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KJIHHAKO-HEAPO®U3HOJIOTHYECKHE HCCJIEIOBAHUSA EOKOBOI'O
AMHOTPOOHYECKOI'O CKJIEPO3A
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Knroyeavie crosa: GoxoBo# amMmoTpodryeckail cknepos, muddepeRnaansEas TAArHOCTHKA,
CEHCOpPHAS MHEJIAHONATHA

Boxogoi# amuorpoduaeckuii cxiepo3 (BAC) — xpoHHyecKkoe Nporpeccupyromee 3a-
GoneBaH1e NERATPATBEHOM HEPBHOH CHCTEMBI HESICHOM 3THOJIOTHH, H30OHpAaTebHO Iopaka-
JolIee MBHTaTe/lbHbIe HEAPOHEI KODEI, CTBOJIA H CIHHHOINO Mo3ra. PacnpocTpaHeHHOCTs
saboneparna — 4-6 ciyqaes Ha 100 000 >xmreneii. Yame nopaxaioTcs MYXIHHEL, YeM
JKeHIEHE! (3:2).

B xmHMgeckod npakTuke nuarHo3 BAC BeceMa ciioxeH. ONBIT MOKAa3bIBaeT, 9ToO
BcTpevaeTcs cHHApoM BAC B reHese KOTOpPOro MOMKET JIEXKaTh eIkl psaa 3abonepanuii u
NOpakeHHH CIMHHOrO Mosra. IIpHuMHaMM ero BO3HMKHOBEHMS MOTYT OBITh TpaBMaTH-
yeckHe, BepreOporeHHble (CIIOHAMJIOrEHHBIE), ACMHMEIMHH3UpPYIOMUe, aucMeTabonu-
YecKHe; Pefko BCTPEYAIOTCA ATHIMYHBIE OIYXOIH — TOCICSACTBHS Pa3fIMYHBIX JIy4eBhIX
riopaxkeHHi, mH(exuuH. B pane cirydaes 3THONOrHA ocTaeTCa HEACHOM. -

IIpy3HaHHEIME JHATHOCTHYECKHME KpaTepraMi BAC B HacToslee BpeMs AB/SIOTCS
NPU3HAKH, YCTAHOBJIECHHBIE MeXXIyHapoIHBIM HEBPOJIOTHYECKHM coobmecTsoM B 1990r
(Oms-Sckypuan).

e NOpakeHHs LIEHTPAILHOIO MOTOHEHpPOHE;
e mnopakeHHs NepH(epHIecKOro MOTOHEHPOHa;
e nporpeccupyiomee Te4eHue 3abonesaHua He MeHee 6 MecsLeB.

KprrepneMm, No3BoNsIOMEAM HCKIOMMTs Haymuue BAC, sBisercs oTcyTcTBHE pac-
CTPOMCTB IOBEPXHOCTHOM H NTyOOKOM JyBCTBHUTEBHOCTH, TA30BEIX, [Ia30/{BHIaTebHbIX
HapyureHuit, neMeHIMH, 6one3nu [TapkuHCOHa M 3HAYMMEIX BEIeTATHBHEIX PACCTPOMCTE.

