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K HATOT'EHE3Y U JUATHOCTHUKE BOJIE3HU JIBUT'ATEJIBHOI'O HEMPOHA
(mexus)

B. 5. JlaTbiueBa, FO. B. TacanbkoBa

T'omesbcknii rocy1apcTBeHHbIH MeIMIIUHCKUH YHUBEPCUTET

BoxkoBoii amuoTpoduuecknii Ckiepo3 — OJHO M3 Hanboyiee pacpoCTpaHEHHBIX, JETATLHBIX HEHpoaereHepa-
TUBHBIX, MyJIbTH()AKTOPHAIBHBIX 3200JIeBaHNi C M30MpPATEIbHBIM MTOPAKEHUEM MOTOHEHPOHOB Ha IICHTPAIILHOM U
nepuepuIecKOM YPOBHE, YaCTO C TEHETHIYECCKOH MPEIPaCIIONIOKEHHOCTRIO U yJacTHeM (DaKTOPOB BHEITHEH CpPEIbI
(moua, Bo3pacTa, SK30T€HHBIX TOKCHHOB, TPaBMEI U JIp.). OCHOBHBIMHU AHAaTrHOCTUYECKUMHU MapKepamu 3a00JIeBaHHS
SIBJITFOTCS] KITMHAYECKHE TaHHBIC U M3MEHEeHHsI Ha dniekTpoHelipomuorpamme (OHMI'). OaHako yacTo BCTpedaeMblid
CUMIITOMATHYECKUN CUHAPOM 3aMHTEPECOBAHHOCTH JABUI'ATCIILHOT'O HeﬁpOHa 3aTPYAHACT JUATHOCTUKY MCTHHHOTO
3a00JIcBaHMs, & OTCYTCTBUE MMATOTCHETUYECKOM Tepanuu TpeOyeT MaTbHEHINX HAyYHBIX UCCIICIOBaHUH.

Knrouesble ciioBa: 60JI€3Hb ABUTATEILHOTO HEHPOHA, TEHETHUECKHE MAPKEPBI, JICUEHHE, PHITY30Il.

THE PATHOGENESIS AND DIAGNOSIS OF THE MOTOR NEURON DISEASE
(lecture)

V.Y. Latysheva, J. V. Tabankova
Gomel State Medical University

Amyotrophic lateral sclerosis is one of the most prevalent lethal neurodegenerative multifactorial diseases with
selective lesion of the central and peripheral motor neurons and often with genetic predisposition and participation
of the environmental factors (sex, age, exogenuos toxins, traumas, etc.). Clinical data and electroneuromyography
(ENMG) changes are the main diagnostic markers of the illness. However, the prevalent symptomatic syndrome of
the motor neuron involvement makes it difficult to diagnose the true illness, and the absence of pathogenetic therapy
demands further scientific study.

Key words: motor neuron disease, genetic markers, treatment, riluzole.

Beeoenue pble 0o0ecreYnBarOT MOTOPHYIO KOOPIWHALIMIO U

BokoBoii amuorpoduueckuii ckiepo3 (BAC),
TaKXe M3BECTHHIN Kak Oose3nb Lllapko, 6omesns JIy
I'epunra — OoJe3Hp ABUTATEIBHOTO HEHWpOHA. JTO
XPOHHUYECKOE TPOTPeCcCUpyIoIlee, JeTaIbHOe Hew-
poJereHepaTUBHOE 3a00JICBaHUE, BBHI3BAHHOE M30H-
paTeNbHOM JereHepanreii MOTOHEHPOHOB CITMHHOTO
MO3ra, MO3rOBOT'0 CTBOJIA, a TAK)Ke€ KOPKOBBIX MOTO-
HEHPOHOB, HEPBHBIX KJIETOK LEHTPAIbHON HEPBHOM
cucrems! (LIHC) u nepudepuueckoro otaena, KOTo-

MOJIICPKUBAIOT TOHyC MbI |1, 34]. JlanHas HO30-
sorust BeeneHa B 1939 r. TpymHocTm muarHosa
BAC ompenensirorcst BpeMeHeM Hadana jae0roTa u
JUTUTENIbHBIM HMHTEPBAIOM MEXKIY NEPBBIMH CHM-
nTomMamu 3a0oieBaHust W MaHH(ecTanued ITocTo-
BEPHBIX KJIMHUYECKUX MpOsBICHUMN. PaHHAA nuar-
HOCTHKA U JICYCHHE ATOW MATOJIOTHH MO3BOJIAT Tpe-
IYNPENUTh TSDKETble MOCIEACTBUS M, BO3MOXHO,
MPOJUTATH YKU3HB MAICHTOB.
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Snudemuonozusn

BAC oTHOCHTCS K HEPBHOMBIIIIEYHBIM 3a00-
JIEBaHWSIM, KOTOPBIM CTPAAafoT JIFOIM BCEX pac U
standeckux rpymma [5, 10]. B crpanax EBporb
€KEroJIHO BBIABIISIETCA 2—6 HOBBIX CIy4daeB 3TOU
6oxe3nn Ha 100 THIC. HacemeHus. 3aboieBaHuEM
yale cTpajiatoT juna B Bo3pacte ot 40 o 60 ner,
HO BO3MOXXCH NIeOI0T B 00jee MOJIOIOM U CTap-
meM Bo3pacrte. [Ipyu 3ToM My YUHBI OOJIEIOT Harre,
geM keHIHE [9, 15, 39]. B Amepuke exeromHo
3TOT muarHo3 ycranasimBaercst 5000 gemoBek [35,
38]. 3aboneBaHue MPUBOANUT K CMEPTH TIOJIOBHUHBI 13
HUX B TedeHne 3-x net u 90 % marmeHToB yMHUparoT
B mocieAyomnue 5—6 net [36, 38].

