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Pedpepam. AkmyaasvHocmb. Tekyujee cocmosiHue Medxc-
JYHapoOHbIX KAUHUYECKUX ucciedosaHull 8 obaacmu
namo@usuo02u4eckux MexaHu3MmMos paseumust cnu-
HA/bHbIX MblwevHblx ampoguti (CMA) packpwieaom
uacmb hpobsemol. [Ipogodsiujue ceolicmea akcoHO8
nepugepuyeckux Hepgog 00 KOHYA HE U3YYeHbl, He
uccsedoganbl hamozeHemuveckue nocsiedcmeusi ak-
COHa/bHOU dezeHepayuu, He pa3pabomarsbl N00Xodbl
J1eYeHUsl BO3HUKAHWUX CONyMCmMayujux HepaNbHblX
HapyweHuli npu CMA.

Lless. Onpedenums sghpekmueHocms KOMNAEKCHO20 Je-
YeHUsl AKCOHA1bHOU Hegponamuu y demeli co CMA, oc-
HOBAHHO20 HA OYeHKe JaHHbIX 3/1eKMpPOHelpoMuozpa-
duueckozo (IHMI') uccaedosanusi.

Mamepuana u memodsl. 54 pebeHka demeli ¢ eeHogeHo-
munuvecku eepuguyuposarHoli popmoii CMA 2 muna.
Cpednuti eospacm — 14,8+1,9 mecsayes. OcHosHas
epynna — 35 demeil (64,8%) noayuaau namozeHe-
muyecku Hanpas/ieHHoe nociedosamesibHoe JieyeHue,
OCHOBAHHOE HA KAUHUKO-3/1eKmpoHelipomuozpaguye-
ckux nokazamesasx. I'pynna cpasHeHuss — 19 demell
(35,3%) noayuaau obwenpuHamyl cumnmomamuye-
ckyto mepanuio. KoHmpoibHasi oyeHka ocyujecmess-
/acb 8 Havase uccaedosaHus, yepes 1 2od, 3 zoda u 5
J1em om Ha4a./a ucca1ed08aHus.

Pezysasmamul. [IposedenHoe uccaedosarue ceudemeb-
cmeyem o0 MeHbuwel npedcmasieHHOCMuU hamoJio2uye-
ckoll cumnmomamoJio2uu 'y demeil OCHOBHOU 2pynnbl,
Komopoe 8blpaxca/nocs MeHee 8blpadCeHHbIM 08u2d-
mesibHbIM deuyumom U aKkCoOHAa/NbHOU Hesponamuu,
ueM y demell epynnbl CpagHeHUsl, NOAY4ABUWIUX 0buje-
NPUHAMYI0 CUMNMOMAMuUYecKyo mepanuro.

Bui8odbl. [lamozeHemuyecku Hanpas/ieHHAs Nocaedosa-
me/ibHAsE mepanus, OCHOBAHHASI HA B8HUMAMeAbHOU
oyenke IHMI" 3HaueHull ¢ npuMeHeHUeM OYEHOUHbIX
wkas, cnocobcmayem coepiHcU8aHuo npoapeccuposa-
HUsl Hellpode2eHepamu8HbIX NPOYECCo8 ¢ COXPaHEeHUeM
deuzame/ibHO20 NomeHyuaaa, npedynpexcoeHuio pas-
8UMUSI OCNOHCHEHUTL U YAYHWEHUID Ka4ecmad HCU3HU.

Kawueesie csn108a. CnuHA/IbHbIE MblUEYHbIE ampogﬁuu,

dKCOHA/lbHAsl Heeponamus, 3ﬂeKmp0Heﬁpomu02pa-
dus, mepanus.
CMA — rpynna TshkesabIX HeWpojereHepa-

THUBHBIX 3a00JIeBAHUN MOTOHEUPOHOB TMepe/-
HUX pOroB cruHHOrOo Mo3ra [1]. Haub6oJsee pac-
npoctpaHeHHas ¢opma CMA B 90% caydaeB
006yc/I0BJIEHA fieiel[Mel 3K30HOB 7 u/uiu 8 reHa
SMN1 (survivalmotorneuron 1; reH, Kogupyto-
Ui 6eJI0K BbDKMBAEMOCTH MOTOHEHPOHOB) B
TOMO3UTOTHOM COCTOSIHHH, PAcCIoJIOKEHHOTO Ha
y4acTke XxpomocoMmbl 5q11.2-q13.3 [2, 3]. 3nauu-
TesibHO pexe (MeHee 10%) oTMevaeTcsl KoMma-
YH/I-TETEPO3UTOTHOE COCTOSIHME C BHYTPUIEH-

