBHOe yny'-lweHMe, B TOM 

4111cne pacw111peH111e A111anaaoHa 

8KTll1BHblX AB111>KeHll1M naJlbl.leB 

111 Kll1CTe'1, nOBblWeH111e rpOMKOCTIII 

ronoca, yny4weH111e AB111>KeH111'1 

4emocrn 111 yny4weH111e pe4111; 

STIii 1113MeHeHll1R OTJ111148Jlll1Cb 

OT 3aper111cTp111pOB8HHOro 

ecTeCTBeHHOro Te4eHll1fl 

aa6oneBaH111s:1,KoTopoe 

conpoBO>KAaeTcs:1 

nporpecc111py10�e'1 6ynb6apHo'1 

A111CQJYHKL.1111e'1 111 CHll1>KeH111eM 

BO3MO>KHOCTll1 OTKpblB8Hll1R pTa1 

«ne>Ka4111e» na4111eHTbI «C111Afl4111e» na4111eHTbl «XOAfl4111e» na4111eHTbl 

1,36 2,25 -1 97
(-2,31, 5,03) (-2,33, 6,83) (-7,78, 3,85) 

n = 11 n = 11 n=S 

1,95 3,92 18,25 
(-4,84, 8,74) (-4,54, 12,38) (6,86, 29,64) 

n = 10 n = 10 n=S 

-7 63
' 

-1 12
' 

-7 79
' 

(-16,83, 1,58) (-12,04, 9,81) (-22,42, 6,83) 
n = 11 n = 10 n=S 

0,69 2,88 0,51 
(-1,67, 3,04) (0,56, 5, 19) (-1,98, 3,00) 

n = 13 n=9 n=9 

Pe3ynbT8Tbl ou.eHKM 6e3onaCHOCTM 

He'-IBCTble HSI BKJll048Jlll1 60Jlb B MeCTe 

BBeAeHll1fl, TOWHOTY/PBOTY, roJ1OBOKpy>KeH111e 

111 TpeBO>KHOCTb 

Coo6�aJlOCb O ABYX CJ1Y48RX nerKOM 

TPOM604111rnneHll1111, KOTOpble paapeWll1Jlll1Cb 

caMOCTOf!TeJlbHO, 111 0 3 cny4as:1x 

npeXOAfl�eM 6on111 B KOHe4HOCTflX, 

He CBfl38HHOM C npo4eAypo'1 nn 

HSI BCTp8'-18JlMCb peAKO, 6b1Jlll1 nerKll1Mll1 

111 npeXOAfl�ll1Mll1, paapeWll1Jlll1Cb 6blCTpO 

111 6e3 AOnOJlHll1TeJlbHOro BMewaTeJlbCTBa 

Cny4aeB rillAPOL1e¢an111111, KpOBOTe4eHll1fl/ 

KpOBOnOATE!KOB 111Jlll1 no4e4HOM 

HeAOCT8TO4HOCTll1 BblflBJleHO He 6b1Jl0 

4eTbIpe na4111eHTa npeKparnn111 ne4eH111e 

AOCpO4HO: no Jlll14HblM np1114111H8M, HeCMOTps:1 

Ha ycneWHblM peayJlbTaT ll1HbeK4111'1 (n = 1); 

HaM6onee '-IBCTble HSI: 

ro/lOBHASI 60/lb npM nn

B CBs:13111 c orpaH1114eH111eM cTpaxoBoro 

BO3Me�eHlllfl 111 OTCYTCTBll1eM 

scjJcjJeKTIIIBHOCTIII Jle4eHlllfl no 

cy6beKTll1BHOM O4eHKe (n = 2); 

BCJleACTBllle paapaCTaHlllfl KOCTHOM 

TK8HIII B eA111HCTBeHHOM BO3MO>KHOM 

MeCTe AOCTyna Aflfl BblnOJlHeHlllfl 

111HTpaTeK8JlbHblX ll1HbeK4111'1 (n = 1) 

BblBOAbl 

aBTOpa 

3TO VICCJ1eAOBaHV1e nOATBep>K,QaeT 6eaonaCHOCTb M nepeHOCMMOCTb 

HYCMHepceHa B reTeporeHHOIII rpynne sapoc11b1x nm-1V1eHTOB co CMA II VI Ill TVlna 

B 803pacTe OT 17 AO 66 JleT B YC/lOBVlflX pea/lbHOIII KJlVIHW-leCKOIII npaKTVIKVI. 

OTMe4a/laCb TeHAeHI...IVlfl K y11y4weHV1IO noKa3aTe11e111 ABVlraTe/lbHOIII cpyHKI...IVIVI, 

01...1eHKVI peay/lbTaTOB 1le4eHVlfl na1...1V1eHTaMV1 VI pecnVlpaTOpHblX noKa3aTe11e111. 

3TO n0380/lfleT npeAnO/lO>KVITb, 4TO HYCMHepceH MO>KeT scpcpeKTVIBHO 

npVIMeHflTbCfl y 83pOC/lblX na1...1V1eHTOB co CMA, B TOM 4VIC/le y CVl/lbHO

oc11a611eHHblX 83pOC/lblX na1...1V1eHTOB co CMA.

acpeAHflfl (95% A�) CK0P0CTb H3MeHeHMfl B roA. bOTPMU.aTenbHOe 1,13MeHeHMe YK83blBaeT Ha ¢YHKU.VIOH8JlbHOe y11y4weH111e. T6MX - Teer C 6-MHHyrHoVI XOAb6oVI; CHOP-ATEND - WKaJla AeTCK0VI 60JlbHMU.bl <t>1-1J1aAeT1b¢,"1"1 
AJUI 04eHKl,1 ABHraTe.nbHblX cl>YHKU.Hlii npvi HeliipOMblW84HblX aa6011eeaHlo1flX y 83p0CJ1blX; ¢>}!(En - cj)opc1,1poeaHH8fl )1{1,13H8HH8fl 8MKOCTb 118rK111x; HFMSE - pacw1,1peHH8fl WKa.na 04eHKl,1 ABMraTe.nbH0VI <l>YHKU.1-1111 60/lbHHU.bl 
XaMMepCM"1T; nn - moM6a.nbH8fl nyHKL..\"1fl; MEP - M8KC"1Ma.nbH0e 3Kcn1,1paT0pHoe A8B.neH1,1e; MIP - M8KC"1Ma.nbH0e "1Hcn1,1paTOpHoe A8B.neH1,1e; H/n - Henp"1M8H"1M0; RULM - nepeCM0TpeHHbllii M0AY.nb 04eHKl,1 AB"1-
raTe.nbH0lii (pyHKL.1"1"1 BepXH"1X K0H84H0CTelii; CMA - cn1,1Ha.nbH8fl MblW84H8fl aTpo(p1,1s:i; SMA-FRS - 6a.n.nbH8fl WKa.na (pyHK4"10Ha.nbHOlii 04eHKl,1 np1,1 cn1,1Ha.nbH0lii MblW84H0lii aTpocp1,11,1; TUG - TeCT C BCT888H"18M co CTY.na 
• XOAb6oa c OTC40TOM BpeMeH•. 1. Wadman R.I.. et al. Neurology. 2014; 83 (12): 1060-1066. 
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