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AKTYaJIbHOCTh HCCJICAOBAHUSA: 32 MOCIEAHUE NECATUICTUS T€HETUKA JOCTHUIVIA YPE3BbIYAiHO
BBICOKOTO 3Tama pa3BuTha. OrpoMHOE KOJWYECTBO 3HAYUMBIX OTKPBITHHA OBUIO CIENaHO BO BCEX
ACTEeKTax JaHHOW HAyKH, B TOM YHCIIE B O0JACTH MOJIEKYJISIpHOM OMonorun. B KIMHUYECKON TpaKTH-
K& CTAHOBSITCS JIOCTYIHEEe MOJICKYJISPHO-TEHETHUYECKas TUarHOCTHKa opdaHHBIX 3a0oyieBaHUM, Ha-
MpuUMep, TAKUX KaK CIIMHANbHAs MbIieyHas atpodus. MccmenoBanust maropu3nONIOrHIecKux Mpo-
[IECCOB JAHHOTO 3a00JIEBaHUS TaK)Ke BHECIIH OOIBIION BKJIAJ B Pa3BUTHE TPEICTABICHHHI O CITHHAIb-
Hoi MbimeuHoi arpoduu (CMA). CBeleHHs 0 maToreHe3e CIUHAIBHOW MBIIIEUYHOW aTpoQuu Ha
MaKpo- U MHUKPOYPOBHSIX CIIOCOOCTBOBANN CO3/IAHUIO JICUCHUSI.

Lean uccaenoBanusi: mogpoOHO U3YYUTh NATOTEHETUYECKUE OCHOBBI TEUCHHS CTUHAIBHON MBI-
mevHoi arpoduu 1 THMa, MPOCIENNUTH CBSI3b MEXKIY T€HETHYECKHMH W MaTO(PU3NOIOTHIECKIMHU
acmeKTaMHy JJAaHHOTO 3a00JIeBaHusl.

MarepuaJjibl 1 MeTOAbI: 0030p HAYYHBIX CTaTell 0TEUEeCTBEHHBIX U 3apyOEKHBIX aBTOPOB, HMEIO-
LIUXCS B CBOOOJTHOM JIOCTYTIE.

Pe3ynbTarsl: cimHaNbHAS MbledHas atpodus | tuna uinu 6one3Hs Bepaaural opdmana npen-
CTaBIIICT cOOOM HACJIEACTBEHHOE JeTeHepaTuBHOE 3a00IeBanne, Je0I0THPYIOIee B Bo3pacTte 6 Me-
caues. [lpu manHOW (opme 3a0osneBaHus paHHUI, WHOTIA aHTCHATAJIbHBIN, JICOOT 3a00JIeBaHUS
MPEAIONIaraeT, YTO B JIAHHOM Clydae MMEHOT MecTo JedekThl HeliporeHesa. Passutue CMA Tuna
CBSI3aHO C TEHETHYECKH JEeTCPMUHUPOBAHHBIM CHIDKEHHEM KonnuecTBa SMN-Oenka. benok BepkuBa-
e€MOCTH HEeWpoHOB (survival motor neuron) JIOKaaU3yeTcsl B Pa3IN4HBIX CTPYKTYpax o- MOTOHEHpO-
HOB: B IIUTOIJIa3Me, B SApax, B aKCOHAaxX, a TaKke B IpecHHANTHIecKoil MmemOpane. Hanbonee mzy-
yeHHOU QyHKiuerr SMN siBisieTcs OMOTreHe3 CIUIaiiCOCOMHBIX MaJIbIX SJICPHBIX PUOOHYKIICOIPOTEH-
noB. 3menenue ctpyktypsl SMN-0einka, ero HeJoCTaTOK B IEPHBIX CTPYKTYpax BEAET K HAPYIICHUIO
npouecca craicunra PHK u, kak cneactue, HapyLUIEHUIO SKCIIPECCUU T€HOB, YTO B CBOIO OUEPE/b
MOXKET 3aIlyCTUTh MPOLECC anonTo3a MOTOHeHpoHa. Ha ypoBHE aKCOHOB TakKe MPOUCXOIAT MMATOJIO-
TUYEeCKHe U3MEHEHUS: Ype3MepHOe BETBICHNE, CHUKEHHE CKOPOCTH POCTa, YMEHbBIIIEHNE Pa3MepOB,
(dbopMHUpOBaHHE aHOMAIBHBIX NPECUMIATHYCCKUX TEPMUHAICH aKCOHOB JBUTATEIBbHBIX HEWPOHOB.
BrienepeuncieHHbIe TPOLECCH MPUBOAAT K THOETH 0- MOTOHEHPOHOB MEPEAHUX POTOB CIIMHHOTO
Mmosra. [Ipoucxonut HapylieHre mepeaayu BhICIIe MOTOPHON MH(OpPMAINK Ha CKEJIETHBIC MBITIeU-
HbIe BoJOKHA. HemocTarounas nHHEpBAIUS MBI TPUBOIUT K X BBIPAKEHHOU aTpouu ¢ morepeit
MBIIICYHON CHJIBI U JeTpaJalkell IBUraTelIbHbIX HaBbIKOB. B ciiydae co CMA 1 tuma 6onbHO# pe6é-
HOK TepsieT BCE HaBBIKM, NOJIydeHHBIE B MEPBbIE MOJT0/1a JKU3HU: YIepKUBaTh rOJIOBY, CUAETh, Iepe-
BOPAUMUBAThCA.

BriBoabl: 1. Ha ocHOBaHMUM JaHHBIX U3yUYEHHBIX MAaTEPUATIOB MOKHO YTBEPKAATh O TOM, UTO IIPU
CIIMHAJIHHON MBIIIEYHON aTpoduu 1 THIIa TPONCXOIUT MOBPEKICHUE ABUTATEIHLHON €TUHUIIBI, KOTO-
poe TpUBOIUT K Mapanuyy Mbli. 2. CiMHaJIbHAsE MbILIICYHAst aTpOQusi Ha JAHHOM DTare pa3BHTHUS
HAyK{ M METULHBI MOKET OBITh AMArHOCTHPOBAaHA MOJICKYJISIPHO-TCHETHYECKOTO aHan3a reHa SMN

Jluteparypa
1. ®enepanbHble KIUHUYECKHE PEKOMEHIANNHN (TIPOTOKOIBI) TI0 TUATHOCTHKE W JICYCHHUIO CITMHAIb-

HBIX MBIIIEYHBIX aTpoduil y neteit (Y TBepkIeHbI Ha 3aceJaHiH TPOPUIBHON KOMUCCUH B PaAMKax

XII Poccuiickoro koHrpecca «IHHOBAIIMOHHBIE TEXHOJIOTUHU B MEUATPUU U IETCKON XUPYPTUN»).

/ Tlox pen. Brnogasua /I.B., Xapnamosa [I.A., AprembeBoii C.b., benoycosoii E./I. — Okrs0pb

2013. — M., 2013.
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