Hecmotps mHa TO, utro BAC pacnpocTpaneH
reorpadudeckd Ooyiee I MEHEe PaBHOMEPHO,
YCTaHOBJIEHBI TpPU OO0NACTH, pPAcCHOJOKEHHBIE B
3anmagHolt wactTm THXOOKEAaHCKOTO pPETHOHA, TJe
paHbIie 3a00I€Ba€MOCTh OBIIa BBIMIE CPEAHETO
MoKaszaTens, HO 3a TOCJIEIHUE eCATHIIETHS He-
CKOJIBKO yMeHbIWIach. KpynHeniii peruon —
ocTpoB ['yaM, KOTOPBIM HacessieT Hapol TIJIEMEHU
4aMOppO C UCTOPUYECKH BBICOKOM 4acTOTOH BO3-
HUKHOBEHHS (0koJi0 143 cimydaeB Ha 100 THIC. de-
JIOBEK B TOJ) 3a00JIeBaHUs, KOTOPOE HA3BIBACTCS
Lytico-Bodig n mpencrasiser coboit coderanme
BAC, OGomesam Ilapkuucona u nemeniuu. Erme
nIBe o0jacTd, TIe KOJIMYECTBO IMAIMEHTOB BEIIIE
cpemHero — 3TO pecryOnmka 3amanHas [lamya u
nonyoctpoB Kuu B SInoHumu.

Dmuonozua u namozenes

Briaendror ceMelinble U CrIOpagudecKue ciy-
yan 3a0051eBaHus.

OmyOIMKOBaHB COOOIIECHUSI O CYIIEeCTBOBA-
HUU HECKONbKUX YCIOBHbIX «KIACMepos8y 3a0oJie-
6anusl, BKITIOYAIONINX TPEX aMEpHUKaHCKUX (yTOO-
macToB M3 San Francisco 49-ers; Oonee msTUAECSTH
(hytoomicToB B Utamm; Tpex modutenei (ytdona Ha
fore AHITIMH 1 ceMeiHble (OOIBHBI My U JKeHa) CITy-
yan Ha fore Oparrpm. T COOBITHS MOTYT OBITH CTa-
THCTIYECKH 3HAUFIMBIMH, TaK KaK B TIOCJIEAYIOIIEM ObI-
JI0 I0Ka3aHO, YTO OHH BBI3BaHBI B3aUMOJICHCTBHEM Te-
HETHYECKUX M 3KOJTOrHIeckux ¢aktopos [ 10, 20, 23].

Onpenenernas poib B natoreHese bAC otBomut-
¢Sl M30MpaTeNIbHOMY BO3JICHCTBHIO Ha JIBHTATCITHHBIN
HENPOH HEUPOTOKCHHOB M YEPEITHO-MO3IOBOM TpaB-
MBL. BMecTe ¢ Tem cBeneHust 00 MX y9acTHu 10 Ha-
CTOSIIIIETO BPEMEHH BECbMa MTPOTUBOPEUHBHI [38, 40].

OdeHb BBICOKAsT 3a00J1€BaEMOCTh CPEIOH MTAThb-
STHCKHUX (hyTOOMHCTOB (00JIee YeM B TISITh pa3 BHIIIS
CTaHIApPTHOTO 3HAUCHUS) BBI3Baja 03a00YCHHOCTH
MHOTHX CIIEIIaJIFICTOB H3-32 POCTa CllydaeB 0o0-
JIE3HU TIPH TIPOBEACHUN TPEHHUPOBOK Ha (HyTOOINDB-
HBIX TIOJISIX, T/I€ WCTONB30BANINCH TECTUIHABI (He-
KOTOpBIC M3 HUX OBUIM HEHPOTOKCHYIHBIMH). c-
CIIeZIOBaHMS, TPOBEACHHBIE B MTammu, Obun Ha-
MIPaBJICHBI Ha YCTAaHOBIICHHUE CBS3H MEXKIy Pacipo-
ctpanenneM BAC cpenn ¢yTOOIHCTOB M yHOTPEO-
JIeHueM Urpokamu fomnuara. [Ipu cpaBHeHnn rpyn-

6l PyTOOIMCTOB C TPYIIIONW BEJIOCHIICAUCTOB, KO-
TOpBIE TOXKE€ TPUHUMAIM JIOITUHTOBBIE CPEJICTBA,
6ompHBIX BAC cpemn mocnemHuxX HE BBIABIICHO. B
pe3ynbTaTe WCCIEeOBATEN MPHIILTH K BBIBOIY, UTO
(hyTOOIMCTEI OTHOCHTEIBHO 9acTO OOJICIOT MTOTOMY,
YTO Yy HUX 4Yallle CIyYaloTCS TPaBMBI TOJOBHI (TIpH
OTpaXEHUH TOJIOBOM MsT9Ia MM BO BPEMS IMAfCHUS U
CTOJIKHOBEHHH, KOTOPBIE TIPOMCXOST B T€UCHUE UT-
pBI) TI0 CPAaBHEHHUIO C BEIIOCHIIEAVCTAMH, KOTOPHIE
HOCSIT 3allUTHBIE IIUIEMBI, M YEPEITHO-MO3roBas
TpaBMa y HHUX CIy4aeTCst OTHOCHTEIHHO PEIKO.

Uccnenosanue, nposenenHoe B 2010 r., mo-
Ka3aJio, YTO TpaBMa T'OJIOBHI TAKKE MOYKET IPHBEC-
TH K BO3HHKHOBEHHIO TPH3HAKOB, HAITOMHUHAIOIIHX
BAC, HO OHH B JEHCTBHUTEIILHOCTH SIBJITIOTCS XPO-
HUYECKOH MTOCTTPaBMATHIECCKOM dHITe(haonaTiei, a
He Oones3npto mBurarensHoro Heiipona (BJIH). Ilo-
CMEpTHBIE HWCCIEIOBaHMS MO3ra IBYX aMephKaH-
CKUX (pyTOOJIMCTOB TTOKA3aJIM TPUCYTCTBUE dHITE(Da-
nortatr, a He BJIH [28, 31].

[ToBBITIEHHBII YPOBEHB 3a00JIEBAEMOCTH CPEITH
CIIOPTCMEHOB M BETEPAHOB CIOPTA, Y KOTOPBIX yCTa-
HOBJICHO TIOBTOPSIIOITIEECS] BpeMsI OT BPEMEHH COTPSI-
CEHFe TOJIOBHOTO MO3ra, Takke ObIIN 00YCIOBIECHBI
XPOHUYECKOH TIOCTTpaBMAaTHUECKOHW 3HIe]aromaTu-
ei, cummroMsl KoTopoit moxokd Ha BAC. MMerHO
MosTOMYy 3a00J1€BaEMOCTE CPEIH ATUX TPYIII HaCee-
HUs1 OBLTA BBIIIE CPETHETO MmoKazaTeys [35].

