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MepBUYHbIN AOTEPAAbHbIA CKAEPOS3:
HAYYHbIA 0630P N AUMHOE HOOAIOAEHMEe

Pestome. B dannoii cmamve npedcmasnen nayunoiii 0630p u OnUCAH KAUHUMECKUIL CAYYALl NEPEUMHO20 Aame-
DPANBHORO CKAePO3a, e20 KAUHUYECKUE NPOSBAeHUs, Kpumepuu OUaeHOCMUKU, a makice npedcmaesnena ouggeper-
YUuanvbHas OuaeHoCmuKa ¢ poom 3a001e6anUil ¢ yuemom npedxicoe 8ce2o NPU3HAK08 NOPANCeHUS MOMOHEUPOHOE.
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BeeaAeHue

[TepBuuHbIil natepanbHblit ckiaepos (ITJIC) npeacras-
JisieT co0oii mporpeccupyioliiee HeifpoJereHepaTuBHOE 3a-
0oJieBaHUE BEPXHUX MOTOPHbBIX HEMPOHOB, XapaKTepU3yIo-
Ieecs IPorpeccrupylonieit CnacTUHYHOCTBIO. BoBiekaroTcest
HWDKHUE KOHEYHOCTH, TYJIOBUILE, BEpXHUE KOHEYHOCTH U
OyIbOApHBIE MBIIILBI (OOBITIHO B 3TOM ITOPSIIKE).

Knaccupukawms 6onesHers MOTOPHbIX HEVPOHOB
TepmuH «601€3HM IBUTaTeIbHOIO HEMpOHa» O0beAUHSIET
rpyIny 3a001eBaHUil ¢ pa3HbIMU KJIIMHUYECKUMU TPOSIBIIE-
HUSIMUA U TIPOTHO3aMHU, B OCHOBE KOTOPBIX JIEXXUT MOPaKeHUE
JIBUTATEJIbHBIX HEHPOHOB FOJIOBHOT'O Y CIIMHHOTO MO3ra.

Ha ceromHsiniHumii JeHb CYIIECTBYET clemylolas Kiaac-
cudukanus 6osesHeit motoHeiipoHos (bMH), npencras-
nenHas A.J. Lerner B 2006 rony:

1. CouetaHHOE BOBJIEYEHUE BEPXHETO M HUXKHETO MO-
TOHEHPOHOB:

— 06okoBoit amuorpodmnaeckuii ckirepos (BAC) (cmopa-
IYECKUI, CEMEMHBII B3POCIIbIX, CEMEITHBIN I0BEHIIbHBIIA).

2. UckiounreabHOe BOBJIEUEHUE HUXKHETO MOTOHEM-
poHa:

— ocTpasi IpoKCUMaJlbHas HAaCeICTBeHHAs! MOTOpHast
HeiiponaTus (Bepanura — lodpdmana);

— XpOHMYECcKasi TPOKCUMasbHAas HACIEICTBEHHAs MO-
TopHas HeliponaTtust y B3pocibix (Kyrennbepra — BenaH-
nepa);

— HaCJIeICTBEHHbI OynbOapHbI Mmapanuy (X-crer-
JIEHHBIH, OyapOocnMHanibHas Heliponatust KeHHenn);

— c ryxortoit (Panuo — JloHze);

— MyJbTUdOKATbHAS MOTOPHAsI HEMPOTIATHSI;

— TOCTITOJTMOMUETUTUYECKUIN CUHAPOM;

— TOCTpaallMOHHbIN CUHIIPOM;

— (boxkanbHas criMHAIBHAS MBIIIIEUHAs aTpodus.

3. UckitounTtenpHOE BOBJICUEHUE BEPXHETO IBUTATEIb-
HOIO HEepoHa:

— IIEPBUYHBIN JaTepalIbHbIA CKIIEPO3;

— HACJIE[ICTBEHHAs CllacTUyecKas maparuierus.

BAC sasnsiercst Haubosiee pacripocTpaHeHHbIM 13 BMH.
CortacHo nanHbM E Norns (1993), B 80 % ciydaeB 60s1e3Hb
JIBUTaTeJIbHOTO HelfpoHa npeacTaBieHa 00KOBbIM aMUOTPOGU-
YeCKHMM CKJIepo3oM, B 10 % — mporpeccupyroimm Oyas0ap-
HbiM ntapanaoM (ITBIT), B 8 % — nporpeccupyroliieii MbIiiey-
Hoit atpocdueit (ITMA) 1 B 2 % — TepBUYHBIM JIaTepaTbHbIM
ckiiepo3oM. [lpu aToM cpenHsisi MpoAOIKUTETbHOCTD KU3HU
TMaIMeHTOB ITociie Havasa 3adoneBanus npu BAC cocraBsieT
3,3 roma, mpu I1BI1 — 2,2 roma. [IMA u I[1JIC — 6onee no6po-
KauecTBeHHbIE (hopMbl, TeKyiye 10 10 et u 6osee.