HbIMU JIOKQJIbHBIMH MyTallUsIMU ONpe/eJeHHON
aseniu reHa [4]. KnvHW4Yeckast reTeporeHHOCTD
JIBUTaTeJIbHbIX HAPYIIeHUH MPeICTaBISAET CA0XK-
HYI0 MPO6JIEMY, BO MHOTOM OGYC/J0BJIEHHOH Ts-
YKeCTbhI0 NPOSBJIEHUH C UANIa30HOM OT BbIpaXKeH-
HOrO MpPOrpeccUpyIollero BAJOr0 TeTpamnapesa
U PHUCKOM MpeXxJAeBpeMeHHOW cMepTH (60J1e3Hb
Bepauura-l'odpdmana, Tun 1) 10 yMepeHHBIX CTa-
TOMOTOPHBIX HapylleHUHd u J006pOoKavyeCcTBEH-
HOrO TeYeHHUS C HOPMaJbHOU NPOAOIKUTE/b-
HOCThIO kU3HU (TUn 4) [5-7]. Bo3pacT ae6rooTa
3a60J/1eBaHUsl, 10 MHEHUIO BeJYILUX MCCe/0Ba-
TeJlel, TaKXKe SIBJISIETCS MPeAUKTOPOM QyHKIHU-
OHaJIbHbIX BO3MOXKHOCTEH U MPOTHO3UPOBAHUS
TedyeHUs 3a60JieBaHus: nauueHThl co CMA kiac-
cupunupyeMor Kak MpoMexyToduHas ¢opma (2
THUI) UMEIT KJIMHUYECKU GoJiee TsKesoe Teue-
HUe C paHHeHW yTpaTol JBUraTeJbHbIX HABbIKOB
Y orpaHuyeHreM QYHKLUH CaMOOOCIyKHUBaHUS,
TOT/]a KaK TeueHue 3a60/1eBaHus y MAIUEHTOB CO
CMA Kyrenbb6epra-Benanjepa (3 Tun)oT/1d4aeT-
cs1 [06pPOKAUYECTBEHHBIM T€YEHHUEM C JIJTUTENbHO
COXpaHHOU aMOyJaliel U JOCTATOYHO BBICOKUM
ypoBHeM (GYHKLHMOHAJIbHBIX BO3MOXKHOCTeH [8,
9]. CoBepuieHHO O4Y€BUJHO, MIOHUMaHHE Bapua-
0eJIbHOCTH CKOPOCTH MPOTPECCUPOBAHUS 3a00-
JIeBaHHUsl, CBSI3aHHOT'0 C BO3PACTOM, pEHOTUIIOM U
COCTOSIHMEM [JIBUTaTeJbHbIX QYHKIUH SIBJISETCS
OCHOBOTIOJIATAIOLIMM B MPOJO/IKAIIUXCA U OY-
AYUIMX KJIWHUYECKUX UCCIe[OBAaHUAX U Halex-
HOM OlleHHBaHUU pe3yJbTaToB JieueHus [7, 10].
B HacTosimee BpeMs (OKyC KJAWHHUYECKUX
HcclieJOBaHUM COCpe/loTOoYeH, TJIaBHbIM o06pa-
30M, Ha M3y4YeHUH NATOPU3UOJIOTHUYECKUX Me-
XaHU3MOB, BKJIOYasg JedeKTbl MeTabosM3Ma
u cracuara PHK, akcoHanbHBIA TpaHCHoOPT,
GYHKLMOHUPOBaHME MOHHBIX KaHa/IOB Kak IO-
TEHLMAJbHBIX MapKepOB CKOPOCTH NPOTpeccu-
pOBaHHUS HeHlpoJereHepaTUBHOrO mpolecca [3,
11-13]. Ho BMecTe c TeM TeKylllee COCTOSIHHE
N0/I06HBIX HaNpaBJeHUN 3KCIepUMeHTATbHOU
MeJWLVHbI U TIOHUMaHUe NaTOQU3NO0JIOTUU NTPHU
CMA packpbIBaloT 4yacTb npo6JieMbl. B yacTHO-
CTH, B TO BpeMs KaK HapylIeHHs SKCIPECCUU U
criaiicuira reHa SMN MoryT BbI3bIBaTh Hapyllle-
HUSI MEMOPAHHBIX KaHAIOB, aKCOTJIa3MaTU4YeCKO-
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ro TPaHCIoOpTa U NPOL,eccoB MUeJMHU3ALUH[5, 8,
14, 15], u3MeHeHHUs MPOBOAALUX CBOWCTB aKCO-
HOB nepudepuyecKUX HEPBOB B I0JHOU Mepe He
uccnefoBaHbl. [lo HacTosIIlero BpeMeHHU, He Cy-
IIEeCTBYEeT YeTKUX Npe/iCTaBJIeHUH, B KaKOH CTe-
IIEHU COMpPsDPKEHHbIe HApYLIEHUs] ABUTATEJIbHON
e/JMHULbl, B YAaCTHOCTH HEBPOTEHHOTO Xapak-
Tepa, MOTYT BJIUATb Ha TSKeCTb TeyeHUs 3a60-
JieBaHUS, He CHOPMHUPOBAH AJIOPUTM TAKTHUKU
BeJleHWs NALMeHTOB C BO3HUKAKOLIMMU COIYT-
CTBYIOLIMMU HeBpaJbHbBIMU HapylleHUsMHU. [lo-
JOOHBIN MOJXO0J UMeeT NepBOCTeNeHHOe 3Haue-
HUe C TOYKHU 3peHUs CTpaTernyeckrx acleKToB,
OKa3blBaKIUX CylleCTBEHHOE BJIHSHUE Ha Teye-
HUe 1 IPOTHO3 3a60J1eBaHUs.

