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Myabtudorkanbnas moropHas Hesponatua (MMH) - wmHo-
KECTBEHHAs]  JIEMUCIMHU3MPYIOI[asi  MOTOpPHasT  MOHOHEBPOIATHS,
MPOTEKAass € HW30JUPOBAHHBIM  ACUMMETPUYHBIM  MOPAKECHUEM
JIBUTATEJIbHBIX BOJIOKOH MEpU(PEPUUECCKUX HEPBOB, MPEUMYIIIECTBEHHO Ha
pykax. IlepBoe onucanne MyJabTUPOKAUILHON JIEMUEIHMHIOUPYIOIIEH
HEBpOMAaTUHW CO CTOMKMUMHU OJOKaMH MPOBEACHUS  MPUHAIICKHUT
amepukaHckuMm Heposioram R. Levis and A. Sumner et al., kotopsie B
1982 r. onucanu nATh NAMEHTOB C ACUMMETPUYHBIMU JIBUTATEIIBHBIMA U
YyBCTBUTEILHBIMU HAPYIICHUSIMU HA PyKaX U MHOKECTBEHHBIMU OJIOKaMU
npoBeneHus npu DHMI. B 1986-1988 rr. psan uccnenosareneit (D. Chad
et al., G. Parri et al., A. Pestronk et al.) Beimenuan maroiaoruoo, Koropas
XapaKkTepU30BaIaCh YUCTOM MOTOPHON (POKATIbHOU JNEMUETUHUZUPYIOIICH
HeBponaTuel ¢ GopMupoBaHUEM OJIOKOB MPOBEICHUS, U YCTAHOBUJIU €€
ayTOMMMYHHBIM T€He3. B Hacrosiiee BpeMs CYUTAETCA, YTO ITO JIBE
OTZIeNIbHBIE HO30JIOTHYECKUE (hOPMBI, KOTOPHIC MOTYUHIN SIMTOHUMUYECKUE
Ha3BaHus - cuHapoM JleBuca-Camuepa 1 MMH. Ilocnenusisi matonorus
CUMTAETCS peKoi 00JIe3HbIO U BCTpeuaeTcs ¢ yactorou 1 ciydait Ha 100
ThIC. HacejleHus. B OOJNBIIMHCTBE HCCIEIOBAHUN YCTAHOBJICHO, YTO
MYYHUHBI CTPAJIAIOT Yalle *KEHIIUH (COOTHOILLIEHUE MYX. : eH. =3 : 1). B
80 % ciyuaeB n1e010T 3a00JieBaHUs TPUXOAUTCS Ha Bo3pact 20-50 ser.