Y710 n3BecTHo o nepBU4YHOM AQTepPAAbHOM
CKnepo3se?

DTO UCKITIOYUTETBLHO PeIKoe 3a00JIeBaHKE.

TouHbIe JaHHBIE O YACTOTE HEIOCTATOUHBIL: TI0 pa3HbIM UC-
ToyHMKaM, ot 0,5 10 4 % ot GosIe3HEN IBUrATEIbHBIX HENPOHOB.
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Tpurrepnsbie pakTopsl [TJIC, kak 1 hakTOphl pUcKa, Ha
CErOfIHSIIIHUI IeHb TOYHO HE YCTAHOBJIEHBI.

CeMeilHbIil aHaMHE3 OTCYTCTBYET, 3TO UCKIIOUUTETHbHO
criopaguyeckue ciydyau.

PaszBuBaetcs B 110O00M BO3pacTe, HO OOBIYHO BOZHUKAET
B Bo3pacTe ot 40 1o 60 et (Bo3pacT prcka — 45 jeT).

OnvH U3 BapuaHTOB MEPBUYHOTO JIATEPAIbHOTO CKITe-
pO3a — 9TO IOBEeHWIBHBIM MTEPBUYHBIN JTaTepaIbHBIN CKIIe-
po3. HaunHaeTcs B paHHEM JETCTBE U BBI3BIBAETCS YHACTIE-
JMOBAaHHBIM TATOJOTUYECKUM T€HOM OT POIUTENIeii: MyTa-
s B reHe ALS2 (2q33-q35), uto KonupyeT ajicuHa (0e10K
COMIEPKUTCSI B IBUTATEIBHBIX HEMPOHAX), MHOTAA MOXET
Bo3HMKaTh MyTaius B reHe ERLIN2 (8p11.2).

JuchyHKUIMS M1 MHBAIUAHOCTh HapacTaloT Mo Mepe
nporpeccupoBanus [TJIC. MemieHHast CKOPOCTb Iporpec-
cupoBaHus [1JIC no3BojisieT GOJIbIIMHCTBY MAlIMEHTOB U
HX CEMBbSIM CO BpEMEHEM afanTUPOBATLCS K U3MEHEHUSIM.

UcTopusi NOHITHS «NepBUYHBIA
AQTEPQAAbHbIA CKAEPO3»

ITo naHHBIM Pa3IMYHBIX UCTOYHUKOB, BIIEPBBIC TEp-
BUYHBII JlaTepajbHbI CKJIEPO3 KAaK CaMOCTOSTEJIbHOE
3a0osieBaHmne ObUT oncad Illapko B 1865 . B 1875 . Dp6
BIEPBbIE MPEIIOXKUI CaM TEPMUH «TIEPBUYHBII JaTepaib-
HbII ck1epo3». B 1904 r. nuiiep cooOUInI O MepBUYHOM
JlaTepaJlbHOM CKJIEpO3e KakK O CUHJIPOME MEIJIEHHO Mpo-
TPECCUPYIONIETO BOCXOJSIIIEro ClacCTUYECKOro naparnapesa
0e3 MPU3HAKOB MOopaXkeHUs eprudepuiecKoro MOTOHe-
poHa. B 1992 . ony6iiMKoBaHbI KpUTEPUU TTIEPBUYHOTO Jia-
TepaJIbHOTO cKJiepo3a (Tadi. 1).

KakoBo reyeHne 3a60AeBAHMS M HQ YTO BAXKHO
o6parTnTb BHUMQHNE?

YetoBEK MOXET YacTo TePSITh paBHOBECHE U IMa/laTh, TAK
kak 1ipu [1J1C B mepBy1o ouepenb HapylaeTcs: moxonka. MHo-
raa 0oJIbHbIE OTMEYaroT 00JIb B I11ee, [TO3BOHOYHUKE U HOTax.

IloBcenHeBHbIE nena, TakMe Kak yoopka, mepeoaeBa-
HMeE, MMCbMO U MPUTOTOBJICHUE MUILLIM, CTAHOBSITCS OoJjiee
MpoOJIeMAaTUYHBIMU U3-3a CHUKEHUST TTOABUKHOCTH.

Bo3HuKaloT Mpo0ieMbl € peublo: OHA CTAHOBUTCSI MEHee
BbIPA3UTENIbHOM. DTO CBI3aHO C TeM, UTO U3-3a CIa00CTU
MBIIIII TJIOTKU OOJIbHOMY TPYTHO KOHTPOJMPOBATH MBIIIILIBI
s13bIKa, TYO Y TOPTaHU.