Lenb. Onpegenutb 3QPEeKTUBHOCTb KOM-
IJIEKCHOTO JIeYeHUS] aKCOHAJIbHOM HEBPONIATUH Y
netelt co CMA, 0CHOBaHHOTO Ha Oll€HKe JJaHHbIX
IHMT uccinenoBaHus.

MaTepuaJ ¥ MeTOAbI UcCIeJoBaHUM. Hccie-
JloBaHMe NIpOBeZleHO Ha 6a3e Pecny6/1MKaHCKOTO
KJIMHUYECKOrO0 IleHTpa HelpopeabUauTanuu
r. /lonenka M3 JIHP. Ilog HamuM HabGJI0JeHUEM
HaxXoJAWJ0Ch 54 pebGeHKa JieTell ¢ reHopeHOTHU-
nM4yecKkd BepUPULUPOBAHHON ¢(opMoil mpome-
»kyToyHoul CMA (2 Tumn), u3 HUX 36 MaJIbYUKOB
(66,7%) u 18 peBouek (33,3%). [luzaiitn pabo-
Thl — IPOCNEKTUBHOE KOTOPTHOE UCCJIel0BaHHUE,
cnoco6 ¢opMHUpOBaHUs BbIGOPKU — cTpaTudu-
[MPOBAHHbBIN (IpoCTas cay4yaiiHasi BIGOPKA).

PopuTenn wWaM 3aKOHHBIE WpeJCTABUTENH
NalyMeHTOB OblIM O3HAKOMJIEHbl U HWHPOPMHU-
pOBaHbI 0O LieJdX, XapaKTepe, AUArHOCTUYECKUX
U Jle4eOHBbIX NpolefypaX, a TakKXXe O BO3MOX-
HbIX HeOJIaronpusTHbIX 3dpdeKTax JiedeHUsT U
Jlasu 106poBOJIbHOE UHGOPMUPOBAHHOE COIJIa-
cue (mpoTokos 3Tudyeckod komuccuu PKIH Ne
3-9/19 ot 13.04.2011).

KpuTepun BKJIOYEHHUS] B HCCIeOBaHUE:
Bo3pacT 12-18 wMecALeB, reHeTHUYECKH BepHU-
¢unupoBaHHasg ¢opMa mpokcuMasibHOW CMA,
COOTBETCTBHE KJIMHUYECKOMY PEHOTHUIY IpoMe-
»KyTO4HOU Popmbl (2 THm).

KpuTtepun uck/I04eHUA: HaJAYHE TsHKesI0U
COMaTH4YeCKOH aTOJIOTUH, OTKa3 PoJUTeel UIn
3aKOHHBIX [Ipe/iCTaBUTeJIeN OT UCC/IeJ0BaHHUS.

JlMarHo3 OCHOBBIBAJICS Ha TUIUYHBIX KJIWHU-
yeckux cuMmnromax [16], manubeix JHMI [17-20]
U 00s13aTeJIbHO TOATBEPXKJAJICsl pe3yJbTaTaMu
MOJIEKYJISPHO-TEHETUYECKOTr0 HccaejoBanus [10,
12], kotopoe npooguiu B PTBH «Meauko-reHe-
TUYECKUW Hay4dHbIN 1eHTp» (. MockBa) u Mejau-
KO-TeHeTH4YecKkoM LieHTpe «[eHOMe» (T. PocToB).

