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[n3aiiH uccnegoBaHua 1 NaLUeHTbl

MHoroueHTpoBoe OGCGpBaLI,VIOHHOG
NpoAoJibHOE nccnefoBaHmne ¢ ydactuem
prrIHOVI KOropTbl NauneHToB 13 tanun

111 peten n B3pocnbix co CMA Il unm lll Tuna nonyyanu nevexHve
HYCMHEPCEHOM B TeyeHue =24 MecsLeB; Ha UICXOAHOM YPOBHE
BCe NauMeHTbl orpeAeNieHbl Kak paHee He MosyyaBLume evyeHne

OLLeHKY QS,N\SE Q»\,N‘ Llenu uccnepgoBaHus
dl) d) d) d) d) d) no HFMSE n RULM Coo6LWMTb faHHble 0 NnaumeHTax co CMA, nonyyeHHble
‘ B ’ ~~~~~~~~ 12 | 24 NPOBOAMSIN HA UCXOLHOM B peasibHOM K/IMHWUYECKOIN NPaKTUKe, Y CPAaBHUTb
MECALER MECAUA | ypOBHe, Yepes 12 MecsiLeB UX C UMEHOLLIMMUCA AaHHBIMU, NMOJTyYEHHbIMM
1 Yepes 24 Mecsla Nz N - 80 Mpwv U3y4YeHUM eCTECTBEHHOO TeYeHUs 3a6o1eBaHus
MCXOAHble XapaKTepUuCcTuku
Bce CMAIllTuna CMAIIl Tuna Bce CMAIllTuna CMAIIl Tuna
n=111 n =46 n=65 n=111 n=46 n=65
Myxckoi non (%) 4 2 4 4 «C N )
60 (54) 5 (54) 35 (54) ‘ (Z/I:;,FI‘-WIG naumeHTbl 61 (55) 38 (83) 23 (35)
Meauana (Q1-Q3) 12,51 6,66 17,86
BO3pacTa, T. (6,12-25,79) | (3,89-12,23) |(11,23-39,87 « N
) n)((;,:)lﬂqwe naumneHTbl, 41 37) 0 0,0) 41 63)
Bospact <18 net,n (%) | 73 (66) 40 87) 33 51)
Meavana Meauana (Q1-Q3) 24 8,5 43
(Q1-Q3) Bospacra 7,86 594 11,23 oueHky no HFMSE (9,5-46) (3-16) (26-52)
& nonynaunn peten, r. | (4,66-12,32) | (3,62-10.48) | (6,44-13,93)
Jlexxaune» nauymeHThbl Meauana (Q1-Q3) (1 62785,—536) (1 J—?éF;S) (283—27)
n (%) ' 9 (28 8 (17) 1 (15 ouetiki o RULM n =80 n=26 n =54
CpepHue (SD) nokasaTtenu oueHKU No GyHKLUOHANbHbBIM LUKa/laM
Ha UCXOZHOM YPOBHE U U3MeHeHue Yyepes 12 u 24 mecsua
Q&N\SE . . . Q.\)\,M . . . . . .
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B |- 12 |- B 12 24
MECALEB | MECALEB | MECAUA
Nz OLLEHKA U3MEHEHUE W3MEHEHUE N =80 OLLEHKA UW3MEHEHUE W3MEHEHUE
CMA Il Tnna: ) CMA Il Tuna:
BCe 1 016 1 ;6 1 19 BCe 1 452 1 12 1 16
gk n=46 (910) (317) (4!6) gilgie n=26 (713) (218) (311)
CMA Il Tuna: CMA Il Tuna:
\C#ﬁr'\\’ «nexaumer» 0,6 0,7 0,6 \C#r ~_ “1exaumer 4,5 1 '8 1 ,3
o o ”a”"'e”“%' (0,7) (1,5) (1,3) o o ”a””e““’é (4,7) (1,6) (2,5)
n= n=
CMA Il Tnna: CMA Il Tuna: .
R Comwe| 12,7 | 7187 | 7227 | | R Cowwe| 171 | 10 | (1,7
~\ nawmeHTbl (8,5) (4) (5) ~\ naumeHTbl (5,1) (3,1) (3.4)
o n=238 ° n=20
1l Trn: ) I Tn:
AR " 95 | o9 | 1st | B M 315 | 00 | -0
TNAT n=65 (17,0) (4,7) (4,8) goldn n=54 (7,2) (2,0) (2,1)
CMA Il Tuna: CMA 1l Tuna:
& HeCrnoco6Hble 22,2 0,5 -0,1 & HeCnoco6Hble 26,8 0,2 -0,3
N XoAUTb (10,9) (4,7) (4,6) N X04nTb (8,9) (1,9) (2,8)
o n=24 ° n=33
CMA Il Tuna: CMA Il Tuna:
CMOCO6HbIe 49,7 1,1 2,4 CMOCOGHbIe 34,5 —0'1 0'1
}\ xo.qML: (10,4) (47) T@7 }\ XOF'-“;’ (3,6) 21 (1,6)
n= n=