W3-3a ipobJjieM ¢ TIoTaHUeM Mpoliece prueMa MUIu
TOXE YCIOXKHSETCS.

B HexoTopsIx ciaydyasix HaOIOgaeTCsI MOTepsl SMOLIM-
OHAJIbHOTO KOHTPOJISI ¢ HENPenCcKa3yeMbIM CMEXOM WJIA
TJ1auyeM.

KAMHMYEeCKUn CAyHan

[Ipedcmasasem KAuHUMECKULl CAYHAll NEPEUUHO20 Adme-
panvroeo ckaeposa. bonbHast b., 61 roa. IToctynuina B Kiu-
HuKy OO6JaCTHOTO KJIMHUYECKOTO LIEHTPa HEBPOJIOTUU U
Helipoxupypruu T. Yxropona 13.06.2017 B mI1aHOBOM ITO-
psIIKe ¢ KajobaMu Ha c1aboCcTh B HOTaX M pyKax, OoJIblie
cjeBa, OHEMEHME JIeBOTO Oe/ipa, TOJOBOKpYXKeHUe, 1IaT-
KOCTh TMPU XONIbOE, YacThle MaleHusI, HapyllleHue TIoTa-
HMSI, UBMEHEHUS rosioca.

Anamnes zaboneeanus. Cuutaer cedst 00JbHOI OKoJIO 3
JIET, KOT/Ia cTajla OTMevaTh HapylIeHUs OIIYIIEHUI B HO-
rax, MosiBUJIach C1a0OCTh B JIEBOI HOTE, 3aTEM MOCTENEHHO
MPUCOETMHIIIACH C1a0O0CTb B JIEBOI PYKe U MPaBbIX KOHEY -
HOCTSIX, B CBSI3U C YeM IepeHecsia HECKOJIBKO MOBTOPHBIX
najaeHuii. O6paiasach B MOJUKIMHUKY LIEHTPAJIbHOM paii-
OHHOI1 OOJILHUIIBI TTO MECTY XKUTEJIbCTBA, ToJIyyasia Tepa-
MU0 TI0 TIOBOJIY OCTEOXOH/IPO3a MOSICHUUHO-KPECTIIOBO-
TO OTIeJNa MO3BOHOYHMKA, Oe3 achdekTa. 3a 6 MecsIeB 10
TOCTIUTATU3AIMY OTMeUaeT HapacTaHue CIab0CTH B HIK-
HUX KOHEUHOCTSIX, CTAJIO TPYAHO JBUTATHCS, MOSBUIOCH
OIIYILIEHWE CTITUBAHUS U TSKECTH B Horax. O0caenoBaHa,
B TeueHUe 8 MecslieB HEOIHOKPATHO BBIMOJHSIACH Mar-
HUTHO-pe3oHaHCcHas Tomorpadusi (MPT) rosoBHoro Mo3s-

Ta6aunya 1. Kputepuu nepBuYHOro narepasbHoro cknepo3a (Pringle, 1992)

OTCyTCTBYET CEMEVIHbI aHAMHES.
KnuHuka

TpakTa.

lMocTeneHHOEe Havano Co CnacTMYECKOro napesa, HauYMHas C HUXKHUX KOHEYHOCTEN, HO BO3MOXHO
Hayano v ¢ 6ynbOapHbIX HAPYLUEHUIA NN BEPXHUX KOHEYHOCTEN.
Hauyano Bo B3pocnom Bo3dpacTe (50 net u ctapuie).

MocTeneHHoe NporpeccrpoBaHme 3aboeBaHns.
OnntenbHocTb 3abonesaHus 3 roga n bonee.
KnuHnyeckue aaHHble orpaHuyeHbl NopaXxeHneM KOPTUKoOynbOapHOro/KOPTUKOCIMHANIBHOIO

CVIMMeTpM‘-IHOe pacnpeneneHne, u B KOHEYHHOM UTOre pPas3BMBaAETCS TSXENbIV Nape3

JlaGopaTopHbie

HopmasbHble GMOXMMUYECKMe NokasaTenn, BKYas 1 HopMasibHbI ypOBEHb BUTaMuUHa B,
HeraTuBHble CEPONOrnyeckne TeCTbl Ha CUGUNNC; B IHOEMUNYHbBIX PaiOHax HeraTMBHbIE TECTbI
Ha 6onesHb JlamMa 1 yenoseveckuin niumeoumnTapHbivi Bupyc 1 (HTLV-1).