CornacHO AW3aliHy WCCJAe0BaHUS, NalUeH-
Tbl 6ObLIM AUpdepeHUPOBaHbl HA 2 TPyMIbL.
[TariueHTH! 0cHOBHOU rpynnbl (OI') — 35 nmerei
(64,8%) perysnsipHO, B yCTAaHOBJIEHHbIE BPEMEH-

Hble WHTEpPBaJibl, TPOXOJUIN KJIMHUKO-AUATHO-
cTudeckoe obcienoBaHue. KoHlenus JjeyeHus
OCHOBBIBaJIaCh HAa MPUHIIMINAX NAaTOTEHETUYECKHU
HalpaBJIEHHOTO BO3JeHCTBUSA C NPUMeHeHHEM
KOMILJIEKCHOW TOCJIe[J0BAaTeJbHOM Tepanuu C
omnpesie/IeHHEM TSXKECTU aKCOHAJIbHOTO MopaKe-
HUS Ha OCHOBE Pe3y/bTaTOB, NMOJYYEHHBbIX NPHU
KJIMHUKO-3JIEKTPOHEHpOMUOTrpapruieckoM Mo-
HUTOPUPOBAHUHU.

Jetu rpynnbl cpaBHeHus (I'C) — 19 pereit
(35,3%) nosyyany oOOLIENPUHATYI0 CUMITOMa-
THUYECKyl0 Tepanuvio, yJjaydllamleidl MeTaboJsu-
yeckude mpoleccbl nepudepryecKkux HEPBOB B
BO3PaCTHBIX JJ03UPOBKaAX (BUTAMHUHBI IpyIIbl B),
BKJIIOYasl XOJIMHOTPOIIHbIEe coejuHeHus [21, 22].

YpoBeHb OLleHMBaHUs KJUHUKO-HEBPOJIO-
rugyeckoro coctossHusg u JHMI naHHBIX B 06eux
rpynnax BbIIOJIHAJCA Yepe3 CTaHJapTU3UpPOBaH-
Hble BpeMeHHbIe Uana3oHbl C KOHTPOJIbHOMU OT-
MeTKOH («McxomHble faHHbIE», «1 roay, «3 rogay,
«5 s1eT»).

AHann3 KIMHUKO-HEBPOJIOTHYECKOTO COCTOSHUS
MAIMEHTOB CcTapiie 3 JIET OCYIIECTBISUICS C ITOMO-
b0 BEpUDUITUPOBAHHON MEXTYHAPOTHOW MIKAJIBI
RHS (Revised Hammersmith Scale (mepecmoTpen-
Has mkana Xammepemut) [23]. Jetu B Bo3pacte oT
1 roma 10 3 €T OLEHUBAIUCH C MOMOIILIO IIKAJIEI
MHS (MomuduuupoBanHas mkana XaMMEPCMHT,
CBHIIETENBCTBO O PAIIMOHAIM3aTOPCKOM IpeIoKe-
Huu Ne 6368).

11 AUarHOCTUKHY YPOBHSA OPaXKeHUs MOTOP-
HOUM uHTerpanuu npopoguaocb JHMI uccaeno-
BaHMe Ha NpOrpaMMHO-allapaTHOM KOMILJIeKce
«Hetipo-MBII-Mmukpo» (P®), Bk/IIOUatOIero me-
ToAUKy uroapdatoil JHMI ¢ n3yyeHueM Xapak-
TEPUCTUK MOJIOKUTENbHBIX OCTPbIX BoJH ([10B),
OTpaXKaILUX HEBPOTreHHOEe MOpaXKeHUe U MeTo-
JuKy crumynsguoHHod IJHMI ¢ onpegenenuem
aMIIUTYABI M-0TBeTa, Kak MapKepa aKCOHaJlb-
HOT'0 yPOBHS MOBPEXEHUS CTPYKTYphI lepude-
puueckoro Hepsa [17, 18]. [lageHue aMIIATY/bI
M-otBeTa 6osiee 70%, HaJIM4He B HUCCIeAyeMOH
mplmne [10B 6osee 2 y.e. B 1 MUHYTy HaMH pac-
[IeHMBAJIOCh KaK aKCOHaJIbHasl HeBpomnaTus [19].

AJITOPUTM NO3TaNHOW KOMIIJIEKCHOW Tepanuu
aKCOHaJIbHOW HeBpOMaTUU 6a3upoBaJ/ICs HA 3Ha-
yeHUsX cTuMyasuuoHHod JHMI u nnteHcudu-
kauuu [10B, nosiyyeHHBIX B pa3JiIMyHble IEPUObI
TeyeHUsl 3a6oJsieBaHus. [Ipu Bepudukauuu mo
JaHHbIM CTUMYyNAAUUOHHOU JHMI' cHMKeHUs am-
mIuTyAbsl M-oTBeTa B guanasode 1-0,6 MB, puk-
cupoBanuu [10B no gaHHbIM urosbyatour IHMI
B Ipefesax 1-2 y.e. HaMHU TPaKTOBaJOCh Kak
Haya/IbHble MPOSABJEHNUA aKCOHomnaTuu. Ha aTou
CTaZiJM1 Mbl PEKOMEH/I0BaJIM UNMUJAKPUH B BUJE
MEe30NYHKTYPHBbIX MUHBEKIUMU B JUCTaJbHbIE
OTAEeJIbl HIKHUX KoHeuHocTel: RP4-7, E40-43,
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V58-60, F2-6 o 0,5-1 mu Ne 10, 8-10 Toyek Ha
npoueaypy, C NOCJAeIyIOUUM epeXo oM Ha AJIU-
TeJIbHBIN ([0 2 MecsleB) mepopaibHbIN NMpUeM
npemnaparta B ,03UpoBKe 5-20 MI/CyTKHU.