Ha cemettabni Temr BAC [7, 17], xorna 6one3Hb
TriepeiaeTcs 1Mo HacieACTBy, nprxomutest 5—10 % Beex
cimydaeB. [IpudamHON 3a00JI€BaHMST YacTO SIBIITIOTCS
reHermdeckre (pakTopel. BeineneHo 13 reHOB U JIOKy-
COB, IMCIONHUX JTOCTOBEpHYIO CB3b ¢ BAC. M3 Hux
npumepHo 1 u3 10 ciydaeB cBs3aH ¢ MyTallMel B TeHe
cynepokcumarcmyTaze 1 (SOD1 — oTBeTCTBEHHOM 3a
MeIb-IIMHK HOHCBs3bIBaroNTyto SOD). O1oT depmeHT
OTBEYACT 332 00E3BPEIKUBAHNE CBOOOTHBIX PAIIKAIIOB.
HUccnenoBanve, mpoBeeHHOE B MOCIIEAHHUE TOIBL, MO~
3BOJIMIIO OTPENETUTh TeH, TONMYYMBIIMA Ha3BaHUE
FUS («Fused in Sarcoma», ALS6), KoTopbIid Be4eT
BO3HHKHOBeHHE ceMeriHoro trma BAC [22]. Brie-
JieHHbl Tarke Mytaimu reHa NEFH, xomupyrorero
TSDKEIYTO TIeNb HeHpo(riiaMeHTOB; TeHa KOAMPYFOIIe-
TO DHIOCOMATLHBIA (hakTop 0OMEHA TyaHWHA, U TeHa,
KOIIMPYIOIIETO CYOBCIMHUIYy O€Ka aKCOHAIBLHOTO
TpaHcHopTa (IMHAKTHHA), TporpanyimHa [15].

Cs0000HbIEe padukanbl — 3TO BEICOKOIHEPTETH-
YeCKHe MOJIEKYJIbI, KOTOPHIE BBIPa0aThIBAIOTCS KIIET-
KaMH TIpH METa0O0ITI3Me, B OCHOBHOM B MUTOXOH/IPH-
six. OHM WTPArOT OINPENENICHHYIO POJb B PETYIISIINN
(YHKITHIA KJIETKH, SHEPTETUIECKOM MeTaboIm3Me U
obecrieueHn penoKc-curHamm3ami. OTHaKo B psie
CIy4aeB OHHM MOTYT OOpa30BBIBATHCS B CIHIIIKOM
OONBIIOM KOJIMYECTBE, YTO MPUBOAWT K TIOBPEXKIIe-
HUIO MUTOXOHApHanpHOU U simepHoi JIHK u Genxon
B KJIETKaX (B YCIOBHSIX OKHCIHTENIHLHOTO cTpecca). K
HACTOsITIEMY BpeMeHH m3BecTHO Oonee 110 pazmmd-
HeIX MyTarmii B SOD1, K0oTOpBIe CBA3BIBAIOT ¢ 00-
JIC3HBIO IBUTATEIIBHOTO HekpoHa [15].
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IIpn mexoTophix W3 HUX (Hanpumep H46R)
00JIe3Hh pa3BUBAETCS MEIJIEHHO, MOCTEIEHHO, B
TO BpeMs kak npu npyrux (A4V) BAC mpoTtekaer
OueHb arpeccuBHO. DAKTHI CBUACTEIHCTBYIOT, YTO
OIHUM W3 TOCTEACTBUN OTCYTCTBHS 3aIlUTHl OT
OKHCIIEHUS SIBISETCS TPOIIECC 3aIpOrpaMMHUPOBaH-
HOW KieTouHON cMeptu (anonmos). OOBSICHEHUS
TOTO, KakuM oOpa3zoM Mmytarwu reHa SOD1 mpuBo-
T K pa3pylIeHdI0 MOTOPHBIX HEHpOHOB, K Ha-
CTOSIIIIEMY BpEeMEHU He HaiijieHa. Bmecte ¢ Tem psin
WcciefioBaTeNeil MmoKa3aid, YTO HaKOIUIEHHE CBO-
OOMHBIX paTMKaIOB MOYKET BOSHUKHYTH B pe3yJIbTa-
T€ HEMpPaBWIBHOTO (PYHKIIMOHMPOBAHMS 3TOTO TEHA.
MoxHO monmarath, 4T0 MyTHpoBaBmmi reH SODI1
WHIYIMPYET 00pa30BaHNE TOKCUYHBIX BEIECTB JPY-
THIM, eIIIe He YCTaHOBIICHHBIM criocodoM [2, 32, 33].

HacnencTBeHHbIN cenemuueckuii degpexm Io-
KaJiM30BaH Ha 21 XpoMocome, KOTOpas KOAUPYET
tdhepment SODI. Cautaercs, 9TO 3Ta MyTaIwist — ay-
TOCOMHO-IOMHHaHTHas. OHa accOIMUpOBaHa CO
CTPEMHTETBHBIM TIPOTPECCHPOBAHNEM 3a00JIeBaHUs,
MaTo(hM3HOIOTMUECKHA TTATTEpH KOTOPOTO /10 KOHIA
HE M3BECTeH. BriepBrie BBIABIECHBI MAIlEHTHI, Y KO-
TOPBIX MOPAKEH HE OJIMH, a JIBa reHa 21 XpoMOCOMBI.

Hambonee pacnpoctpaneHHbIM (0oco0eHHO B Ce-
BepHOH Amepuke) rogsuaoM SOD1 myTarm sBIis-
eTcs MyTarms A4V, BeI3BIBAOMIAs YPE3BBIYAHO OBbI-
CTpOe pa3BUTHE 3a00NIeBaHHS OT BPEMEHH IHUarHo-
ctukd BAC 1o cMepTH. YCTaHOBIICHO, UTO Y JieTeit
TEX POIUTEIICH, KOTOpBIEC OOJBHBI, 00JIee BHICOKAS Be-
POSITHOCTh BO3HHKHOBEHHS OOJIC3HH, YeM Y OJIM3KHX
POICTBEHHUKOB. [lo3TOMY pONB HaCIENCTBEHHOCTH
OTBEpraTh He MPEICTABIIICTCS BO3MOXKHBIM [7, 17].