HHbI <

?uacm:qaloT HopmanbHble nokasatenu uepebpoCnuHanbHOW XWAKOCTU, B TOM 4YMUCAE OTCYTCTBUE
OJIUrOKNOHAJIbHbIX aHTUTEN.

Apyrme MuHMManbHbIE UIBMEHEHUS HA SNIEKTPOHENpommorpadun

3aboseBaHunA) :

OTtcyTcTBME rnnepuHTeEHCMBHOro MP-curnana Ha T2W no gaHHbIM MarHUTHO-PE30HAHCHOM TO-
Morpaduu, aHanorMYHbIX TEM, YTO OTMEYAIOTCH NPY PACCEAHHOM CKJ1Iepo3e

JAononHutesnbHble

Kputepum,
KOTOpbIe rpadun.

yKasblBalOT Ha

nnc 3MUCCUOHHOW ToOMOorpadun

HopmanbHas GyHKUMS MOYEBOMO NMy3bIpsi.
®dokycHaa aTpodua npeueHTpanbHON U3BUMHBI MO AAHHLIM MarHUTHO-PEe30HAHCHOW TOMO-

CHuxeHune I'IOTpe6J'IeHMF| rOKO3bl B NPELEHTPanbHON 06n1acTv Mo AaHHbIM NMO3NTPOHHO-
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ra — MP-nipu3Haku IUCUMPKYISITOPHOU dHIIeaIONaTUH;
MPT Bcex oTen0B MO3BOHOYHUKA — JIeTeHePaTMBHO-IUC-
Tpoduyeckre U3BMEHEHUSI; yJIbTPa3ByKOBOE UCCIeI0BaHUE
OpIOLIHONM TOJIOCTU — B MpelesiaXx BO3pacTHONH HOPMBI.
Tpwxaer 3a 2016—2017 TT. HaXoAWIACh HA CTAIIMOHAPHOM
JIEYEHUHU B YCIIOBUSIX HEBPOJIOTUYECKOTO OT/IEIeHUS 3aKap-
MaTCKOM 00JIaCTHOIM KJIMHUYEeCKOI 00abHUIIBI M. A. Ho-
Baka, Tjie 60JIbHOI OBbLT BEICTABJICH TUATHO3 «MIIIeMUUYeCKast
MUEJIONaTus ¢ HIKHUM CITACTUYECKUM Iaparnape3omM»,
MoJyyaja COOTBETCTBYIONIYIO Tepanuio (MUOPEaKCaHTHI,
COCYIMCTas Tepanus, IIIOKOKOPTUKOCTEPOUIbI, BUTAMU -
HoTepanus), 6e3 ynydieHus. Ha mpoTsskeHUun mocien-
HUX 2—3 Heaesb 10 MOCTYIUIEHUST B KIIMHUKY OO61acTHO-
ro KJIMHUYECKOTO LIEHTPa HeMpOXUPYPTrur U HEBPOJIOTUU
(OKIIHH) oTmeuaet yxyallleHUe COCTOSIHUSI B BUJE pac-
CTPOWCTB MIOTaHUS (TTOMEePXUBAETCS XKUIAKOCTBIO), YXY/I-
ILIEHUE 3PEHMUSI.

Arnamnes dcuznu: He OTSATOIIEH.

Heespoaoeuueckuiit cmamyc Ha momeHm NOCMYNAEHUS.
CosHaHue 110 mKajie KoMbl [1azro — 15 6ayutoB. MeHuH-
reajbHble 3HAaKU OTCYTCTBYIOT. KoHTakTHa. MMSE — 26
0anoB. OOpallleHHYIO pedb IIOHUMAET, UHCTPYKIINU BbI-
nosaHseT. Peub coxpaHeHa, ¢ THycaBbIM OTTEHKOM. IJ1a3-
Hble meau D = S, 3pauku D = S. JIBMXXeHUS TJIa3HbIX
s10J10K: ¢/1abOCTh KOHBEpreHuuu. JAuIionust He oTMeva-
eTcsl, JIeTKUI1 TOPU3OHTAJIbHBIN HUCTAarM. JIuiio acumMme-
TPUYHO, SI3BIK BJIeBO. [JloTaHMe HapyIlIeHO: TTonepXuBa-
eTCsl KUIKOCTBIO (TTpoba Tpex JOXKEK IMOJOXUTEIbHAS).
Imorounslil pedaekc cHKeH. ToOHYC B HMKHUX KOHEY-
HOCTSIX TIOBBIIIEH IO CIMTACTUYeCKOMY THITY. MbIIIeqHast
cula B KOHEUHOCTSIX CHUXKeHa: B JIeBOI pyke — 3 GaJuia,
B JIeBoli Hore — 3 Gajuia, B mpaBoii pyke — 3,5 Gajia, B
npaBoit Hore — 3 6asia. CyxoxXmibHbIe pe(IeKCHl ¢ pyK
BbIcOoKHMe, D < S, ¢ HOT BBICOKUE C MOJUKUHETUIHBIM OT-
BeToM, D < S, xionychl crom. [laTosornueckue Kucrte-
Bele (Pocconumo, SAkobcona — Jlacka) u cronHbie (ba-