CymecTBeHHBIM ABJIAETCH M OTCyTCTBHE B TuHaMuke BAC nocroeepHoro addexra ot
mo6oro BMIa MeIMKAMEHTO3HOM M HeMeaukaMeHTO3HOM Tepamuu. Ocobyio CIIOKHOCTE
npeacrannger muarHocTuka BAC B HasameHBIX cramusx 3abonepanus. Kimmwgeckue
MPU3HAKH NOP&XKEHHA NepH(epHIecKoro MOTOHEHpoHa B ABYX WM Tpex oraenax ITHC
paclieHHBalOTCS Kak «onospesaemelit» BAC; «seposteeiD» BAC mnoapasymesaer
IIPU3HAKH COYETAHHOIO NOpPaXKeHHA LIEHTPAILHOIO H NepH(epHIecKoro MOTOHEHPOHOR B
OTHOM OT/IE/IE WIM NPU3HAKH MOPaXXeHHUs LEHTPATBHOr0 MOTOHEHPOHA B IBYX WIH TpeX
oraenax [THC. Haxoren, nox «aocroBepHEIM» BAC MEI IOHAMaeM NIpA3HAKY TI0PaKeHHS
KaK LEHTPaJLHOIO, TaK M NepH(pepH3IecKoro MOTOHEHPOHOB B TPeX Pa3iAYHBIX OTAENaX
(cTBOJI NOJIOBHOIO MO3ra, MeHHEIH ¥ NOSCHAIHBIN OTAE/E] CIIMHAOIO MO3ra).
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Llenbto pa6oTsl 6bUT IOMCK KPHTEPHEB, HA OCHOBAHHH KOTOPBIX MOXHO 6sw10 GBI C
Golee BBICOKOH JOCTOBEPHOCTHIO CYIATh O HATTMIMH Y GOMEHEIX GONEIHM WK CHHApOMA
BAC 8 Hauane 3aboneBaHysa W/WIA NpPH NEPBOM OCMOTpE H paspaborka muddepeHun-
ATbHO-IMATHOCTHYECKAX KPHTEPHEB, OCHOBBIBAACH HA TECTOBOX M HeHpodusmonory-
yeckoli OLEHKE YPOBHA M CTENEHH MOP&KEHMd, a TAIOKe HA CONEpPXKAHMM MHKpOIe-
MEHTOB B IUT1a3Me KPOBH.

MarepHajax H METOALI

U3 ofcrenoBaHHEX 52 GONBHBIX, HANPABIEHHEIX B HALLY KIMHUKY, Y 27 GOMBHBIX C
maarsosom BAC Ha done mpoBomuMoH cocyaucTol M Merabonuueckod Tepanuu Gbuta
BEISB/IEHa TIONOKHTENIbHAA JUHAMHAKA 3a00/eBaHKs, BEIpOKABIIAICT B perpecce HEBpO-
JorMyeckoro Aeekra W/HIA CTOMKOM HEBDOJIOTHYECKOM AedekTe Ge3 mporpeaueHT-
moctu. Ilpu yrmyGnerHoM obGcnenoBaHMM M HAGMIONEHMM B JMHAMMKE 3TOH rpynme
GOIBHEIX OBUI IIOCTABIIEH JUArHO3 — MUCLUPKYIATOPHAS MUeonaTus ¢ caHapoMom BAC.
B nponecce obcirenoBanys y 9THX NAlHCHTOB OBUIH MCKJIOYEHBI TAKHEe NPHIMHE] CHHA-
poma BAC, kax TpaBMaTHYECKHe, BEpTeOPOreHHEIS, HHEKUHOHHEIE, MeTaboIM4ecKue,
HHTOKCHKAIMOHHEIE W HeMpopereHeparuBHble. MPT-HCCNe0BaHHE TTO3BOTHIIO HCKIIIO-
YATH HAJIAYHE OITYXOJIH, PACCESHHOIO CKJIEPO3a, CHPHHTOMHUETHH.

'~ Bcem GonsHBIM OBUTH DpOBEAEHB! 3rekTpoMuorpaduueckue (OMI) M anexTpo-
netipomuorpapuyeckne (SHMI) uccnenosanus Ha annaparax Sapphire-4 ME ¢upmel
«Medelec» (Aurmas) 1 pupmel “MBH” (Poccns) [1-3, 5].