Kiaunnnueckne nposijaenus MMH xapaktepu3yroTcsi MEIJIEHHBIM (B
TEUEHHE HECKOJbKUX JIET) ACUMMETPUYHBIM TOXYJAaHUEM MBI PYK.
MpIiieunble TUIIOTPO(UHU BCEeTia Mpeo0aagaloT B KUCTAX, YTO MPUBOJUT K
(OpPMUPOBAHUIO MBIIIEYHON CIA00CTH B HUX. JIBUrareibHblE HAPYIICHUS
JIOKAJIU3YKOTCS B 30HAX MOBPEKACHHBIX HEPBOB. Hanle Ha pa3HbIX YPOBHIX
CTPAJArOT JIy4€BOW, CPEIMHHBIN, JIOKTEBOW M KOXXHO-MBIIIEYHBIM HEPBbI
JOMHWHAHTHOMN PYKHU B PA3JIMYHBIX COYETAHUSAX, YTO IPUAAET KIIMHUYECKON
KapTUHE y KaXJ0T0 OOJIbHOTO MO3aWYHbIA U MHIUBUAYAIbHBINA XapakTep.
B cinyyasx mporpeccupoBaHus IIPOLIECCA YEPE3 HECKOJBKO JIET MOXKET
MPUCOETUHUTHCSA CIA00CTh B MPOKCUMAJBHBIX WIM JUCTAIBHBIX OTIEIax
HIDKHUX KOHEYHOCTEH, KOTOpas, OJHAKO, BCErja BbIpaX€Ha B MEHBIIEH
creneHd. CyxoxuibHO-ieprocTaibHble pediaekcsl npu MMH wame
COXPAHEHbI, YTO CBS3aHO C HEOOJIBIIMMHM Yy4YaCTKaMH JAEMUEIMHU3ALUU
HEPBOB,  HE  OKa3blBAIOIIMMM  CYILIECTBEHHOrO  BJIHWSHUS  Ha
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byHkImonupoBanue pediekTropHo Ayru. IIpu BeIpakKeHHON CTENECHH
atrpodun rayookue pediuekchl Ha pykKax M HOrax MOTYT OBITh
aCHMMETPUYHO CHIKEeHB. Y 2/3 mamuentToB ¢ MMH orMeuarorcs
(bacuuKyJISAIUU MBI, KpaMId U MHUOKHMHH, KOTOpPbIE MPeoOIaiaroT B
30HE mopaxeHusa. OnrcaHbl CIyd4an OJHOBPEMEHHOTO MOPAXKEHUSI HEPBOB
KOHEYHOCTEM M YEpPENHBbIX HEPBOB. UYUyBCTBUTEIbHBIE, INHUPAMHUIHBIE,
OynnOapHbIe, Ta30BBbIC, [bIXaTCJIbHBIC, BETCTATHUBHBIC HAPYIICHUS HE
xapaktepubl w11 MMH. CumMnoToMbl  KOPEIIKOBOTO — HATSIKCHUS,
OOJIE3HEHHOCTH HEPBHBIX CTBOJIOB He oTMmedaroTca. Tedyenue MMH y
OOJBIIMHCTBA OOJBHBIX MEJICHHO MPOTPECCUPYIONIEE C COXPaHEHUEM
acCUMMETPUH Ha BCeM NpoTsbkeHuHu OojiesHu. Bmecte ¢ tem B 30 %
CIIy4acB OTMEUYAECTCA YEPEAOBAHUE PEMUCCUM H  PEUUIUBOB  C
pacopoCTpaHEHUEM IPOIECcCa Ha IPYTrUe CErMEHThl KOHEYHOCTEM.

Huarnoctuka MMH ocHOBaHa Ha XapaKTEpHOM KIMHUYECKOW KapTHUHE,
nabopaTopHbIX AaHHBIX, pe3ynbTarax DHMI' u MPT. Jluarnoctuyeckue
KpUTepuu 3a00JI€BaHUs MPEICTaBICHbBI B Ta0JI. 6.

Taoauuna 6. Inarnocruyeckne kpurepuu MMH

KpI/ITepI/II/I I[I/Ial"HOCTI/I‘IeCKI/Ie IIPU3HAKHU

|. Knuaunueckue 1.MenenHas uiu ctyneneoopasHas
Mporpeccupyromas ciaadocThb
B KOHEYHOCTSIX

2. ACHMMETPUYHOE paCTIPEACICHUE
MBIIIIEYHOU CJ1ab0CTH

3.Yucio nopaxeHHbIX CETMEHTOB
KOHEYHOCTEW MeHee 7

4. CHIDKEHHE WK OTCYTCTBHE pedIeKCcoB
B [NOPAKEHHBIX KOHEYHOCTSIX

5.Pyku mopaxeHbl B OOJIbINEH CTETICHH,
YeM HOTH

6.JleOtoT 3a60meBanus B 20-65 net

7.0TCYTCTBUE MOPAKEHUS CCHCOPHBIX
BOJIOKOH

8.0TcyTcTBUE OYIHOAPHBIX PACCTPOUCTB

9.0TCcyTCTBHE MOPAKEHUS IIEHTPATBLHOTO
MOTOHEBpPOHA

10.  OtcyTcTBUE MPU3HAKOB APYTUX
HEBPONATUN

OtcyTcTBHE NPU3HAKOB MUOTIATHIA




I1. JTabopaTopHbIe 1.Yposensb Oenka B LICXK menee 1 /1
2.IloBblllIEHHE TUTPA AHTUTEIT K
raarianosuny GM1
[ToBbIIeHME HHTEHCUBHOCTH MP-
CHUTHAJAa OT IUICYSBOTO CIJICTCHUS B
pexume Tay

