lMpuMeHeHne HyCMHepCceHa AN IevyeHus

CNUHaNbHOW MbILLEYHOWU aTpodUM y B3pOChbIX

J[n3aiiH uccnepoBaHus & McxogHblie B OueHka
W NMaLUeHTbI XapaKTepUCTUKM KOHEYHbIX TOYeK

PesynbTaTbl OLeHKK & BbiBoAbI & Cnimcok &
6e30MacHOCTH aBTopa COKpaLleHni

n3aiiH uccnepoBaHus U NaLUeHTbl

[NpocnekTnBHOE HabnogaTenbHoe
MHOrOLIeHTPOBOE NPOA0JIbHOE
nccnegoBaHue, nposefeéHHoe CeTblo
LEeHTPOB K/IMHNYECKUX UCCneaoBaHnn
HEMPOMbILLEYHbIX 3a601eBaHWI Y [ETEN

42 nauueHTta =217 net co CMA
Il vaun lll TMNaA

KrnvHuyeckme oLeHKM B Havane
neyvyeHns n kaxable 4 mecsaua
npu cpeaHer (AnanasoHr)
NPOACHKUTENBHOCTH NTEYEHUS
12,5 (3—-24) mecsiua

Llenu uccnepoBaHus

*  3MeHeHna KIIMHNYECKNX
nokasaTtenen KOHEYHOM TOYKN

+ besonacHocTb
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NMpuMeHeHne HyCUHepCceHa ANA NleYeHUs
CNUHaNbHOW MbILLEYHOWU aTpodUM y B3pOChbIX

"3 (oo 8 (e o) (G ) (e, )
UcxopHble XxapaKTepUCTUKM
CpeaHsas (AManasoH) oLieHka 18,2 (0—-37)
O6uee KON-BO MaLMUEHTOB, N 42 no wkane RULM n =41
c 3 CpepHsas (AnanasoH) oLeHKa 23,4 (5-42)
peaHUKn Bo3pact —_ no wkane CHOP-ATEND =
(BnanasoH) UCXOAHO, . 33,7 (17'7 66'1) no2e
CpeaHss (AnanasoH) 300,2 (69-466)
ncTaHumsa B ToMX, m =
YKeHLWmnHbI, % 42,9 i - =
MeauaHa (ananason) 10,0 (8,4—-44,7)
Log (TUG),c n=8
CMA 1IA/IIB/INA/INIB Tnuna, % 19'1 / 23'8 / 28'6 /
28,6 MeguaHa (ananasoH) oLeHKM 15,0 (0—-49)
no wkane SMA-FRS n=233
«Jlexxauue» / «cupsiuve» / 40,5/ 33,3/ 26,2
«xogsaune», % n=17 n=14 n=11 CpefiHsA (AnanasoH) 61,5 (9—1 1 2)
OXEN, % n=31
CnoHaunoaes, % 38,1 CpeaHee (ananasoH) MEP, 50,6 (1 1 —97)
CM BOJ,. CT. n=29
MeamnaHa (AnanasoH) oLeHKM 19 (0—60) CpenHee (ananasoH) MIP, -79,8 (—1 74 po —8)
no wkane HFMSE n =39 CM BOJ. CT. n=29
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NMpuMeHeHne HyCUHepCceHa ANA NleYeHUs
CNUHaNbHOW MbILLEYHOWU aTpodUM y B3pOChbIX

[un3aiH uccnegoBaHus & McxogHble & OueHKa & PesynbTaTbl OLeHKK & BbiBoAbI & Cnimcok &
M nauneHTbl XapaKTepUCTUKM KOHEYHbIX TO4YEeK 6e30MacHOCTH aBTopa COKpaLleHni
OLeHKa KOHeYHbIX ToYeK E
\.—
IS bﬁ %
(o)

MokasaTenu o o)
ABuratenbHon GyHKLUW® «Jlexayuve» naumneHThbl

«Cuasyve» naumeHTbl «Xoasume» naumneHTbl

-0,24 1,13 1,09
HFMSE (-3,57, 3,09) (-1,11, 3,36) (1,26, 3,44)
n=9 n=11 n=11
-0,17 0,74 -0,01
@% RULM (-1,09, 0,74) (-0,32, 1,80) (-1,02, 0,99)
n=16 n=12 n=11
\ 6,44 -0,29
CHOP-ATEND (2,25, 10,62) (-5,07, 4,50) H/N
n=15 n=9 1us?2
3,29
\% T6MX, M H/MN H/MN (-28,04, 34,62)
L n=10
-0,10
j)\ — Log (TUG),c H/N H/MN (-0,21, 0,01)
n=28
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NMpuMeHeHne HyCUHepCceHa ANA NleYeHUs
CNUHaNbHOW MbILLEYHOWU aTpodUM y B3pOChbIX