Jist mutt, y KOTOPBIX B CEMBbE HE OBLIO CITydacB
3abomeBannst BAC (95 % manneHToB), 10 HACTOS-
IIeT0 BpeMeHH NPUYMHA BOZHUKHOBEHUS 3a00JieBa-
HUSI HE YCTaHOBJICHA.

Bepcust 0 Tom, 4TO OAHOW U3 MPUYUH Pa3BU-
THS 3a00JI€BaHUS MOXET OBITh JKOJIOTHYECKOE
BO37eiicTBHE, ObLTA MTPeJIOXKeHa PH YBEITHICHUU
YHUClla CIyYaeB TOpPakeHHs OOJE3HBIO HACeNeHWS,
MIPO’KUBAIOIIETO B 3amaHol 9acTH THXO0OKEeaHCKO-
ro pervoHa. J[nurenpHoe ydacTHE HeUpOmOKCUHA
BMAA, xoTopblii Tonajal B OpPraHuM3M C MUIIEH,
MoT OBITh OFJHOW W3 MIPUYHH BBICOKOTO YPOBHS 3a-
ooneBaemoctrt BAC cpenun kutenei octpoBoB ['y-
aMm. DTOT HEHPOTOKCHH MPOAYITHPYETCs IMaHOo0aK-
TEpUsIMU, U KaK CUUTAETCS, SBISIETCS OIHUM U3 He-
CKOJIBKMX HEUPOTOKCHUYECKUX COETUHEHHM, copaep-
JKAIXCS B CEMEHAaX TPOIMYECKOTO PACTEHUs W3
pOAa CaroBHUKOIOJOOHBIX, ITPOM3PACTAIONINX Ha
9THX TEPPUTOPUAX. DTH PACTEHHS HCIIOIB30BANCH
MECTHBIM HACEJICHHEM B TIHIITY.

ITo madopmammu Accormaruun BAC Coenu-
HeHHbIX [lITaToB AMepukH, cpeu BeTepaHOB
BOOPYKEHHBIX CHJI CTPaHBI, TaK)Ke OMpPEIeNsICcsa
BBICOKUH ypOBEHb 3a00JI¢BaHUS, KOTOPHIN yUEHBIC
OOBSCHSIIH HEHMPOTOKCHUYHBIM BO3JICHCTBHEM XH-
MHYECKUX BemecTB [36, 40].

IHamodguszuonozun

Ompenensromei geptoit BAC siBiseTcs mere-
Hepauus BEPXHUX U HIDKHIUX MOTOPHBIX HEHPOHOB
B TIPEIIEHTPATBHOIN M3BIIIMHE TOJIOBHOTO MO3Ta, B
CTBOJIE W CIIMHHOM Mo3re. B mocnennue romsr yc-
TaHOBIIEHO, YTO TPOIIECC 3aXBaTHIBAET U IepHde-
pudeckne HepBHI [6, 11, 16, 38].

B HOpManbHOM COCTOSIHHWH, MOTOPHBIE HEUPO-
HBI TIPHHAMAIOT YYacTHE B 00pa30BaHUHN OEIKOBBIX
BKJTFOUEHHH, KOTOpPBIE HAXOMAATCA B TeJie HEPBHBIX
KJIETOK M WX akCOHaX. YacTo 3TH BKIFOUEHHUS CO-
nepkar youxeumui (BHICOKOKOHCEPBATHBHBIN Ma-
JIBIA PETYISTOPHBIA OEJIOK) 1, KaK U3BECTHO, BCETIa
comepxar B cebe BAC-accoruumpoBaHHBIE OCTKH:
SODI, TDP-43 (w1 TARDBP) wim FUS. YcraHoB-
JIEHO, YTO AT BKJIFOUECHHS HE BCTYITAIOT B PEAKIIHIO C
TaKVMH KPacUTEISIMU, KaK KOHTO-KPacHBIA U THO(-
naBuH T, a TIO3TOMY HX HEIb3s Ha3BaTh aMHJIOUIHBI-
MH arperatamu, B OTJIIMYHE OT APYTUX 00pa3oBaHUA 1
OJIATIEK, KOTOPBIE BCTPEUYAIOTCS [P MHOTHX HEW-
poJlereHepaTHBHBIX 3a00JIEBaHUIX, POTEKAIOIINX
¢ arperarueii 0€IKOB. DTO OTHOCHTCS, B YaCTHO-
cTH, K 0one3nsM Anprreitmepa, [lapkuacona, ['en-
TUHTTOHA W IPUOHHBIM 3200JIEBaHSIM.

HccnenoBanusi, KOTOpbIe MPOBOAMIIIICH Ha TPaHC-
TEHHBIX MBIIIaxX, ITO3BOJIFJIA BBIIBUHYTH HECKOIBKO
Teopuii O BIMSIHUM MyTHpoBaHHOTO TeHa SOD1 Ha
BEPOSITHOCTH 3a00JIeBaHUS MOTOHEHPOHOB. Y MBI-
e, y KOTOPBIX He OBUTO 3TOTO TeHa, Habmomamachk
JIUIIE aTpo(Hs MBITIT (B MOJIOIOM BO3pacTe) — Cak-
POTEHHST M COKpAIlleHHne MPOJOIDKUTEIEHOCTH KH3-
HU. TO eCTh TOKCHYECKHE CBOMCTBA MyTHPOBABIIETO
SODI1 sBistoTCs pe3yIbTaToOM YCHICHHS €T0 TIaTo0-
THYecKuX (YHKIWH, a He ux motepu [2]. Kpome Toro,
Kak OBLIO YCTaHOBJIEHO, arperartus oeinka SOD1 sB-
JISICTCSI MHAUBUTYATHHOW OCOOCHHOCTRIO KaK CeMEi-
HOTO, Tak 1 nmpuodpereaHoro bAC [33].

B mactosmee Bpems BAC-SODI-Mpimm oc-
TAIOTCS JYUYIIMMA MOAEISMHU IS TOKITHHIYECKUX
9KCIIEPUMEHTAIBHBIX HCCIENOBaHUA, HO y4YeHBIE
HAJCIOTCSA, YTO CKOpOo OyayT pa3paboTaHbl ApY-
rue, 0osee MoJie3HbIe BApPHUAHTHI, KOTOPBIE TIO3BO-
JAT ONPENEIUTh OCHOBHOM NATOT€HETUYECKUH
areHT 3Toro 3adosyeBanus [37].