I1l. Dextpodusnonornyeckue | 1.JlocTOBEpHBIA 610K MPOBEAEHNS
HMITYJIbCa 110 MOTOPHBIM BOJIOKHAM (He

MeHee 50%) mpu monaroBom
HCCIIEIOBAHUU

2.BeposiTHBIN 0JI0K IO MOTOPHBIM
BoJIokHaM (He MeHee 30 %)

3.Cumxenue CIIN, comoctaBuMoOE ¢
nemuenuuroaueii: meuee 75 %
HWDKHEW rpaHulibl HOpMbIL. [{uctanbHas
naTeHTHOCTH Oosee 130% BepxHeit
IPaHUIIBl HOPMBI, JINOO TOJTHOE
BhITageHue F-soan nocie 16-20
CTUMYJOB. AMIuIMTY1a M-0TBETa Npn
CTUMYJISIIUM B TUCTAIILHOM TOUKE
cermenTa He meHee 0,5 MB

4.CIIM no ceHCOpHBIM HEpBam

Y aMIUIMTYJIa S-0TBETA B HOpME

Nuarno3 MMH noctoBepen npu Hanwuuu | kpurepus (myHKTH 1-11),
II xputepust (myukt 1) u IIl kpurepus (mynktel 1 + 4). BeposTHbiii
nuarHo3 MMH ycranasnuBaercst npu Hanmuuuu | xputepus (myHKTHI 1-3,
6-11), Il kpurepus (myskt 1) u Il kputepus (myHkTH 2 + 4). BO3MOXKHBI
nuarao3 MMH npaBoMoueH mipu Haymauu | kpurepust (myHkThI 1, 7—11),
II kputepus (myHkT 2 wiu 3) u I kpurepus (myHKThI 3+4).

[Ipu oneHke 1abOPATOPHBIX KPUTEPUEB CIEAYET YUUTHIBATH, 4TO ¥ 90
% OombHbix ¢ MMH ypoBenp Oenka B LCX He wu3MmeHeH.
HuarHoctuueckuid mpuszHak TmoBbimeHuss AT k ranrmuosuay GM1
I0BOJIbHO crienduyeH st MMH, HO ero 4yBCTBUTEIBHOCTh HU3KA, TaK
Kak naHHble AT oOHapyKeHBI MPU MIMPOKOM Kpyre APyTrux 3a0071eBaHUM:
OBAII, XBAII, MOHOKJIOHAJIBHBIX TaMMallaTUsX, OO0JIE3HM MOTOPHOTO
HEBpOHA U Jip. B cBsA3M ¢ 3tum moBblieHHe TUTpa AT K ranrimosumgy
GM1 cuuraroT He NATOTHOMOHMYHBIM kputepuem MMH, a numb
JOTIOJTHUTEbHBIM IIPU3HAKOM, YKa3bIBAIOIAM Ha M-
MYHONIATOJIOTHYECKHI XapaKTep MOPAXEHUs TBUTATEIbHBIX HEPBOB. [Ipu
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MPT y gactu 60mpHBEIX ¢ MMH 00HapyXuBaroT runepTpopro MEHHBIX
KOPEIIIKOB, Yalle MpU JJIUTEIbHOM Te4eHUU O0o0je3Hu. CTUMYISIIMOHHAS
OHMI' sBisieTCs OCHOBHOM METOIMKON TIPH JJIEKTPODHU3NOTOTHICCKOM
noaTBepxkaeHuu auarnoza MMH. OOHapyxeHrne MHOKECTBEHHBIX 0JI0KOB
MPOBEJICHUS MMITYJIbCa U BPEMEHHOW JUCIEPCUM IO JBUTATEIbHBIM
HEpBaM MPEUMYIIIECTBEHHO BEPXHUX KOHEYHOCTEN BHE MECT UX TUITUYHOM
KOMIIpeccuH (TyHHEJIEH) SIBISAETCS TUIIUYHBIM JJI1 JAHHOTO 3a00JIeBaHUS
(puc. 12). bnoku npu MMH xapakTepusyroTcsi TOCTOSHCTBOM H
JUTUTENIBHOCTBIO, MOTYT CYIIIECTBOBAaTh N0 3 JieT M OoJjiee, HECMOTPs Ha
CIOHTAHHO TEKYIIUA WM  OOYCIOBJIEHHBIM  JIEUEHHWEM  IPOIIECC
peMuenuHu3anuu. B 3Tol CBsI3M 118 11€JICHANIPABICHHOTO MOMCKa 0JIOKOB
NPUMEHSAIOT oco0yto Metoauky DHMI' momaroBoil cTUMYJAIIMU HEpBa
yepe3 3-10 cm. I1o Mepe pa3BUTHS BTOPUYHOM aKCOHAJIBbHOM JAEreHepaluu
BBISIBJISIIOTCSL  MPU3HAKU ~ JCHEPBAIlMU: TOTCHIMAIb  QUOPUILIALINH,
MOJIOKUTEIBHBIE OCTPhIE BOJIHBI, HO B OTJIWYHE OT aMHOTPO(UUECKOTO
ookoBoro ckiepos3a (BAC) 3T u3MEHEHHUs BBIABISIOTCS TOJBKO B TEX
MBIIIIAX, KOTOPbIE HHHEPBUPYIOTCS TOPAKEHHBIMUA HEPBAMH.