[u3aitH uccnegoBanuns & McxogHble & OueHKa & PesynbTaTbl OLeHKK & BbiBoAbI & Cnimcok &
M nauneHTbl XapaKTepUCTUKM KOHEYHbIX TO4YEeK 6e30MacHOCTH aBTopa COKpaLleHni

OLeHKa KOHeYHbIX ToYeK

Dy o A
PecnupartopHble o o o

nokasarenu® «Jlexkaume» naumeHTbl «Cnpaume» nauueHTbl «Xopaumne» nayueHTbl
) 1,36 2,25 -1,97
(]l{) OXKEN (%) (2,31, 5,03) (2,33, 6,83) (7,78, 3,85)
n=11 n=11 n=>5
ep 1,95 3,92 18,25
(c™ Bog, cT.) (-4,84,8,74) (-4,54,12,38) (6,86, 29,64)
n=10 n=10 n=>5
i ~7,63 -1,12 ~7,79
(cM Bog. CT.)° (-16,83, 1,58) (-12,04, 9,81) (-22,42, 6,83)
n=11 n=10 n=>5
OueHKa pe3ynbraToB JiIeYeHUs nayueHTamMmu® 2u3?2
0,69 2,88 0,51
SMA-FRS (-1,67, 3,04) (0,56, 5,19) (-1,98, 3,00)
n=13 n=9 n=9
Y y4acCTHMKOB OTMEYasioCb Cy6beKTUBHOE y/yuyLLeHUe, B TOM YMCIe pacluMpeHne guanasoHa
aKTUBHbIX ABWKEHWI NaNbLEB U KNCTEN, MOBbILLEHNE TPOMKOCTU rof10Ca, yy4ylleHne ABMKEHWN

YEeOCTU U YNyULLIEHUE PeYM; STU USMEHEHUS OT/IMYANUCH OT 3apPerncTpUpoOBaHHOMO eCTECTBEHHOMO
TeueHus1 3a60/1eBaHWs, KOTOPOE COMPOBOXAAETCS NporpeccupytoLLei 6ynb6apHon amchyHKLmeNR
W CHUXKEHMEM BO3MOXHOCTU OTKpPbIBaHUA pTa’
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NMpuMeHeHne HyCUHepCceHa ANA NleYeHUs
CNUHaNbHOW MbILLEeYHOU aTpPpodUM y B3POCbIX

[wn3saiH nccnegoBaHus & McxoaHble & OueHka & Pesynbratbl OLLleHKN & BbiBOAbI & Cnimcok &
M NaumeHTbI XapaKTepUCTUKM KOHEYHbIX TOYeK 6e30nacHoOCTH aBTopa COKpaLleHni

Pe3ynbraTbl OLL,eHKN 6e30nacHOCTH

HevacTtble HAl Bkitoyanu 60nb B MecTe BBeAEHUS, Haunb6onee yacTbie Hfl:
TOLUHOTY/PBOTY, FOSIOBOKPY>KEHWE 1 TPEBOXHOCTb 14.3-
)%

Coobuanocb 0 ABYX Cy4Yasax NErkomn
TPOMOOLMTONEHMN, KOTOPble paspeLLnInCb
CaMOCTOATENbHO, U 0 3 cy4asx npexogalen 6onm
B KOHEYHOCTAX, He cBA3aHHOM ¢ npoueaypon J1I1

HA BcTpewyanucb peako, 6bian NErkuMm
N NPEXOASALLMMM, pa3peLunnch 6uICTPo 1 6e3
OONOJIHNTENIbHOIO BMeLlaTebCcTBa FOJIOBHASA BOJ1b npwu JIMN

n=42

CnyyaeB rugpouedanunu, KpoBotedyeHus/
KPOBOMOATEKOB U/ MOYEYHON HEQOCTAaTOYHOCTHU
BbIAAB/IEHO He 6blN10

B CBSI3W C OFPaHMYeHneM CTPaxoBOro BO3MeLLeHuUs
N oTCyTCTBMEM 3P PEKTUBHOCTU NlEeYEHUSA