Kpowme nccrnenoBanuns BAVSHAS MyTalluy TeHa
SOD1 yuensle paboTau TaKKe HAJ OMPEICIICHIEM
pOM TIYTaMHUHOBOM KHCJIOTHI TPH JAeTeHeparyn
MOTOPHBIX HEMpPOHOB. [ JyTaMuWHOBas KHUCIIOTa —
OJIMH 3 XUMHYECKUX MECCEH/DKEPOB MM HEHpoMe-
ZIaTOPOB, KOTOPBIE CIYXKaT ISl TIepeiavyil CUTHAJIOB
B Mo3r. [lo pe3ynpraram mpoBeneHHBIX HCCIIEI0Ba-
HUH OBIJIO YCTaHOBIICHO, UTO Y martuenToB ¢ BAC mo
CPaBHEHHIO CO 3I0POBBIMH JIMI[AMH YPOBEHB TITyTaMa-
Ta (TJIyTAMHHOBOW KUCJIOTHI) BBIITIE KaK B TIa3Me KPo-
BH, TaK ¥ B CIMHHOMO3TOBO# skukocTH [11, 22, 40].

Ha TpaHCreHHBIX MBIIIaX ¢ MyTalUsIMHU B TeHE
HeHpouITaMeHTa, IPUBOIIIIEMY K IOBBITIICHHOMN
sKcpeccuy Oenka, ¥ Ha MBIIIAaX, TPAHCTEHHBIX TI0
MyTanTHOMY reHy SODI1, Oblta BBISIBIICHA TIATOJIO-
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TUsl MOTOHEHPOHOB C aKKyMYyJIsiliMed B HUX HEUpo-
(dhumamenTos [38, 40].

Taxum 006pazom, K OCHOBHBIM MaTOT€HETHYE-
cknM Mexaam3maM 1pu BAC moxHO oTHecTH [6,
13, 15, 27]:

® TeHETHUYECKUE (PaKTOPHI;

® DKCAUTOTOKCHYHOCTb;

® OKCHJAHTHBIN CTpECC;

® MUTOXOH/IPHAJIBHYIO TUC(YHKIIHIO;

® HapyIIEHHBIM aKCOHAJIBLHBIN TPAHCIIOPT;

e arperanyio HeiipopHuIaMeHTOB;

® BOCTIAJINTENbHBIC PEAKITUH U YIaCTHE APYTHX
(MOTOHEHPOHOB, TIHANBHBIX, NEHAPUTHBIX U aHTH-
TeHITPEICTABIISFONINX ) KIIETOK;

o neuruT HEeHpoTpoduueckux (aKTOpoOB H
MEXaHHM3MBI aIanTo3a.

Knunuxka

3aboreBaHNe BBI3BIBACT JCTCHEPAITIO0 MOTOPHBIX
HEHpPOHOB, YTO TIPUBOIWUT K COYETaHWIO SIIEMEHTOB
HEHTPAIGHOTO ¥ TIepr(eprIeckoro mapesa: MBIIied-
HOH c11abocTH, aTpo(yH MBI W TIOBBIIICHUIO TITy00-
Kux peduiekcoB. llarpeHTsI TEpSEOT CITOCOOHOCTH
WHUIIMMPOBATh W OCYILECTBIITH JIFOOBIE KOHTPOJIH-
pyemble nBrkeHust. COUHKTEp KUIIICYHNKA, MOYEBOTO
TMy3bIpsl ¥ MBIIIIEL, OTBEYAOIIVE 32 IBIDKEHHE TJ1a3,
KaK MPaBHJIO, BHITTOIHAIOT CBOM (DyHKIHH [6, 8].

Knmardeckre mposBIICHNST 3aBUCAT OT YPOBHS
TOpaXKEHUsI MOTOPHBIX HerpoHoB. Ilpu BAC BhIze-
JSIFOT 4 BapHWaHTa JeOI0Ta: MICHHBIN, TPYIHON, TIOsIC-
HUIHBI ¥ auddy3abeii. [lepseiM cummromom BAC
SIBISICTCSL MBIIIeUHast ciiabocth w (WiM) aTpodust
MBIIIIII, TPEUMYIIIECTBEHHO B OTHOM pyke [6].

Brauane Ooie3Hp TpOSBISETCS HApPyIICHHEM
(hyHKIIMKM BepXHMX KOHeWHOCTeH. [larmeHTsr MoryT
WCIIBITBIBATh TPYJHOCTH TIPH BBINIOJHEHUH 33/IaHUH,
TpeOyIONMX JIOBKOCTH PYK, TAKHX KaK 3aCTETMBaHUE
MYTOBHUI], HAIMCAaHWE TEeKCTa WM TPH IIOBOPOTE
KiIroua B 3aMke. Eciu GonesHb eOroTHpyeT ¢ mosic-
HIYHOTO YPOBHS, TO TAIWIEHTHI YyBCTBYIOT HEJIOB-
KOCTP TIPH XO/Th0€, TIOCTOSIHHO 3aITIHAIOTCS BO BPEMS
X0ABOBI, 9aCTO HE MOTYT MOMHATEL HOry (foot drop) u
TOATOMY KaK OBI «BOJIOKYT €¢ TTo 3emiiey [23, 26].

HezaBucumo ot nmokanmzamuy 3a00JIeBaHUST MBI-
mevHas ciabocTh M aTpodusi PacIpOCTPAHSIOTCS
BIIOCIIE/ICTBHY U HA JIPyTHE YaCTH Tella TI0 Mepe TO-
ro, Kak Oone3Hp mporpeccupyer. Jlpyrue sBHbBIE
CHUMIITOMBI BKJIFOYAIOT TEpUOTUIecKie (hHUOPHIUI-
UM (COKpAIIeHUs) MBI WIA C1adoCTh (Tmape3)
TIOpaKEHHBIX MBIIII] ¥ HEBHATHYIO PeUb.