CHM>XeHUe 10 [aHHbIM CTUMYJSIUOHHOHU
JHMI' amniutynbel M-oTBeTa Huxe 0,6MB, BO3-
pacTaHue MO JAaHHbIM urosbdyatol IHMI uH-
TeHcudukanuu [10OB Gosiee 2 y.e., cBUAETEJb-
CTBOBAJI0O O NPOrpecCHpOBaHHUMU aKCOHaJIbHOM
HeBpONMaTUU. PYKOBOACTBYsSICb COBpeMEHHbIMH
CBEeJIeHUSIMU O JIEKAPCTBEHHBIX CPEJICTBAX C W3-
y4EHHbIM MEXaHHW3MOM JeMCTBUSA C JOKa3aHHOU
3pdeKTUBHOCTHIO MPU HEBPOTEHHBIX TOPAXKEHU-
sx [21], B KOMILJIEKC JiIeYeHUs BKJIIOUYaId aKTOBe-
ruH 50-200 Mr/cyTKu B COYETAHUU C TUOKTOBOH
kucaotoit (40-80 Mr/cyTku) — J10 2 MecsiLieB.

[Ipy npoBeieHUH CTaTUCTUYECKOH 06paboTKU
JlaHHBIX U UHTEPIPETALUH OTYIEHHBIX PE3YJIb-
TATOB YYUTHIBAIUCh COBPEMEHHBIE MEXK/YHAPO/I-
Hble Tpe6OBaHHS K IPe/[CTABJIEHHIO Pe3y/IbTATOB
CTaTUCTUYECKOTO aHa/Iu3a B CTAaThAX U JjCCepTa-
[[MSIX HA COUCKaHUe yieHOH cTeneHU. CpaBHEHUS
JIByX TPyNIl N0 KOJHUYECTBEHHbIM IIKajJaM Mpo-
BO/IUJIMCh Ha OCHOBE HelapaMeTPUYeCcKOro Kpu-
Tepusi MaHHa-YuTHU. CpaBHeHUs Tpex U GoJee
TPYIN MO KOJHWYECTBEHHBIM IIKaJjaM MPOBOJHU-
JIUCh HAa OCHOBE HelmapaMeTPUUEeCKOTO KPpUTepHUs
Kpackena-Yosneca. [l onvucaHusi KOJIMYeCTBEH-
HbIX [IOKa3aTeJed UCI0J1b30BaJUCh CPeIHEE 3HA-
YyeHUe U CTaHJJapTHOe OTKJIOHeHHe B ¢dopmare
«Me [Q25%; Q75%]». AHanM3 JUHAMHUKH MOKa-
3aTesied B cjy4yae CpaBHEHUs [BYyX IepHUOJOB
NPOM3BOJMJICS Ha OCHOBE HelapaMeTpUYeCKO-
ro Kputepusi BUIKOKCOHa, B c/ly4ae CpaBHEHHUS
Tpex U 6oJiee epUOJI0B — Ha OCHOBE HemapaMe-
Tpuueckoro kputepus ®puamaHa. YpoBeHb cTa-
THUCTUYECKOW 3HAYUMOCTU OblI 3adpUKCHpPOBaH
Ha ypoBHe BeposiTHOcTH owmubku 0.05. CtaTu-
cTUYecKasi 06paboTKa JAaHHBIX BBINIOJHEHA C UC-
[0/1b30BaHHWEM NAaKeTOB NPHKJIAAHBIX IPOrpaMM
Statistica 10 u SAS JMP 11.

PesynbraThl U 06CyXJeHue. CpeJHUH BO3-
pacT manyMeHTOB HAa MOMEHT BKJIIOYEHHUsS B HUC-
ciefoBaHue cocraBua 14,8+1,9 mecanes. Bpe-
MeHHOU MHTepBaJ OT JAebloTa 3aboJieBaHUA [10
NpUHATUSA NalUeHTa B ucciaenoBaHue B O co-
craBua 3,50+0,64 mec., B 'C — 3,86+0,66 Mec.
(p=0,7968). [lnuTenbHOCTh HAOJIOJEHHUS COCTa-
BuJa 5,3+0,4 JieT.