PesyanTare! 1 o6cyxaenne

V 6omeHeix B Hauyase BAC B moxoe NMpH TOHWYECKHX PeaklUMAX W MaKCHMAJIbHbIX
NPOM3BOJILHBIX COKPAINEHHAX, MO JaHHEIM robansHoro SMI-Hcene[oBaHuA, peracTpH-
posascs «uHTepdepeHIMOHHBE» — I THN SMIT ¢ OTAENBHEIME AU3PHTMHYECKEMHM OC-
WUBIMAMA DEHTpaIbHOro reHesa (1B noaran kpusoi OMI). Ilpn BEIpaXKeHHOU CTaavH
BAC na Bcex ypoBHaX 3amucd OMI" oTMEYaIHCh CHHXPOHH3MPOBAHHEIE MUOIOTEHIIHATE]
— «pur™ dactokonay (Ila Tam SMI) ¢ yxazaHWeM Ha 3aHHTEPECOBAHHOCTh MOTOHEHpPO-
HOB NEPEIHHX POroB CITMHHOro Mo3ra. B rpynme Gonsreix BAC oTMedanocs CHbKeHve
aMIUTHTYABl MHONOTeHUHMANOB N0 459+117 mxB mpuU perdcTpalH C MBIILEI BO3BEI-
meHus Gomsmoro magena KHCTH B a0 221+£56 mxB — c nepensedt GonemeSepuosoH
Meimie! (22504205 mxB m 17104230 mxB B xorTpONEHOM rpyrme; p<0,05). V GombHbIX
curapoMoM BAC CHIDKEHHE aMITATYAB MAOTIOTEHIHATIOB ONIPEAEIIANOCE TONEKO B NIEpe-
nHed Gonmemebepopoi Menmme (708+210 mxB, B KOHTPONBHON rpyrm’é 17104230 mxB;
p<0,05). B TIOkO€ NpH TOHHWYECKHX peaKiMdX ¥ NPH MaKCHMAJIEHOM MOPOM3BONEHOM
coxpamernmy onpenensiucs Ila («HelposansbiD) Tun OMI; perHCTPEPOBANHCH CHH-
XPOHH3HPOBaHHEIE MOTEHIHANE! (acupKyami. OTMEYaNoch CTATHCTHYECKH 3HAYMMOE
YBEIMMEHHE aMIUIMTYAB TNOTCHIMAIOB NPy QyHKIMOHANBHBIX Mpo6ax — TOHHYECKHX
peaxumax (GnwmKHHe, JATBHHE H ABIXATeIbHbIE CHHEPTHH).

Kak mpu Gosiesnn, Tak u npu cuaapome BAC ‘Onpenensimck ofHOHANpaBneHHEIE
M3MEHEHHA XapAKTEPUCTHKH EKTPHISCKH BEI3BAHHOIO: MBIIEIHOO' M-oteera. Peruc-
TPUPOBAJIOCE 'YBEIAYEHAE JIaTEHTHBIX TIEPHOAOB, MIATENEHOCTH . M-0TBeTa M CTaTHCTH-
YECKH 3HaYAMOE YMEHBIICHNE aMIUTHTY/ MBIIETHOro M-0TBeTa KaK MpH HCCENOBaHUH
CPeMHHOrO, Tak ¥ ManobepuoBoro HepeoB. BaxueHmmMu npu guddepeHImMansHOH
muarsocTrke Gosesan u craapoma BAC okasamics DSHMI xapakrepuctuxy [17]-Hepea 1
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onpezie/ieHHe CKOPOCTH NpOBENeHHs MMITyNbca N0 addepeHTHEIM B 3d)depeHTHEM BO-
nokuam (CITHa u CITH3) BepxHAX W HWKHUX KoHeqHOcTel. Y GonbHbX BAC ormeua-
JIOCh ZOCTOBEPHOE CHIDKEHHE TOJNBKO CKOpOCTeH mpoBeneHus mo 3 depeHTHEM (IBHra-
TeNnbHBIM) BOJOKHAM Mepudepudeckux HepBoB. OTMEYanock NOCTOBEPHOE CHAKEHHE
CIIM> no cpeamuHoMy (50,5+1,2 m/c) m manobepuosomy Hepsam (40,3+1,8 m/k), B
KOHTpOJEHOM rpynme — 55,7+1,6 u 47,4%+1,7 m/c, coorsercTBenHO. IIpu curapome BAC:
CIIU> 52,8+1,5 m/c o cpenuaBOMY | 40,5+1,6 M/c — Mo ManobepLioBOMy HepBaM.