B 25 % ciyuaeB 3a0oneBaHie HAYWHAETCS C T10-
pakeHWsI TIPOJIOJITOBATOrO MO3ra. Y TalMeHTa CHava-
JIa BOZHHKAIOT TPYIHOCTH C PEYbI0 (OHA CTAHOBUTCS
HEUYETKOH, HEBHSATHOH ) FJIH TTOSIBIBTIOTCS TIPOOJIEMBI BO
BpeMsl TJIOTaHWS, TPYJHOCTH TIPU TIpHUeMe IHIIIH, TI0-
Teps TOJBMKHOCTH S3BIKA. B penmkux ciydasx B mep-
BYIO OYepe/Ib TTOBPEXKIAI0TC MeKpeOepHbIe MBIIIIITHI,
UTPAFOIITNE BKHYIO POJIb BO BPEMS JBIXaHMS [6].

Cumnmonmpl, 6o3HUKAIOWUE NPU NOPAHCEHUU
BEPXHUX MOMOPHLIX HelpoHOS8, BKIFOYAIOT HAIIps-

KEHHOCTb, CIIACTUYHOCTH MBI ¥ IOBBIIICHHYIO
aKTUBHOCTH pediekcoB (TumeppediekCHio), BKITIO-
qasi CBEPXAKTUBHBIA PBOTHBIA pedliekc, BO3HUKACT
MTOJIOKHUTEIBHEIN cuMmiiToM Poccomimo [10, 26].

YV 15-45 % obcnenoarnbix ¢ BAC onpenemnsiercst
TIceBIOOYIE0apHBIN aheKT, M3BECTHBIN KaK «IMOITHO-
HaJIbHA HEYPAaBHOBEIIEHHOCTEY, KOTOPBIN MPOSIBIIIET-
CsI B HEKOHTPOJIPYEMOM cMeXe W Totade [26, 30].

3aTpyAHEHHOE TJIOTaHHE U JKEBaHWE HApYIIAlOT
CIIOCOOHOCTh HOPMAJIBHO TIMTAThCS, TOBBIIIACTCS
puck acrmpanun. [lomneprxanie Beca Ha AOCTAaTOY-
HOM JIJTSI 37I0POBBSI YPOBHE MOXKET CTAaTh POOIEMOIA.

Ha xormutuBHBIC CIIOCOOHOCTH (ITAMSATh, BHU-
MaHWe, MHTEJUICKT) JaHHas 00JIe3Hb HE BIMSCT, HO Y
HEKOTOPBIX MaIeHToB (10 5 %) Tpu HEHPOIICHXOIIO-
THYECKOM TECTHPOBAHUH OIPENEISIFOTCS HApYIIeHUS
C TIOCIEAYOIIAM pa3BUTHEM JIOOHO-BHCOYHOM Jie-
MeHIMH [4]. Y GONBIMHCTBA MTAIIMEHTOB CEHCOPHBIC
HEPBHI M BET€TaTUBHASI HEPBHASI CHCTEMA, KOHTPOJIH-
pytomast pyHKIM BHYTPEHHNX OPraHOB, KaK MpaBH-
JI0, HE TIOBPEXKNAFOTCS, OJHAKO EAWHWYHBIE CITydau
HapyIIEHUI BCE e BCTPEUatOTCSI.

3aborneBaHre TakXKe HE BIMSAET HA CIIOCOOHOCTh
YeloBeKa BHIETh, YyBCTBOBATh 3alax, BKYC, CIIBI-
I1aTh WM OIIyIIATh MPUKOCHOBEHHE. BO3MOXHOCTD
KOHTPOJIMPOBATH TJ1a3HBIE MBIIIIIBI TTOYTH BCET/IA CO-
XpaHseTcs, KpoMe HCKITIOYMTENbHBIX CIydaeB, 9TO
OBIBaCT OYCHB PEIIKO.

Y4uThIBas, 9YTO B HEKOTOPHIX CITyYasX MBIIIIIHI
mradyparMel B MEKpeOSpHBIE MBIIIIHI BOBJICKAIOTCS
B TIPOIIECC B PAaHHUIA TIEPUO/, CTPATAET U IBIXATElb-
Hag QyHKups. Ecnm B iepByro odepens B MaTONOTH-
YECKUI TPOIIECC BOBJIEKAETCS MPOJOITOBATHIA MO3T,
TO mpoOiiemMa ¢ JBIXaHWEeM MOYKET BOSHHKHYTH eIle
70 TIOSIBJICHUSI MBIIIEYHON CrabocTh. BonbmiHCTBO
JIIOJIEM YMUPAIOT OT JIBIXaTelIbHOM HEI0CTaTOYHOCTH
W THeBMOHUY. CMepTh OOBITHO HACTYIIACT B TEUE-
HUE 2—5 JIeT 1mocIie YCTaHOBKY quarHosa [17].

Huaznocmuka

CornacHO MeXTyHapOIHBIM HATHOCTHYECKUM
KpuTepusiM, octoBepHbI auarno3 b/IH ycranasmu-
BaeTCAd MpPU COYETAaHWH KIMHUYECKHX (TIOpaskeHue
[IEHTPATHHBIX U TIepH(PEepHIeCKNX MOTOHCHPOHOB) Ha
TpeX M3 YeThIPEX BO3MOKHBIX YPOBHSIX (CTBOJ MO3Ta,
LIEHHBIN, TPYAHOM M MOSICHUYHBIA OTAE]I CIMHHOTO
Mo3ra) u mapakmamdeckux (OHMI') MeromoB 00-
creoBaHUs Ha ()OHE TTPOTPEIUEHTHOTO TEUEHHS 3a-
OorneBaHus. B CBsI3M ¢ 3THM HEOOXOIMMO depe3 pery-
JISIPHBIE TTPOMEKYTKH BPEMEHHU ITPOBOIUTH HEBPOJIO-
THYecKoe O0CIIeIOBaHNe TAIeHTa, YTOOB! OIIEHUTH
MPOTPECCUPYIOT JIM TAKWE CUMITTOMBI KaK MBIIIIEYHAS
crmabocTh, aTpodrst MBI, PUOPHIIIAIHN.