[Ipu vccieloBaHUU ABUrATENbHbIX BO3MOX-
HocTel no wkKase MHS y neteit co CMA 2 tuna
C y4eTOM BO3PaCTHOI'0 KpUTepHsl B CpaBHUBae-
MBbIX IpyMIiax CTATUCTUYECKH 3HAYMMBbIX pPa3Jiu-
YUU B HauaJsle UCCIeJ0BAHMS BbISIBJIEHO HE GbLIO
(p=0,8935) (Tabsmua). 3a rog GaabHAs OlleHKa
no mkase MHS cuusunace y feted I'C Ha 24,12%
(p=0,0022), y nmereii OI' cHM>XeHHE COCTABHJIO
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10,62% (p=0,0019), B TO e BpeMs CTaTUCTUYe-
CKHW 3HAYMMBbIX pa3/IMuUi MoKasaTesel 6a1bHON
OI[eHKH B 3THUX CPAaBHHUBAEMbBIX I'pylnax He 6bLI0
nosay4yeHo (p=0,1184) (Ta6suua). Takum ob6pa-
30M IMOJIy4YeHHbIE Pe3yJbTaThl MOHUTOPHUPOBA-
HUS 6aTbHUX OlLleHOK 110 mKasie MHS yepes 1 roz
OT Hayvaja MCCle[j0BaHUs CBU/IETEJbCTBOBAIU
06 0IHOPOAHOCTU PYHKIMOHAIBHOTO YPOBHS O
u I'C. Yepe3 3 roga mokasaTesiu ABUTATEJbHbBIX
byHKIMN HUccaeayeMblx nanyeHToB CMA 2 Tuna
C Y4YeTOM BO3PacTHOTO KpUTepHUs HU3MepeHHble
no mkasne RHSykasbiBasn Ha 6oJiee Tsokesoe
KJUHU4Yeckoe TedeHue B ['C: 6asibHas oljeHKa 1o
mkane RHS y gereét O tuna 6b1a Ha 34,55%
Bhille. Yepes 2 rofa oT npeAblAylled KOHTPOJIb-
HOW BpeMeHHOW OTMETKH CHUXKEHUE 3HAYeHUU
6asIbHBIX OIleHOK Mo wkajge RHS mo-npexxHemy
npeo6usagano B 'C — B 2,09 pa3za (Tabauna). Cy-
IIeCTBEHHO MeHee BbIpaKeHHasl OTpHUllaTe/bHasd
JAUHAMHKa QYHKIMOHA/JbHBIX BO3MOXHOCTEH B
Ol mo HaleMy MHEHHUIO CBUZETEJNbCTBYET O 3a-
Me/lJIEHUU NPOrpecCUpoOBaHUs 3a60/1€BaHUS KaK
pe3yabTaT 3QPEeKTUBHOCTH NPEAJI0KEHHOUN Te-
paneBTHUYecKOl cTpaTeruu [12, 14].

3HauUTe/bHbIM WHTepec MpeiCTaBJsAEeT Bbl-
sIBJIeHHas1 3TAMHOCTb CHIXXEHUS aAMILIUTY/IbI
M-oTBeTa Kak NposIBJIeHHWE CONMYTCTBYIOILEN aK-
coHomaTuyecko HeBpomatuu [19]. B Hauase
HcC/ieJOBaHUS 3HAUYEHUsT aMIUIUTYAbl M-0oTBeTa
B CPaBHHBAEMbIX TpyNIax pa3jMuuid He UMeJsr
(p=0,9658).

Yepes 1 rog ot Havyasa uccaenoBaHus B OT
3TOT NOKa3aTeJb MPaKTUYECKHU He U3MEHUJICH, B
TO BpeMA Kak B I'C nmageHue ammiantyasl M-oTBe-
Ta coctaBuJio 36,9% (p=0,0044). Yepes 2 roja B
Ol HaMeTuJ1ach TEHAEHLUS K CHUXKEHUIO aMILJIU-
TyAbl M-0TBeTa, KOTOpas CHU3uaach Ha 29,47 %, B
I'C cumxenue cocraBuio 29,77% (p=0,0039). Io
Mepe IporpeccUpoBaHUsl 3aboJsieBaHUS HaOJIIO-
JlaJIoCh YCUJIEHHWEe aKCOHONATHYEeCKOro IHopaske-
HUS: K KOHITY UCC/IeJOBAaHUSA MaZileHHue aMILIUTY-
nw1y getert OI' coctaBusio 66,01%,BI'C— 88,47%
(p=0,0008) (Tabsauna).