UnhOopMaTUBHEIMM OKA3aJIMCh 3HAYEHHMA CKOPOCTEH NPOBEJCHMA MO YyBCTBHTEIH-
HBIM BOJIOKHaM Tiepud)eprdeckux HepBoB. OTMEYaNoCh BEIpAXEHHOE CHIDKEHHE CKOpOC-
TH nposegenus no addepeHTHEIM BoNOKHAM B rpymmne GomsHbX cuHIpoMoM BAC (mo
cpeaunHOMY HepBy 40,5+2,3 m/c, B KOHTpONBHOM rpymme 61,1+1,9 m/c; p<0,01). Mexny
TeM, Ha ()OHE OTHOCHTENBHO COXPaHHOM CKOpOCTH NpoBeAeHMs N0 addepeHTHEIM
BonokHaM y GomsHeIx Gomesneio BAC (58,6+2,1 m/c) oTMedanocs He CHIDKEHHE, Kak
OXHAAIOCH, a nossmuerue amwmaTynsl IT/[-sepsa (39,8+3,0 MxB; B KOHTPONBHOH rpynne
—25,7+3,1 mxB). JlarentHsiii nmepuox I1/{-Hepea O6bu1 B pezenax HOPMEL.

Hauasie SMI™ 1 9HMI uccieioBanuii, CONOCTABIEHHEIE C Pe3y/IETaTaMy KIMHHYEC-
xoro obcnenoBaHds OOJBHBIX B JHHAMHMKE [TO3BOJIMIM maexmm ClIeyIoLHe rpyunm
6oneaEx BAC B 3aBHCHMOCTH OT CTajuH 3a0oeBaHns:

I — cramus Ha49aNbHEIX TIPOSBICHHH,

II — cragus pa3BepHYTOH KIMHHYIECKOH KAPTHHEL,

III — TepMHUHAIBEHAS CTA/IHA.

Ilpu miobameHoM O3MI' HcCIeOBaHMHM B IIOKOE, TOHHMYECKHX pEakUMiX M
MaKCHMAJIBHBIX MPOM3BOJBHEIX COKPAalIeHHSX pErHCTPUPOBANNCE ~IM3PHTMHYECKUE
MOTEHLHANE] OCLIAUIAIMI ¥ MUHMMAJIbHBIE NPU3HAKA CErMEHTapHOrO NOPaXkeH!Us B BUAE
«puTMa yacTokonay. [Ipa 3TOM MpH3HAKH CErMEHTAPHOIO NOPKEHUA ONPENENMIMCh Ha
JByx nmm Tpex ypoBaax ITHC — perucTpHpoBaHCh CHHXPOHH3HPOBAHHEIE, PUTMHYECKHE
noreHiEans! pacuukynanai (Ila Tun SMI). B cragum HasameHeX nposeierwuit (I cragus
3aboieBaHKs) BEIABJICHBI MAHUMAaTbHbIC H3MeHeHHs DHMI -XapakTepHCTHK: 0TMEYaIOCh
yBenugenne ammiarynst I1/[-Hepea mo 43,6+3,9 mxB; yBenMYeHWE JUIMTENLHOCTH
BemBanHOro M-oteera mo 11,13+0,4 m/c mo nokresoMmy HepBy (p<0,05). Otmeuanocs
naxe mopeimenne CITH> no mManobepnoBoMy HepBy 1o 54,5+1,8 m/c.

B craguu pasBepHYTOM KIMHAYECKOM KApPTHHEI Ha (DOHE COYETAHHOTO NOpaKeHHS
LEHTPaIBHOIO ¥ Nepr¢epHIecKoro MOTOHEHPOHOB BEIABIIAIACH pa3iIAgHad CTEIeHb clia-
6ocTA MBIMI BEpXHHX H HIDKHMX KOHEYHOCTCH B BHJC MApe30B W Napajdyuei, oTMe-
gamuch Gyne0aprEle Hapymenus. Pesynsrarst OHMI -HcciieoBaHus BBISBAIN IIPA3HAKH
rpyboro mopaxeHus MOTOHEHPOHOB NEPEHAX POroB CIIMHHOIO Mo3ra. Peructpuposanca
«puTM 9acTokona» Ha Tpex ypoBrax ITHC. Jlna 3Toif rpynmsl B IEJIOM OTMEYEHO IIpor-
peccHpyIOIee CHIDKEHHe aMIUIATYABl eKTPAYECKH BEI3BAHHOTO MEIMIEYHOr0 OTBETa M
YMEpeHHOe CHIDKEHHE CKOPOCTH IIPOBEACHHSA MMITYJIbCa ITO ABHIaTe/IEHEIM BOJIOKHAM.
Oty rpymy GONBHEIX IO CTENEHA H3MEHEeHHs KomudecTBeHHBIX OMIT m OHMIT
XapaKTepUCTHK MBI pa3fe/iurd Ha ase noarpymmsl — I1.1 u I1.2 ,