O0s13aTeTbHBIMHU YCIIOBUSMH JJIST IIOCTAaHOBKH
muarao3a BAC ssmstrorcst (El Escorial criteria
1998, 2005) kIUHUYECKWE TPU3HAKHA TTOPAKCHUS
HIOKHETO W BEPXHET0 MOTOHEHPOHOB, KOTOpBIE
NOJDKHBI  OBITH  TIOATBEPXKIEHBI pe3yJbTaTaMu
OHMI', u mporpeccupoBanue Ooje3nn. /[naraos
BAC craButTCs 1o COMHEHHE, €CIu 3a00JeBaHue
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MPOAOJDKAETCS CBBIIIE 5 JIeT WM Yy TAalHleHTa
UMeeTcs DAl HeXapaKTepHBIX CHMIITOMOB: pac-
CTPOMCTBO UYyBCTBUTEIHHOCTH, HApYIICHUS 3pe-
HUS ¥ (YHKIIUH Ta30BBIX OPraHOB; MPU3HAKU Be-
TeTaTUBHOW MUCHYHKIHMH, CHHIPOM MapKHHCO-
HU3Ma WU KOpKoBas nemeHnwus. lloamepknBaro-
[IAMHA KPUTEPUSMHU SIBISIOTCS (aCIUKYJISIUN B
omHON M Ooyee 00JacTsIX, HEHPOTCHHBIE M3MEHE-
Hus ipu DHMI', HopManbHas CKOPOCTH MPOBEIC-
HUS UMIYJIbCa TI0 MOTOPHBIM M CEHCOPHBIM Hep-
BaM, OTCYTCTBHE OJIOKaIbI mpoBeAcHUS [15, 39].

Ha ocHoBanmm pe3ynpTaToB aHaM3a KpPOBH,
MOYH U JPYTUX Ja0OpaTOPHBIX aHAJIN3OB HCKITIO-
YaroTCsl BO3MOXHBIE (POHOBBIE WIIH COIYTCTBYIO-
mwue 3aboneBanus. [Ipu momo3peHWH Ha MHOTA-
A0 U A auddepeHmanbHON JUArHOCTHKA C
BAC npoBoauTcs 6nonicust mui [14].

HNudekmmonasie 3a00JIeBaHUs, BHI3LIBACMBIC
TaKMH areHTaMH, Kak BUPYC MUMMYHOIePHUINTa
4yeoBeka, Ooiyesnp Jlaiima, cudmimuc, KiemeBoit
SHIepaAIUT, MOTYT TIPOSIBIATHECA B HEKOTOPBIX
cinydasx BAC-mogo6HsIME cuMniToMamu [14, 29].

PaccesHHBIN cKIepo3, MyNbTH(QOKATBHAS MO-
TOpHAs HEBPOMAaTHs, OCTpas NEMHEITNHU3HUPYIOIAsT
nonpaavkynoHeBponarus I uitena-bappe, cimHamb-
Hasg MbIIedHast atpodus, MOCTIEACTBUS TepeHeCceH-
HOTO TIOJIMOMHENNTA TaKkKe MOTYT MPOTEKaTh C OIl-
pEeIeeHHBIMI CUMITTOMAMHX OOJIE3HH JIBUTATEIEHOTO
HeWpoHa, 0 4eM HeoOXOAWMO TOMHHTH IIPH TPOBe-
nernn quddhepeHTHaT-HON TMarHOCTHKY [ 14].

OmHUM U3 BaXHBIX TUATHOCTHYECKUX TECTOB
SBISCTCS anekmpomuozpagpus (OMI) u snexmpo-
netipomuoepagpuss (OHMI'), ¢ TIOMOIIBI0 KOTOPBIX
oTIpeieNseTcs IEKTPUIecKas aKTUBHOCTh B MBIIII-
1max u HepBax M pu bAC BBIABISIETCS TEHEPAIH30-
BaHHBIN JeHepBallMOHHBIN mpornecc. [Ipu ctumy-
msmmoHoW DHMIT Ha Tpex YypoBHSIX OTMEYaeTCs
yBeNM4YeHHe COOTHOIIeHus amrumuty H-pediekca
u M-otseta. [Ipu uaTepdepeHimonnoit DMI" BbI-
SBIISIOTCS TOTEHITHANBI (ACIMKYJSIHA C OYeHb
oompImioi yactoroi (12 I'm) [23].

C TMOMOIIBIO PYTOTO PaclpoOCTPaHEHHOTO Me-
Toma snekrpomuarHocTuku (KDJ1) m3mepstor cko-
POCTh HEPBHOM NPOBOAMMOCTH. [IpU OTKIOHEHHUH B
pe3yJbTaTax MCCIeOBAHUS MOXKHO OIPEAENUTh TI0-
JIMHEBPOTIATHIO WK MuonaTwio, a e BAC [13, 19].

st mpoeaeHus nuddepeHnranTsHON auar-
HOCTHKU HAa3HAYACTCS MACHUMHO-DE3OHAHCHAS TO-
moepagus (MPT). B pesynbrare nipoBencauss MPT
y marieHToB ¢ bAC, Kak TpaBwio, He OOHAPYKH-
BAaIOTCS OTKJIOHEHHSI OT HOPMBI, HO OHa MOXKET BbI-
SIBUTH JPYTYIO TIATOJIOTHIO, KOTOpas BBI3BIBACT aHAa-
JIOTWYHBIE CHUMIITOMBL. B 9acTHOCTH, 3TO MOXKET
OBITH OIMYXOJIb CITMHHOTO MO3Tra, PACCESHHBIN CKJIe-
P03, TPBDKa MEXIIO3BOHKOBOTO IHICKa B IICHHOM
oTJIeNe, CHpUHTOMUEITHS | Ap. [28].

Jleuenue

Jleuerne BAC HampaBiieHO B OCHOBHOM Ha
3aMeJJIeHne TEMIIOB ero mporpeccupoBaHus. Uz-