PucyHok 1. MPT ronosHoro mo3ra T2W,
6osbHas b., 61 rog

OMHCKOI0) 3HaKU C ABYX CTOPOH. MBIIIEYHO-CYyCTaBHOE
YyBCTBO M BUOpPALIMOHHASI YyBCTBUTEIBHOCTb COXpaHe-
Hbl. BproirHbie pediekcbl coxpaHeHbl. PaccTpoiicTB mo-
BEPXHOCTHOM YyBCTBUTEJILHOCTU HE TMOKa3biBaeT. B mose
PomGepra mpakTryecku He cTOUT. Ta3oBble (PYyHKLIMU HE
HapyuieHbl. [Toxoaka mapeTuko-aTakTu4eckasi, ¢ J10TMo-
HUTEJbHOI OMOPOIA.

JlonoanumenvHovle 00cA€008aHUA 8 VCAOBUAX KAUHUKU
OKIIHH. ObmekInHUuYecKre aHaJIu3bl: CKOPOCTh Ocea-
HUS apuTpouToB — 21 MMm/4. Peakiiua Baccepmana —
orpuuarenbHas. IgG k Borrelia burg. — He oOHapyXeHO.
Butamun B, — 525. O6uwmii aHaau3 JMKBOpa: HOpMA.
Jluksop u kpoBb K HIV. IlonumepasHas nemnHas peakiust
JIMKBOpa: BUpYyc repneca 1/2 tuna, Toxoplasma gondii, un-
TOMerajioBupyc, Bupyc dmiureitHa — bapp, Bupyc reprie-
ca 6-ro Tuna — He O0HapyXeHo. AKBanopuH-4, aHTUTEIA
(AT) IgG — orpumnatesnbHo. OHKOMapKephbl (KeHCKasl rma-
HeJib) — He BbIsIBIIeHO. KpeaTnHKMHA3a ChIBOPOTKU KPO-
Bu — 606,8 En/n. MPT 1mieitHO-TpyIHOTO U MOSCHUYHOTO
OTIEJIOB MMO3BOHOYHMKA: EeTeHepaTUBHO-IUCTpOduUe-
CKUe M3MeHeHus Mmo3BoHouHMKa. MPT rosoBHOro mosra
(puc. 1, 2): uepedbpanbHass Mukpoanruonatusi, Fazekas
score 1. DnexTpoHeiipomuorpadusi: Ha MOMEHT 00CIea0-
BaHUS YETKUX DJIEKTpOMHUOrpaduecKux JaHHbBIX FeHepa-
JIN30BAHHOTO BOBJIEYEHMSI TIEPEIHErO0 MOTOHEHpOHa He
nojyyeHo. MP-tpakrorpacdust (puc. 2): CHUXKEHUE TTOKa-
3atenst FA KopTuKocnuHaabHOro Tpakta Ha ypoBHe PLIC
mo3sra crpasa — 0,45, cieBa — 0,47, a TakKe pa3pexeHne
BOJIOKOH KOPTMKOCTMHAJIBHOTO TPaKTa ¢ 00X CTOPOH Ha
ypoBHe PLIC (3HaueHus1 FA KopTUKOCITMHAIBHBIX TpaK-
TOB SIBJISIIOTCS HE3aBUCUMBIMU TTPEIMKTOPAMU BbIXKMBae-
MOCTH).

Koncyavmupoeana eunexonsozom: Bo3pacTHasT HOpMa;
OKYAUCHmOoM: TUTIEPTOHNYECKasi aHTUOIATHSI COCYIOB CEeT-
YaTKU; Kapouoni020M; TANEpTOHnYecKass 6one3Hs 11; omo-
PUHOAAPUH201020M: OYTIBOAPHBIM CUHIPOM.

PucyHok 2. MP-TpakTorpagus, paspexeHue
KOPTUKOCINHAa/IbHOro Tpakra Ha yposHe PLIC c aoByx
CTOPOH, 60onbHaa b., 61 rog
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B otneneHun nosyuyana tepanuio: 6akinodper 40 mr B
cytku; uepedbpoausuH 30 mut Ha 200 ¢usp-pa BHYTPUBEH-
HO KareJbHO, BUTAMUHOTEpanusi, Maccax. [1pu BbITTUCKe
B HEBPOJIOTMYECKOM CTaTyce 6e3 TMHAMUKU.