F
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Puc. 12. ODHMI' npu MMH: M-0TBeThI, 3apEerucTpUPOBAHHBIE TMPU CTUMYIISIIUU
CpPEeAMHHOTO HepBa ¢ AucTanbHOU (1) M mpokcumanbHOU (2) TOUEK: BBIPAKEHHBIN
OJIOK TpOBEJCHUS M yBEIHMYCHHE BPEMEHHOW IUCTIEPCHHM HA CETMEHTE 3aIsiCThe -
nokteBou crub. CIIU camxkena 1o 26 m/c

JAud¢epenuuanbuyro auarnHoctuky MMH npoBoasT ¢ TyHHEIbHBIMU
CUHJIpOMaMH  (3alACTHOTO  KaHaja,  KyOWTalabHBIM, ['tolioHa),
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CIIUHATBHBIMU aMUOTpOUIMU (IucTanpHas dbopma),
MOCTIIOJTUOMUEIIUTHICCKUM CHUHApOMOM, MoTopHoM dopmoit XBJIII. B
CBA3M C TMOTEHIMaIbHOW KypabenpbHOoCcThIO MMH mnpakTuyeckyro
BAXHOCTh MMeeT ero orinmyue oT BbAC, KOTOpBIM J0CTaTOYHO YacTo
OIMMOOYHO YyCTAaHABIMBAETCd TakuM mnaruentam. [uddepenimanbHo-
nuarnoctuuyeckue npusHaku MMH u BAC npencrasiens! B Ta0J. 7.

Taoauua 7. nddepenunanbuasa nuarnoctuka MMH u BAC

JlnarnoctTudeckue MMH BAC
MPU3HAKH

Tun TeueHus IIporpeccupyroniee, [Iporpeccupyroniee
pennIuBUpYyOLIEE,
CTallMOHAPHOE

Temm pa3Butus MEJIJICHHBIN beicTpeIit

TunuuHbI BO3pacT 20-50 net 50-70 ner

Jloxanuzanus [IpenMymiecTBEHHO [IpokcumanbHbIe 51

JBUTAaTEIIbHBIX NUCTAIIbHBIE IIape3bl Ha | AUCTAJbHBIC I1APE3bl, Yallle

HapylIeHUN pyKax Ha HOrax

Bup nape3os [lepudepuueckuii CMEIIIaHHBIN

CHUMMETPUYHOCTH aCUMMETPHUS Cummerpus

[IOpaKeHUSA

['my6okue pedrekco Yamie HopMalibHbIE Yamie BbICOKHE

BbynsOapHbIe CUMIITOMBI He xapaktepHsl Bcerpeuarores gacto

DacuuKyIsSIUn He BBIpaXXEHBI, | PacripocTpaHeHHsIE,
BCTPEUYAIOTCS JJOKAJIBHO BBIPAKECHHBIE