BECTEH JIMIITh OJIWH JIEKAPCTBEHHBIA MpemnapaTr —
punyson (punymer), KOTOPBIA SBIIAETCS TIEPBBHIM
II1aroM JieueHuns 3Toro 3aboneBanus. OH Ha3HaYaeT-
cs B jo3e S0 Mr 2 pa3a B JIeHb BHE 3aBUCUMOCTH OT
mpueMa iy [39]. Ilpenapar npemHazHadeH s
TOTO, YTOOBI YMEHBIINTH BIHMSHHE TIyTaMHHOBOI
KHACIIOTBI Ha JIESITENFHOCTh MOTOPHBIX HEHpPOHOB
MyTeM aKTUBAlMH TIyTAMHHOBBIX TPAaHCIIOPTEPOB.
Kpome Toro, 310 IeKapcTBEHHOE CPEACTBO BHIOJI-
HAET W JPyroe HeHpOonmpOTEeKTOpHOE JEHCTBUE ITy-
TeM OJIOKMPOBAHWS HATPHEBHIX W KAIBIIMEBBIX Ka-
HAJIOB, HHTHOMPOBAaHUEM TPOTeHHKHHA3sl C M ak-
tuBarier NMDA (N-metun D-acmaprart)- perien-
TOpoB [5]. Pmiry3onm yBenwuumBaeT IPOJIOKUTEITH-
HOCTb >KM3HHU NAIIMEHTOB Ha 3—5 MecALeB, a Uil TexX
JIMII, Y KOTOPBIX OOJIE3Hh HAYMHAIIACH C MPOJOITO-
BaTOr0 MO3ra, eme Ha Oompinne cpokd. Jledenme
MpenaparoM HEOOXOJMMO HAYMHATH MpEKIe, deM
MAYeHTy OyAeT MPOBOAMTHCS UCKYCCTBEHHAs! BEH-
THysas Jierkux [20, 23, 27].

OnHUM U3 TIOTEHITNATFHBIX METOZOB JICYSHHUS
BAC moxer cTaTh KIeTOYHAs Tepamus C IpuMe-
HEHUEM CTBOJIOBBIX KJIETOK [17], omHako mocTo-
BEpPHBIX NMAaHHBIX 00 3((HEKTHBHOCTH 3TOTO METO-
Jla JIeYeHHUs B MyONHUKANWAX A0 HACTOSIIETO Bpe-
MEHH He TIPECTaBIICHO.

Cumnmomamuueckoe jeuenue

[Ipu BAC ono Ha3zHaudaeTcs sl 00JerdeHus
CHUMIITOMOB W YJIyYIIIEHUS KadecTBa JKU3HU Talln-
eHToB. Takas moaaep KUBaroIias Teparws JTydIe
BCEro 00ecIeunBaeTCs MyTeM IOCTOSHHOW pabo-
Thl MEXIUCIUIUIMHAPHBIX TPYI Bpadeid MOIH-
KJIMHUKY C HAa3HAYeHHWEM JiedeHus Ha nomy. llpm
3TOM COCTaBJISIeTCS WHIAMBUAYAIbHBIA IIJIAH Me-
TUTTTHCKOHN M (PU3MUECKOH Tepalnu.

[Ipu mpobilemMe ¢ pedbto Mmoka3aHa paboTa ¢
mororeoM. Ecni manyeHT He MOXKET HOPMAaJbHO
MUTAThCA, PEKOMEHIYETCS BBECTH 30HJ B JKEIy-
JIOK, Y€MYy HEOOXOIUMO OOYINTH POJCTBCHHHKOB.
Jlyurie mpuMeHsTh Ha30raCcTpaJIbHBIN 30H]1, KOTO-
PBIF BBOTUTCS 4e€pe3 HOC U UMEET IPENMYIIECTBO
Mepe] TaCTPaIbHBIM 30H/IOM, TaK KaKk OH HE BBI-
3BIBAET OOJIE3HEHHBIX PEAKITH.

JIByXypoBHEBasI BEHTHIISIIHS C TIOJOKHUTETHHBIM
JIaBJIEHEM Ha BBIOXE (TOProBasi MapKka N3rOTOBUTE-
11 BuPAP) wacto mpumMeHsieTcst i TOAICpKaHNs
npxaaust. [t 3Toro MoryT OBITH MICHIONTB30BAHBI H
NpyTHe YCTPOMCTBA: annapam UCKYCCMBEHHOU 6eH-
MUIAYUL Ie2KUX C HONONCUMENbHBIM Od6/IeHUeM, an-
napam 08yXypo8He8020 NOJIOXCUMENbHO20 Od6IIeHUs.
8 ObIXAMENbHLIX NYMSIX WU 08YXPDAZHOU GeHMUNAYUU
6 pesicume BCV. CyIecTBYIOT CIIeIAIBHBIE PECITH-
paTopbl MCKYCCTBEHHON BEHTWISIWH JIETKHX, KOTO-
pble KOHTPOIMPYIOT JbIXaHHE aBTOMATHYECKHM YCT-
poiicTBOM, HaayBasi U ciayBas Jjerkue. st jonro-
CPOYHOTO WCIIONB30BAaHUSI MOXET TMOTpeOOBaThCS
MPOBENICHIE ONIEPAIHHN MPAXeoCHOMULU.

BonpmmaCcTBO mManmentoB ¢ BAC ymmparort
OT JBIXaTeIbHON HEJOCTATOYHOCTH, KaK MPaBHIIO,
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B TeUYCHHE 3—5 JI€T ¢ MOMCHTA TOSABJICHHUS CHM-
MITOMOB, OonHAaKo, okojo 10-20 % xuByT 10 wmm
oomee et [10, 19, 23, 38].

HoBble skcriepuMeHTaTbHBIC W KITHHAYECKAE HC-
CIICZIOBaHUS B OOJIACTH T€HETHIKH IO3BOJITIOT Hajle-
STHCS Ha OMpelelicHre PpUIrHBI 3a00meBannst BAC,
CO3TTaHNE HOBBIX TOIXOJIOB K JICUCHHUIO, UTO TPOJIIAT
JKH3HB TIAITUCHTOB C OTOM IMaTOJIOTHCH.
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CIIOHTAHHBIA BAKTEPUAJBHBIA MEPUTOHUT: DTUOJOT MUECKHUE,
HATOI'EHETUYECKHUE U JUAT'HOCTUYECKHE ITAPAJIJIEJIN

. A. I'appuieHko

I'omenbckuii rocyiapcTBeHHbIH MeIMIMHCKUI YHUBEPCUTET

Jlekuusi cOEp>KUT NCTOPUIECKHIE CBECHNUS O Pa3BUTUH IIPOOIEMBI CIIOHTAHHOTO OAaKTEPHAIBGHOTO TIEPUTOHHUTA
y MaIMEeHTOB ¢ IUPPO30M IeueHU ¢ acuuToM. [IpeacraBieHbl MEXaHU3MBI, BAPHUAHTHI HHQUIUPOBAHNUSA U U3MEHE-
HUI 7a00paTOPHBIX MOKa3aTelel aCUTUYeCKON XHUIKOCTH. [IpUBOISTCS AMAarHOCTUYECKUE KPUTEPUU BUJIOB CIIOH-