O6cyxaeHue

JuddepenunanbHas AUArHOCTUKA IIPOBOIMIIACH C
psIoM 3a00JIeBaHUI € YUETOM Tpekie BCEro MpU3HAKOB
MopaxkKeHUsI MOTOHEHPOHOB, KOTOPbIE XapaKTepu3yloTCst
pPa3BUTHEM aHAJIOTMUYHBIX CUMIITOMOB B Pa3IMYHBIX KOM-
ounauugx: I1JIC, BAC, HacieacTBeHHas cracTUyeckas
naparuierusi, ontTukoMueaut Jlesuka, 6one3Hb MapOypra,
JleGepa, no3anss popma amuorpoduu Onbpaiita.

Hacaedcmeennas cnacmuveckas napanaeeuss — Ha-
CJIeICTBEHHO 00YyCJIOBJI€HHAs MATOJOTUSI C TTOpakeHUEM
MPEerMYIIECTBEHHO MUPaMUAHBIX TTyTeil. OCHOBHBIM KJIH-
HUYECKUM TIPOSIBJIECHUEM SIBJISICTCSI TIPOTPECCUPYIONINiA
HWXXHUM CITaCTUYECKU I TTapanapes, Tpyu KOTOPOM SIBICHUS
CITACTUIHOCTH TPEBAMPYIOT HaJl BEIPAXKEHHOCTBIO JBUTA-
TETbHBIX HAPYIICHUIA.

Onmukomueaum Jlesuxa — MIUOMATUYECKOE TSIKEII0e
BOCIAJIUTEbHOE TeMUETMHU3MpYIolee 3a00IeBaHue, Xa-
pakTepusyloleecss M30upaTeIbHbIM BOBJIEUEHUEM B IMa-
TOJIOTMUYECKUI TIPOLIECC 3PUTEIbHBIX HEPBOB U CITMHHOTO
MO3ra Mpy OTHOCUTENbHON MHTAKTHOCTHU FOJIOBHOTO MO3Ta.
IMepBoHayaabHO B KJIMHUKE HACTYIAIOT HAPYIIEHUs 3pe-
HUs B BUJIE €r0 CHUXKEHUSI, BIUIOTH JI0 IMOJTHOM MTOTEPU, Ue-
pe3 HEKOTOPOe BpeMsl MPUCOCTUHSIFOTCSI CUMITTOMBI TSIKe-
JIOTO TMOMEPEeYyHOro MUeJIUTa — Maparnapesbl, TeTpanapes,
HapylieHue GyHKIIMM Ta30BbIX opraHoB. HoBbiMu KpuTe-
pusiMu sIBJISIIOTCS ayToaHTuTesa (akBanopuH-4, AT IgG).

boaeznv Mapbypea (310KaUeCTBEHHbBIN pacCesTHHBIN
CKJIepo3, PYIbMUHAHTHBIN paccesTHHBIN CKIepo3) — I0-
paxxaeT B OCHOBHOM JIMII MOJIOZIOTO BO3pacTa, XapakTe-
pu3yeTcsl BHE3aIMHbIM, OCTPBIM HayalloM, OBICTPO MPO-
IPECCUPYIONIUM TEUYEHHEM M OTCYTCTBUEM PEMUCCHIA.
Hesponornueckue HapyileHus: OTJIMYAIOTCS MPEeUMYIe-
CTBEHHBIM MOPaXKeHUEM CTBOJIa MO3Tra C BbIpaXXeHHBIMU
JBUTATEJIbHBIMU PacCTpOMiCTBAaMM (TeTpa-, TeMUTLIETHSI),
OyJIb0ApHBIM CUHIPOMOM (IuchoHust, nucdarus, 1u3ap-
TpUsl), TJ1a30IBUTATEIbHBIMU HAPYLIEHUSIMU (JIUTLIONUS,
rnape3 B3opa BBEpX), C TOPMETOHUEN U JelepeOpalioH-
HOI PUTUIHOCTHIO; KPOME TOTO, OTMEUAIOT ObICTPOE CHU-
JKeHME KOTHUTUBHBIX (DYHKIINIA, TAKXKE CTpaJaeT OCTpoTa
3peHMs, pa3BUBAIOTCS pa3jNMYHbIe BUABI ada3uu. 3a060-
JieBaHMe 3aKaHYMBaeTCs JeTalbHO B TeueHue | roma oT
Hayasja MepBBbIX CUMIITOMOB. JIMarHoCTUpyeTcs MyTem
nposeneHuss MPT rojiloBHOro Mo3ra: BBISIBJISIIOTCS TICEB-
JOTYMOPO3HbIE OYaru.