BoJsibliasg cOXpaHHOCTb aMIIMTYAbI M-oTBeTa
B OI, no HalieMy MHEHHIO, MOXKET OBITh 00YCJIOB-
JileHa TNpPOBOAMMOMN NaTOTE€HETUYEeCKH Hampas-
JIEHHOUM KOMIIJIEKCHOM Teparnueu, HalpaBeHHOU
Ha NaToPpU3UO0J0THYECKUE 3BEHbSI CTPYKTYPHOH
OpraHu3alyi akCOHOB U COTJIaCyeTcCs C JIUTepa-
TYPHBIMM AaHHbIMU [5, 12, 15].

[TogTBepKjleHHEM AaKTUBHOCTU HEBPOTEHHO-
ro npouecca y nagueHtoB co CMA 2 tuna gaBiis-
eTcs 3HayuTesJbHOe yBesndeHune yucaa [10B nmo
MaHHBIM urosbdatod JHMI [18]. BmecTe ¢ TeM
CTeNeHb BbIPAYKEHHOCTH 3TUX HAPYIIEHUH UMeJia
CylLlleCTBEHHbIE pa3/IMYUA B UCCIeAYEMBbIX PyII-
nax: B OI' npupoct coctaBu 51,28%, B I'C oTme-
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Ta6auna. MOHUTOPUHT 3HAYEeHHU U 6aJIbHBIX olleHOK 1o mKaiaM MHS/RHS u nokasaTtesneit SJHMT B

HavaJsie uccaeoBaHus, yepe3 1 roj, 3 roga u 5 siet

I'pynna Iloka3zaTeb Me Me Me Me YpoBensb p
[LQ; UQ], [LQ; UQ] (%), [LQ;UQ] (%), [LQ;UQ] (%),
HcxogHble 1rop, 3 roga 5 et
JaHHbIE
or BanbHas oneHka 11,00 10,00
no MHS [10,00; 13,00] [10,00;10,00] - - 0,0019
(-9,09%)
I'C 12,00 9,00
[11,00; 12,75] [9,00; 9,00] - - 0,0022
(-25%)
or BanbHas orjeHKa - - 19,00 17,00
no RHS [19,00; 20,00] [17,00; 17,00] <0,0001
(-10,53%)
I'C - - 12,50 8,00
[12,00; 13,00] [8,00; 8,00] 0,0010
(-36%)
or Amniurtyzga 0,72 0,72 0,49 0,24 <0,0001
M-oTBeTa [0,64; 0,79] [0,66; 0,78] [0,43; 0,55] [0,23; 0,26]
(MB) (0,00%) (-31,94%) (-66,67%)
I'C 0,69 0,45 0,24 0,08 <0,0001
[0,60; 0,75] [0,32; 0,50] [0,16; 0,31] [0,07; 0,09]
(-34,78%) (-65,94%) (-89,13%)
or [Tosio>)KUTENIbHBIE 1,00 1,00 2,00 3,00 <0,0001
OCTpble BOJTHBI [1,00; 1,00] [1,00; 2,00] [2,00; 3,00] [2,00; 3,00]
(ve.) (0,00%) (100,00%) (200,00%)
I'C 1,00 3,00 4,00 4,00 <0,0001
[1,00; 1,00] [3,00; 4,00] [3,00; 4,00] [4,00; 5,00]
(200,00%) (300,00%) (300,00%)

yeHo yBesaudyeHue [10B B 2,91 pasa (p=0,0002).
[TonyyeHHble yepe3 2 rofa xapakteprucTuku [10B
yKa3blBasiMi Ha UHTeHcupukauuto [10B: B OI' —
74,36%,8I'C — 33,33% (p=0,0003).Yepe3 2 roza
HabJ1l0/1aJ10Ch JlaJibHeNIIee YBeJMUeHue aKTUB-
HocTtu [IOB: B OI' aktuBHOCTB [1OB BhIpOCIa Ha
43,59%, B To BpeMs B I'C Ha 50% (p=0,0042).
3adukcupoBaHHbIN pocT akTuBHOCTH [10B B OT
yepes 3 rosa oT HavaJia 3a60J1eBaHUS 0O'bSCHS -
eTCA C Halledl TOYKHU 3peHHd onpefesleHHbIMU
aZlaTUBHBIMU MEXaHM3MaMHU K BO3HUKAIOIIUM
JleHepBallMOHHBIM MpoLeccaM: MNepecTPOUKOU
Y peKaHaJM3alMeld aKCOHaJbHBIX CTPYKTYp Ie-
pudepudecKkoro HepBa B OTBET Ha IPOBOJUMYIO
NaTOreHeTUYeCKHW HalpaBJIeHHYI0 Tepalnuio,
YTO COIVIACyeTCsl C JUTEepPaTYPHbIMU JAHHBIMU
[2, 4, 6]. CHuxxeHue uHTeHcuBHocTu [10B B OT
c/lefyeT paclieHUBaTbh KaK MeXaHU3M CJlepiKH-
BaHUsI HEBPOTEHHOTO MOPAXXEHUSs TOCPEJ[CTBOM
NpesJIO’KEHHOU TepaneBTUYECKOM CTpaTeruu
[11, 15, 20].