B nogrpyrme II.2 ormeuaymces Gonee rpyGeie mameneHus DHMI -XapakTepHCTHK, B
JaCTHOCTH, CHIDKCHHE aMIUTHTyAEl M-oTBeTa o 746190 mxB (B KOHTPONBHOY rpymme —
3500+220 mxB); camwkernue CIIH> mo 49,0+1,0 m/c mo cpemurHOMY 1 38,2413 a/c mo
Mayio6epLIoBOMY HepBam.
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B repmm-m.frmoﬁ cramuu 3a607eBaHMA Ha (OHE TPAKTHHECKH TONHOH 06e3aBrKeH-
HOCTH GONBHBIX W BEIPAKEHHOM ATPOGHMA BEPXHHX M HIDKHHX KOHEYHOCTeH, rpyGbix
HapymeHuii Gyns6apHBIX (YHKIMH, BIUIOTE 10 X yTPaTEl, IpH mo6ansHoM SMI peruc-
TPMPOBANACH HH3KO AMIUIMTY[HAS KPHBAS; MOTEHLHMATE (acLMKY/IALMHA HHBETHPOBAIH.
B 310 rpynine 60oMBHEIX OTMEYaI0CH eme Gonee BHIPAXKEHHOE CHIDKEHHME aMILIATY/b M-
oteera o 585+169 mxB u crmwkernne CITH5 no 45,1+1,2 m/c mO CpeMHHOMY HEpBY.
ABaJIOrHYHbIE AaHHbIE MOMyYeHBl B N0 Mao6eprnoBOMy HEpPBY: CHWIKEHHE aMIUIHATYbI
M-orBera a0 781+111 mxB u CITH> no35,8+1,1 m/c.

BEImeH3IOKeHHBIE HCCIIEAOBAHUA TI03BOJIMIIM BEIAICJIMTE CIISMAYIOUIHE KIIHHHYECKHE U
Helipopusronoraueckue kpuTepuy cramuii BAC:

1. B craguu Ha4yalbHBIX DPOABICHMH KIMHMYECKH HaOMIOAaroTCs NMpH3HAKH Mopa-
JeHHs nepHu(epUYecKoro MOTOHEHpOHA He MeHee 4eM B 2-3 oTaenax ITHC B Bupe
CHYDKEHMS MBIIIEYHOM CHIEI (Tape3sl) B COYETAHHHM C aTPOGUAMH MBI WIH (aclHKy-
nanpsmMe 1 pubpauaEaME. OTMeYalucs BEICOKHe | natonornyeckue peduekcel. Ilpu
SMI" perucTpHpOBAIHCH NM3PHTMHYECKHE NOTeHIHANE! HacuKyNsauui H MUHUMAIbHEIE
TIPH3HAKH CerMEHTapHOro nopaxenus B 2-3 yposrax [THC.

I1. [ins passepHyTOH KIMHMIecKo# xapTaasl BAC XapakTepHO coyeTaHue MopaKeHus
LIEHTPAILHOrO ¥ Nepu(epuIecKoro MOTOHEHPOHOB, NMpOABJAIOMEECS Pa3IMYHON Cre-
TeHEI0 c1aboCTH BEpXHUX M HIDKHHX KOHEeYHOCTeH (napeskl, napanuyn) u 6yns6apHEIMU
Hapymenusmy. IIpu OMIT perucTpHpyIOTCsS NpH3HAKHA rpyboro nepegHeporoBoro mnopa-
JeHHd B BHJIE XapaKTePHOIO «pHATMAa 4acTokonay Ha 3 ypoerax ITHC: Gyns6apaom, mei-
HOM, ToscHHIHOM. IIpu HelipoMMorpaguuH OTMEYaIoCk NPOrPECCHPYIONIEe CHIDKEHHE
aMIUTATYNB! BEI3BAHHOIO MBIIIEYHOrO IOTEHOMANA M YMEPEHHOE CHMJKEHHE CKOPOCTH
TIPOBESHHA AMITYJIECA IO ABUTATEEHBIM BOJIOKHAM.