UYepernHblie HEPBHI ITopaxarorcs peako He nopaxatrorcs

JpixaTenbHble HapyuieHus | He xapakrepHsl Bcerpeuarores yacto

Tutp anturen GM1 BBICOKUI Hwuzkui

OHMI' MHuoxectBeHHble  Os0ku | [IpusHaku IIOPAXECHUS
IIPOBEIEHUS HAa pyKax MOTOHENPOHOB

C no3unuii 1oKa3aTeJbHON MEIUIMHBI [IOKA €UHCTBEHHBIM CPEJCTBOM JIeYECHHUS
MMH B Hacrosmiee Bpems sBiserca npuMenenue BBUIT (BHyTpuBeHHBIC
UMMYHOTTIOOYHHBI). DG(HEKTUBHOCTh OSTOW TPYMIBI TMPENapaToB MU KadyecTBE
cpeacTBa crapT-tepanuu coctasisier 70-86 %. B mponecce nedenus HaOmromaeTcs
KaK HapacTaHUe CUJIbl, TaK U YIy4lIEHUE TPYJOCIOCOOHOCTH, MOTYT HCUe3aTh OJIOKU
nposeneHus. IlomoxurensHeie pesynbrarel BBUIT He 3aBucAT 0T Hamuuus WA
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orcyrctBus antuten GMI1. Jlo3a mpenaparoB cocraBiser 0,4-1 T/Kr Ha Kypc ¢
NOBTOpEeHHEM Kaxabie 4-6 Henenb. MHOrma Ty e KypcoBYyIO 103y BBOJST ObICTpee -
B Teuenne 3 aueit (0,4 r/kr - 0,8 r/kr - 0,8 T/KT). BO Bpemst nepBoit uHPy3UH HYKHO
BHUMATEJIbHO  CJIEIUTh 34 COCTOSSHUEM OOJIbHOTO, YYWTBHIBAs  ONACHOCTH
aJUIepruuecKor peakunu. B nanpHelmeM He0OX0AUM KOHTPOJIb YPOBHS KpEaTHHUHA.
VYmMensbiieHne cnabocTu OOBIYHO CTAHOBUTCS 3aMETHBIM B TEpBble 2-4 HeAemH.
Onnako Ha ¢oHE JeYEeHHs 3HAUYUTEIBHOMY pErpeccy MOJABEPraioTcs JIHIIb
OTHOCUTEJILHO HETAaBHO CPOPMHUPOBABIIUECS MAPE3BI, a JIIUTEIHHO CYIIECTBOBABIIINE
nedeKTsl ocTatoTcsi cTabuibHbIMU. Ha3zHaueHue TaOneTUPOBAHHBIX, BHYTPUBEHHBIX
KC B manpix unu Gonbliux go3ax He 3((EKTUBHO, a MHOI/IA MX HMCIOJb30BaHUE
MOXKET JlaXxke yCyryoisaTh TeueHue 3abosieBanus. [lnazmadepes Takxke HedahHEeKTUBEH
U MOXXET BBI3bIBaTh OJIOKH MPOBEJCHHUS B paHEE HEMOBPEKICHHBIX cermeHTax. [lpu
MMH pomnyckaeTcss UcHonb3oBanue mukiodocdamMuga B m03e 3 I/M2, OIHAKO €ro
IIMPOKOE  HCMOJb30BAaHMUE OTPAHUYEHO YACTBIMM MOOOYHBIMU 3 dexTamu.
Coueranne nukinopochamuna c BBHI mo3BossieT yiauHUTh HHTEPBAT MEXIY UHDY-
susmu. IlomeiTku nedyenus MMH  nukinocmopuHoM, wuHTepdepoHom Oera-la,
a3aTHONPUHOM, METOTPEKCATOM, PUTYKCUMaOOM, IEpPEeCcagKkodl CTBOJIOBBIX KIIETOK
1oka ceOs He ompaB/Ialiv.

[Iporno3 npu MMH 15 sxu3HU OJ1aronpuATeH, OAHAKO Y OOJIbIIEH YacTH OOJIbHBIX B
cily4yasix mporpeccupoBaHusi mnpouecca MMH npuBoaur K OrpaHUYEHUIO
TPYAOCIIOCOOHOCTU U CHUYKEHUIO KaueCTBa JKU3HHU.