BbiBoAbL. B pe3ysbraTe NpoBeJeHHOI0 KOM-
NJIEKCHOTO KJHWHUKO-UHCTPYMEHTAJbHOTO HC-
C/le0BaHUsA NMpeJCTaBJeHbl YTOYHEHHbIE [laH-
Hble 0 TNaToPU3UOJIOTHUYECKUX MexXxaHU3Max

bopMUPOBaHUS JBUTATEJbHBIX HapylUIeHUH Y
netei co CMA 2 tuna. [lokasaHo, 4To B nmaTore-
He3e CTaTOMOTOPHOro AepUIUTa y MalUEeHTOB
co CMA Ba)XHbIM 3BEHOM {IBJISIETCS BO3HHKalO-
Llee COMYTCTBYHOLlee HeBpaJibHOE IOpaKeHue,
OKa3bIBAWIEro CYLeCTBEHHOe BJIMSIHUE Ha
XapaKTep KJUHUYECKOT0 TeYeHUsl U pe3yJsbTa-
ThI JiedeHus1. O60CHOBaHA TecHasl B3aUMOCBSI3b
MEX/JAy CTelNeHbK HapylLleHUH, BbISBJsSIEMbIX
npu JHMI u TaxecTbI0 KJIMHUYECKUX NPOsiBJIe-
HUH 3a60J1eBaHUA.

KoMn/iekcHbI maTOreHeTUYEeCKU Halpas-
JIEHHBIH TOAXOJ, K BbIOOPY CTpaTeruy Tepamnuu
C y4eTOM TpPaeKTOPUM pPa3BUTHA MNATOJIOTHYE-
CKOH CHMIITOMAaTHUKHM, IIOCJIe0BaTEJbHOCTb
AuddepeHIMPOBAHHOTO CHCTEMHOI0 JieUeHUs
Ha pas3/IMYHBIX CTaJiUsAX 3a00JeBaHUs, OCHO-
BaHHOT'O Ha BHMMaTeJibHOU olleHKe JHMI 3Ha-
YeHUN C NPUMEHEHUEM OLLeHOYHbIX LIKaJ CIIO-
COOGCTBYeT CAEPKHUBAHUIO MPOrpecCUpOBaAHUSA
HEWpOAEereHepaTUBHOrO Mpolecca C COXpaHEHU-
€M OoNpe/ieJIEHHOTO JBUTaTe/JbHOT0 IOTEHIMAA,
NpeAynpeKJeHUI0 Pa3BUTUS OCJOXKHEHUH, UTO
MO3WTHUBHO CKa3bIBaeTCd Ha QYHKIHOHAIbHBIX
BO3MOXHOCTSX NMallMEHTOB.
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M.R. Shaymurzin

PROSPECTIVE APPROACHES OF COMPREHENSIVE
TREATMENT OF ACCONALNAL NEUROPATHY IN
CHILDREN WITH INTERMEDIATE SPINAL MUSCLE
ATROPHY

Abstract. Relevance. The current state of international
clinical research into the pathophysiological mecha-
nisms of the development of spinal muscular atrophies
(SMA) reveals part of the problem. The conductive
properties of peripheral nerve axons have not been ful-
ly studied, the pathogenetic consequences of axonal de-
generation have not been studied, and approaches have
not been developed for the treatment of concomitant
neural disorders in SMA.

Purpose. To determine the effectiveness of complex treat-
ment of axonal neuropathy in children with SMA, based on
the evaluation of electroneuromyographic (ENMG) data.

Material and methods.54 children of children with geno-
phenotypically verified type 2 SMA. The average age
is 14,841,9 months. The main group — 35 children
(64.8%), received pathogenetically directed sequen-
tial treatment based on clinical and electroneuro-
myographic parameters. The comparison group — 19
children (35.3%) received conventional symptomatic
therapy. The control assessment was carried out at the
beginning of the study, after 1 year, 3 years and 5 years
from the beginning of the study.

Results. The study indicates a lesser presence of pathologi-
cal symptomatology in children of the main group, which
was expressed by less pronounced motor deficits and
axonal neuropathy than in children of the comparison
group who received conventional symptomatic therapy.

Conclusions. Pathogenetically directed sequential thera-
py based on a careful assessment of ENMG values using
rating scales helps to curb the progression of neurode-
generative processes while preserving motor potential,
preventing the development of complications and im-
proving the quality of life.

Keywords. Spinal muscular atrophy, axonal neuropathy,
electroneuromyography, therapy
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