III. TepMuHanbHAS CTaNMA KIAHMYECKHM XApaKTEPH3YeTCs NpPAKTHYECKH TONHOK
06e3BIKEHHOCTEI0 GONEHOrO B COYETAHMM C BRIPAXKEHHON arpodueit MeIL ¥ rpyGEMU
HapymerusMu Gynme6apHBIX QyHKIMHA BIUIOTE 0 WX yTparsl. Ilpu OMI™ HccnenoBaHuu
PErUCTPHPYETCA HU3KOAMIUIMTYAHAS KpHBas 6€3 NOTeHUHaIOB (hacLMKyIIsIAi.

ITpu SHMI" HcenenoBaHHy OTMEYAIOTCS PU3HAKA MOTOPHOM MHMETMHONATHY B BUJE
PE3KOI0 CHIDKEHHA CKOPOCTH NPOBEICHHA HMITY/IbCa IO ABHTaTeIbHBIM BOJIOKHAM.

Ilpr mccnenosannu Gomsueix BAC B juHaMMKe C pa3nmuyHON BEIP&KEHHOCTBIO
3aboneBaHAs HE B OJHOM CiTydae He OBUIO OTMEYEHO CHWDKEHHs CKOPOCTH ITPOBENEHHMS
HMITyJIBCA TI0 TyBCTBHTEIBHEIM BOJIOKHAM, T. €. CEeHCOPHOM MHETMHONATHH.

BriesnieHsl KIMHUKO-HEHPOGH3HONOrHIecKHe XAPAKTEPUCTHKY MUCIMPKYISTOPHOH
MHEJIONAaTHH, NposBisnomeiics cuaapoMoM BAC: mopakeHue, kak NpaBHIO, OJHOIO
(mosicawYHOrO) M pexe 2 ypoBHeH (OSCHAYHOrO 1 meHoro). [IporpeMeRTHOCTE MOXET
HMHATADOBaTh MCTHHHYIO Gonessr BAC. BruimieHa CeHCOpHAs MHENMHONATHS, BEIpa-
JEHHOCTs KOTOpOM KOppenmMpoBala C JUIMTENBHOCTHIO 3a60JIeBaHUSA W CTENeHEBIO
HeBPQIIOrHYIeCcKOro AedHuuTa.

Iocmynuaa 03.03.01
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ynLULvU3py UURNSPNDRY UULEPN2P llLl"bb'lll-’b3lll"l-ll&>ll.Ql\ﬂLn 3hUYUY
LGSU2NSNFR3NFLL
/SUPRELUYRY USALNTCUUY lu’l.-‘l-hl‘\-bl"lll

LU, Ujuqyui.

Ubinjuiugyud b Ynndbuyhb wihmppndhl uljjipngh (YUU) qibmblunpwlwh Gup-
nudhqhninghuljmb suhwbhobbpp: LRihwplgnul bb wyn wjpupubnpub puppbpuihg
whupnpngdwl ubnhpbbpp:

Swdwihp Yhbhimbub, Gijppudhngpudhy b juihnophdhulmb muodiuuhpmpwb
wpnynipnud huupunpydty B0 GUU bhjmbnnipyub W hanfwhnpubhsh htnplguy sahwbhy-
Gbpp. qquyuimb dhightnyuphuyh puguimympnd wynpunhy GUU-h dundwbwy,
qguyuimb dhighnywphuh weuympimb ghughpimyunpop dhtynuwphugh L WWU
hudwhigpuGhoh dudm bl

CLINICO-NEUROPHYSIOLOGICAL STUDY OF LATERAL AMYOTROPHIC SCLEROSIS
/QUESTIONS OF DIFFERENTIAL DIAGNOSIS/

V.N. Avakyan

The informative neurophysiological criteria of lateral amyotrophic sclerosis (LAS)
are brought in the paper. The aspects of differential diagnosis of this pathology are dis-
cussed.

A complex clinical, electromyographic and biochemical investigation has been car-
ried out, owing to which the following neurophysiological criteria of LAS and LAS syn-
drome are established: absence of sensory mielinopathy at sporadic LAS, presence of
sensory mielinopathy at dyscirculatory myelopathy with LAS syndrome.
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