Mo cy6beKkTUBHOM oueHKe (N = 2);

YeTblpe nauneHTa NpekpaTUIn neyeHme JOCPOYHO: BC/IeACTBME pa3pacTaHUsi KOCTHOWM TKaHW B

MO NMNYHbIM NPUYMHAM, HECMOTPS Ha YCMeLLHbIN eIMVHCTBEHHOM BO3MOXHOM MecCTe focTyna ans
pesynbTaT UHbekuun (n = 1); BbIMOJIHEHUSI UHTPaTeKanbHbIX MHbeKuuit (n = 1)
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NMpuMeHeHne HyCUHepCceHa ANA NleYeHUs
CNUHaNbHOW MbILLEeYHOU aTpPpodUM y B3POCbIX

[wn3saiH nccnegoBaHus & McxoaHble & OueHka & PesynbTaTbl OLeHKK & BbiBoAbI & Cnimcok &
M NaumeHTbI XapaKTepUCTUKM KOHEYHbIX TOYeK 6e30MacHOCTH aBTOpa COKpaLleHui

BbiBOAbI aBTOpa

970 nccnepoBaHme NoaTBEPXKAAeT 6@30MacHOCTb M NePEeHOCMMOCTb HYCUHEePCEeHa B reTeporeHHoM
rpynne B3pocsbix nauneHToB co CMA Il v Il Tuna B Bo3pacTte ot 17 [0 66 5eT B yCNoBUAX peasibHON
KJIMHUYECKOW MpaKTUKW.

OTMevanacb TeHAEHUMS K YNy4dLLIeHUIO NokKa3saTesnen agBuratenbHon GYHKLUK, OLEHKM pe3ynbTaToB
Nle4YeHnsa NnauneHTamMm u pecnnpaTopHbIX NoKasaTesneNn.

9T0 no3Bonser npennosioXXmTtb, YHTO HYCUHEPCEeH MOXXET Sd)q)eKTMBHO NMPUMEHATBCA Y B3POCJIbIX
nauneHToB co CMA, B TOM uncne y CUJIbHO OCNabneHHbIX B3POCJIbIX MaLneHToB CO CMA.
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NMpuMeHeHne HyCUHepCceHa ANA NleYeHUs
CNUHaNbHOW MbILLEYHOWU aTpodUM y B3pOChbIX

[wn3saiH nccnegoBaHus & McxoaHble B OueHka & PesynbTaTbl OLeHKK & BbiBoAbI & Cnmcok &
M nauneHTbl XapaKTepUCTUKM KOHEYHbIX TOYeK 6e30MacHOCTH aBTopa COKpaLLLeHu#

Cnucok cokpalu,eHun

W)
W

Duong T, et al. Neurol. Clin. Pract. 2021; 11 (3): e317-e327.

aCpeaHss (95% W) ckopoCTb U3MEHEHUSA B rof,.
®OTpuLaTenbHOe N3MeHeHne yKasbiBaeT Ha (GYHKLMOHATbHOE Yny4lleHue.

T6MX — TecT ¢ 6-MuHyTHOM Xxopbbon; CHOP-ATEND — wkana getckon 6onbHuubl ®Gunagenbdumn ons OLEHKU
ABuratesibHbIX GYHKLMIA NPU HeMpPOMbILLEYHbIX 3abonieBaHusax y Bapochbix; PXKE/T — dhopcmpoBaHHas XNU3HEHHas
éMKoCTb Nnérknx; HFMSE — pacluMpeHHas wWwkKana oueHKU aBuratesibHon QyHKuMu 605bHMLUblI XammepemuT; J1N —
nrombanbHas nyHkuus; MEP — MakcMManbHoe akcnupaTopHoe gasreHue; MIP — MakcMManbHOe MHCNUpaTopHoe
pasnexue; H/I — HenpumeHumo; RULM — nepecMOTpPeHHbI MOAYNb OLEHKWU ABUratesibHOM (GYHKUUW BEPXHUX
KoHeyHocTer; CMA — cnuHanbHas MbiweyHas atpodus; SMA-FRS — 6annbHas wkana yHKLMOHANbHOW OLLEHKM NpH
CNMHaNbHON MblweyHor atpodun; TUG — TecT ¢ BCTaBaHMEM CO CTyNa U XoA4bb0Mn C OTCYETOM BPEMEHM.

1. Wadman R.1,, et al. Neurology. 2014; 83 (12): 1060—1066.
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