Poccuiickuin negnatpudecknin xypHan. 2022; 25(6)

128 https://doi.org/10.46563/1560-9561-2022-25-6-381-450

«CTYOEHUKNHCKWME YTEHNA» (MOCKBA, 2 IEKABPA 2022 r.)

OVNHAMUKA OBUTATENIBHOIO PA3BUTUA
NALUMEHTOB CO CMMUHANBbHOW MbILLEYHON
ATPO®UEN 1-ro TUMNA HA ®OHE TEPANUU
NMPEMNAPATOM OHACEMHOIEH ABEMAPBOBEK

Monoswuu C.I, Pucerko O.C., XKonygosa A.A.
HayuHble pykoBoauTenu: A.M.H., npod.
IN.M. Ky3eHkoBa, A.M.H., npod. A.Jl. KypeHkoB

HaunoHanbHbIN MEAULIMHCKUIA UCCReqoBaTENbCKUN LEHTP
300poBbs getert MuHsgpasa Poccun, Mockea

Kntouesbie criosa: demu, criuHaibHasi MbllUeYHasi ampocapus,
Jie4yeHue

Axmyanvrocms. CrinHanbHasg Meleynas arpodus (CMA) — sto
TSDKENOE ayTOCOMHO-PELIECCUBHOE HEPBHO-MBIIIETHOE 3a00JIeBaHNE, Xa-
PaKTepH3yIOIIeecs: IPOTrPeCCUPYIOMUMHI CUMITOMAMH BSUIOTO MapasIy-
4a U MBIIIEYHOH aTpo(uy BCIIEICTBHE ACTeHEPAIMU (.-MOTOHEHPOHOB
MIepPeTHUX POTOB CIMHHOTO MO3Ta. 3a00JIeBaHNE BBI3BAHO MYTAIHAMH
B rere SMN! (survival motor neuron), KOTOPbIil KOAUPYET OSOK BBDKHU-
BaeMoCTH MOTOHEipoHOB. CMA 1-ro THIa XapakTepu3yercst 1e0rToM
110 6 MeC KHM3HH CO CPEAHEH MPOIOKUTENBHOCTBIO KI3HU 70 2 JIET.

Ha ceromusnnuii A€Hb OXHUM U3 TaTOTeHETHIECKUX METOJIOB Te-
parmu CMA siBisteTcst peKoMOMHAHTHAsI TeHHAS TepaIust IPernapaToM
onacemHoreH abenapsoBek (OA). [Ipenapar 3aperucTpupoBaH Ha Tep-
puropuu Poccuiickoil @enepanuu, IpUMeEHsETCs y IaUEHTOB ¢ Mac-
coii Tena MeHee 21 Kr, KOTopble UMEIOT 2 Wi 3 Konuu rena SMN2.

L]env: onpenenuTh JMHAMUKY JBUTaTeIbHOTO Pa3BUTHUS HAI[HEH-
T0oB c0 CMA 1-r0 TN OCTIE TPOBEACHUS TEHO3aMECTUTENBHOI Te-
panuu OA ugepes 3, 6 u 9 mec.

Mamepuanvt u memoowi. IlpoanamusupoBano 50 GONBHBIX CO
CMA 1-ro tuna, nomyunsmux Tepanuto OA. 13 Hux 40 (80%) ne-
Teit mvenn 2 koruu reda SMN2, 10 (20%) — 3 xormu. OnieHKa JBura-
TEMBHOTO Pa3BUTHS MPOBOIHIACH C HCIOIb30BAHUEM HIKAJIBI JETCKOI
OonpHUIB Punanensuu Ut OLEHKN ABUTATENIbHBIX (YHKIUH Ma-
LUEHTOB ¢ HepBHO-MBbIIeuHbIME 3a00neBanmsiMu (CHOP-INTEND),
KOTOpast ObLIa pa3paboTaHa C IeIbi0 00BCKTUBHU3AIIMN IBUTATCIBHBIX
(GyHKIUI y eTeil ¢ HepBHO-MBIIICYHBIMH 3a00I€BaHUSIMH.

Pesynomamer. Y13 50 mauneHToB, MOTYYMBIINX JICUCHNE, OLICHKA
o mxaxe CHOP-INTEND uepe3 3 mec Obi1a mpoBeziena y 21 naru-
€HTa: JI0 Tepanuu cpeanuii mokaszarens mkansl CHOP-INTEND co-
craui 33,24 + 12,18 6anna, mociae — 42,14 + 8,99 6amna (p = 0,01).
UYepes 6 Mec mpoaHanm3upoBaHo 10 manueHToB: 10 Tepanuu CpeIHuid
nokaszaresb mkajasl CHOP-INTEND cocrasun 31,80 + 15,78 6aina,
mocne — 46,98 + 9,97 6amna (p = 0,01). Uepe3 9 mec ocMOTpeHBI
6 MALMEHTOB: 710 Tepanuy cpenHuii mokasarens mkaasl CHOP-INTEND
cocrasun 38,83 + 13,77 6amia, mociue — g0 57,80 + 8,09 Gamia

(p =0,019). [TonyueHHble 1aHHBIE CBUACTEIBCTBYIOT O MPOrPECCUB-
HOM YBEJIMYEHHH ITOKa3aTelIsi MOTOPHBIX (yHKIHH 1m0 mkxaine CHOP
INTEND y 6onpHbIX co CMA 1-ro Tumna uepes 3, 6 u 9 mec nociue
MIPOBE/ICHUS TeHO3aMECTHTEIbHOH Teparyu npenapatoM OA.
3axnouenue. 1o qaHHBIM 00CIETOBAHNUS C IPUMEHEHNEM IIKAJIBI
CHOP-INTEND ycranoBieHa 3HauMMast OJIOKUTEIbHAS JMHAMHKA B
MpUOOPETCHUN MOTOPHBIX HABBIKOB O0bHBIME Ha (poHe Teparn OA.