bonesus Jlebepa (Hacredcmeennas onmuueckas Helipona-
mus Jlebepa, ampoghus 3pumensruix Hepeos Jlebepa) — Ha-
cJIeICTBEHHOE 3a00J1eBaHue, XapakTepusyloleecs: ObICTPO
WJIM TIOCTENEHHO Pa3BUBAIOIIMMMUCS JIBYCTOPOHHUMU Ha-
PYLIEHUSIMU LIEHTPAJIBHOTO 3pEHUST Y COMAaTUYECKU 3/10-
POBBIX MOJIOJIBIX JIIOJIENi; HACAEAYEeTCS 110 PELeCCUBHOMY
TUMy. SIBIseTcss OMHUM U3 TIPU3HAKOB Psiia HACJIeICTBEH-
HBIX MMaTOJIOTUYECKUX COCTOSTHUI, KOTOPbIe 00YCIOBIEHBI
OTKJIOHEHUSIMU HOPMAJTbHOTO (DYHKIIMOHUPOBAHUSI JbIXa-
TEJBbHOM LIENU MUTOXOHIPUIA.

Ilo30us5 ghopma amuompoghuu Oabpaiima. CiuHaIbHAS
MblllIeuHas aTpodust — rpyIa HacleJACTBEHHbIX 3a001eBa-
HUIi, TTPOTEKAIOIIUX C TTIOPaXXeHUEM U TTOTepeil MOTOPHBIX
HEHPOHOB TEepPeHUX POroB CIIMHHOIrO Mo3ra. B3pocibie
¢dopMBI aMroTpodMii Yallle BCEro pa3BUBAIOTCS B BO3pacTe
15—60 net, B cpeHeM 35 JIeT, 1 UMEIOT Yallle BCero 100po-
KauecTBeHHbI xapakrep. CornacHo pekomeHaaumu EBpo-
MEeCKOro KOHCOPIMYMa MO0 U3yYeHUIO HEPBHO-MbILIIEUHBIX
3a00JIeBaHU I, KTUHUYECKUMU KPUTEPUSIMU CITMHAJIbHOMN
MBbIILLIEYHON aMUOTPOMUU SBJSIOTCS: CUMMETPUYHAST Mbl-
1IeYHasi TUMIOTOHUS U TUNoTpodusi, GacuuKyIsALUn pa3-
JIMYHBIX MBIILIEYHBIX TPYIIIT, TUTIO- U apedaeKCUsT MBILLIL]
KOHEYHOCTE, OTCYTCTBUE YyBCTBUTEIbHbBIX, MO3XKEUKOBBIX
U MHTEJUIEKTYyaJIbHBIX paccTpoicTB. [1aTOrHOMOHUYHBIX
U3MEHEHUI MpPU CIUHAJbHON MBIIIEYHON aMuoTpodun
HeT. OTHaKO BaXkKHO OIpeie/IeHe aKTUBHOCTU KPeaTUHKM -
Ha3bl CBIBOPOTKU KpoBU. [Ipu anekTpoHeiipoMmuorpadumn
BBISIBJISIIOTCSI CUMIITOMbI TTOpaXKeHU s TieprudeprIecKux Mo-
TOPHBIX HEMPOHOB: CMIOHTAHHAs MbIILIEYHAs! AKTUBHOCTb,
yBEJIMUEHUE IJIUTEIbHOCTU M aMIUIMTYAbl TTOTEHIMATOB
NEMCTBUS IBUTATEIbHBIX €AMHULL IPU HOPMAJTbHOM CKO-
pOCTU MPOBEASHUSI UMITYJIbCOB 110 addepeHTHBIM U 3(-
¢epeHTHBIM BOJIOKHAM IepudepriecKux HepBOB.

bokoeoii amuompoghuueckuii ckaepo3 (6one3usn lllapko,
6osie3Hb Jlyu [epura) — xpoHHYeCKoe Mporpeccupyloiiee
3a00JieBaHME, TTIPU KOTOPOM OCHOBHBIMU KIMHUYECKUMU
CUHIPOMAaMU SIBJISIIOTCS CITACTUKO-aTPpO(PUIECKUE Imape3bl
KOHEYHOCTe 1 OysibbapHbIe paccTpoiicTBa, OOYCIOBICH-
HbIe COYETAHHBIM MOPAKEHUEM LIEHTPAJIbHOTO U Tiepude-
pUYECKOTO MOTOHEpOHa.