CpaBHeHue ¢ naumMeHTaMu, He Nosy4yaBLUMMMU ledeHue (ecTecTBEHHOe TeuyeHue 60ne3Hn)

CMA Il Tuna Q&N\SE CMAIIl Tuna QS’N\SE
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n= (11) (1) (19) (24 9 © 7)) (12 (6 (6) (14) (18) n= (100 (10) (19) (24) (10) (10) (16) (9) (34) (34) (13) (20)
5-9 net 10-14 net >15 net 5-9 net 10-14 net >15 net
Cpep,Hee N3MEHEeHNe Cpe,que NU3MeHeHne Cpe,que N3MeHeHne CpenHee N3MeHeHne

3a 12 MecsiueB y NoyyaBLUNX
NleyeHvie naumeHToB

3a 24 mecsiLa y NosyvaBLLNX
nevyeHue NaLneHToB

3a 12 MecsiLeB Y He Nony4YaBLUKX

NievyeHue naumeHToB

3a 24 mecsiua y He NoslyvaBLUNX
nevyeHune naumeHToB

Pasninune Mexay nonyyasLUMMK U HE NONYYaBLUMMM leYeHI e NaLmeHTamu B oLeHke no wkane HFMSE v no RULM Yepes 12 1 24 MecsLa 6b110 3HauuMbIM (p <0,05) He3aBUCKMO OT BO3PACTa, 3@ UCKIOYEHUEM OLIEHKM

no RULM uepe3 24 mecsiua y naumeHTtos co CMA Il Tuna

OLleHKa KOHEYHbIX ToYeK:

OCHOBHbI€ BbIiBOAbI N0 BO3PaCTHbIM rpynnam

Pe3ynbratbl
OLleHKU 6e30nacHoCTH

—

Q&““SE Pasnuune B oueHke no wkane HFMSE QOVM EAMHCTBEHHBIM [aHHble
yepes 24 MecsiLa 6bI/10 3HaYUMbIM pasnuynemM B BO3PaCcTHOM 110 6e30MNacHOCTH
y NaLMeHTOB B BO3pacTe <5 net unu noarpynne 10-14 net B 9TOM
co CMA Il Tuna (p = 0,009), unu co CMA co CMA Il Tuna 6bina nccneaoBaHmm
Il Tvna (p = 0,043), HO He B MoArpynnax ouerka no RULM yepes He NpeACTaBeHb!
60siee cTapLlero BospacTa 12 mecsies (p <0,05)
BbIBOAbI Pe3yanaTb| AaHHOro uccnegoBpaHusa NnoaATBEPXAakOT HACTYMJ/1eHNE yny4dlleHusa yepes3
aBTopa 12 MecqueB y nalMeHTOB, NnojiydyaBLUMX JieHeHNUe HYCUHePCeHOM, a TaKXe AaﬂbHeﬁl.uee

ynyJllieHune 4yepes 24 mecsia. 3T AaHHble COOTBETCTBYHOT pe3yJibTaTaM KIIMHUYECKOro
\/ ncenenoBaHnA U JaHHbIM peaanon KJIMHWYECKOM I'IpaKTI/IKVI1'4.

[Mpn cpaBHEHUW 3TUX Pe3yNbTaTOB C AAHHbBIMU, MOYYEHHBIMMW MNPU N3YYEHUU ECTECTBEHHOMO
TeyeHns 3aboneBaHus, OTMeYany 3HaYMMOoe pasnimyre B olieHke no wkane HFMSE 1 B Lenom
3Haunmoe pasnunuue B oueHke rno RULM kak vepes 12, Tak 1 yepes 24 mecsila, Mexay
naumMeHTamMu, Nosly4yaBLUMMM HYCUHEPCEH U HE MOJTyYaBLUNMM JIEYEHME.

YnyJduieHve B 06LLEN KOropTe NaLUMeHTOB 3a Nepuog 0T UCXOAHOMO YPOBHS 10 24 MecsLeB
Hab1to4anoch NPenMyLLECTBEHHO 3a CYET KOropThbl 60/1ee MajLLIero Bo3pacTa.

3HauYMMble U3MEHEHNsI OTHOCUTENIbHOO UCXOAHOrO YPoBHSA (p <0,05) BblAeneHbl MyHKTUPHOM NIMHWEN. B — UCXOAHbIN ypoBeHb; HFMSE — paclumMpeHHas WwKana OLeHKW ABUraTenbHoM hyHKLUUM 60MbHULbI XaM-
MepcmuT; Q1-Q3 — 1-3 kBapTunK; RULM — nepecMOTPeHHbI MOAy/b OLeHKU ABUraTesibHON GYHKLMM BEPXHUX KOHeYHocTeil; CMA — crnMHanbHas MbllweyHas atpodus. 1. Darras B.T,, et al. Neurology. 2019; 92
(21): €2492-e2506. 2. Mendonca R.H., et al. J. Neuromuscul. Dis. 2021; 8 (1): 101-108. 3. Konersman C.G., et al. Neuromuscul. Disord. 2021; 31 (3): 183-193. 4. Coratti G., et al. Orphanet J. Rare Dis. 2021; 16 (1): 430.
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