Nuaenocmuueckue kpumepuu bAC (El Escorial)

Knmanmgeckn gocroBepHbiii BAC: mpusHaku mmopaxe-
Hus BepxHero (BJH) u nmxuero (HJH) nBurarenpHoro
HelipoHa B TpeX aHATOMMYECKMX obyacTsax. KinnHuaecku
nocroBepHbiii BAC, 1abopaTopHO MOATBEPKACHHBIN: TIPH-
3Haku nopaxenus BJAH u/unu HAH B ogHoit aHaTOMU-
YeCKOU 001aCTH, MPU 3TOM MALIMEHT SIBJISIETCS HOCUTEIEM
MyTaluu 1e(eKTHOro reHa.

Knunnyecku BeposstHbiii BAC: pu3Haku mopaxkeHus
BJIH v HAH B n1Byx aHaTOMUYECKUX Y4acTKax, C HEKOTO-
pbIMM cuMniTomaMu nipusiaedeHust BJIH, koTopele Jioka-
JIN3YIOTCS BhIlIe MpusHakoB BosieueHuss HAH. Knunu-
yecku BeposTHbINE BAC, 1abopaTopHO MOATBEPKACHHbINA:
npu3Haku nmopaxenus BIH B ogHoli u 0ojiee aHaTOMMUYe-
CKUX obnactsx u cumrrombl Bopieuenust HIH o nanHbiM
3JIeKTpOMUOTpadun Kak MUHUMYM B IByX aHATOMUYECKUX
obJacTsx.

Knunnuecku BoaMoxxHbIit BAC: mpu3Haky ropakeHus
BJAH v HAH B onHO#t aHaTOMMYECKOI 001aCTH WU TIPU-
3Haku nopaxeHus BJIH kak MUHUMYM B IBYX aHAaTOMUYE-
CKMX 00JacTsX, nuiau npusHaku nopaxenust BAH v HAH B
JIByX aHATOMUYECKHX 00JIacTsX Oe3 CUMIITOMOB BOBJIeUE-
nust BJIH Boiiie npusHakoB nopaxenust HIH.

[le6roT 3a001eBaHMS y Halllel MallMeHTKU B BO3pacTe /10
60 jieT B BUIEe MPOTPECCUPYIOIIETO TeTparape3a, KOTOPhIii
HauYMHAJICS CO CTA0OCTU B HUXKHUX KOHEYHOCTSIX, C TTOCTe-
MEHHBIM Pa3BUTHEM CJIa00CTU B BEPXHUX KOHEUHOCTSIX, Ha-
pacTaHueM CIacTUYHOCTHU (OLLYIIEHUE CTATUBAHUS U TSIXKe-
CTHU B HOTaX), MOCTETIEHHBIM ITPUCOSIMHEHUEM OYIb0apHbBIX
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paccTpoiCTB, KIMHUYECKN HAITOMUHAET Pa3BUTHUE U Teue-
Hue BAC, HO OoTCyTCTBME KIIMHMUYECKUX MIPOSIBJICHU Mopa-
JKEHMST HUKHETO MOTOHEPOHa 1aJ10 HaM BO3MOXHOCTb MC-
kmounth BAC. Kpome Toro, oTcyrcTBre HacieacTBEHHOTO
aHaMHe3a M KJIMHWYeCcKasl KapTUHA TTOpaXkKeHUsl LIEHTpaJlb-
HOTO MOTOHEMPOHA MO3BOJIMJIM HAM UCKIIIOUWTD U HaCJIe-
CTBEHHBII criacTuueckuii napamnapes. OTCyTCTBUE MOpaXxe-
HUsI 3pUTEIbHBIX HEPBOB, XapaKTePHBIX M3MEHEHUI (Kap-
TUHBI aTPO(UU CIIMHHOTO MO3Ta M0 BCEMY €ro JIJTMHHUKY,
0COOEHHO B KayJaJdbHbIX OTIeIaxX) IIPY HEHPOBU3YyaTn3allii
U OTpULIATE/IbHBIN aHATU3 HA aKBarOpuMH-4 OKOHYATEIbHO
MO3BOJIMJIN UCKITIOUUTD IMATHO3 «ONTUKOMUETUT JIeBUKay.
bonesns Jlebepa Takoke Oblia UCKIIIOUEHA, YYUThIBAsl OTCYT-
CTBUE HACJIENCTBEHHOTO (pakTopa, TeueHue 3a0oseBaHusl, a
TaKXXe OTCYTCTBHME XapaKTePHbBIX HAPYIICHU LIEHTPAJTbHOTO
3penus. [lo3gHss dopma ammorpodum Onbpaiita MCKITIO-
YyeHa Ha OCHOBAaHUM JAaHHBIX 3JIEKTpOHelpoMuorpabuu
U ToKazaTelisi KpeaTUHKMHA3bl. B TOM uncie ucKiIoumim
Oosie3Hb MapOypra, nprHUMasi BO BHUMaHUE BO3pAcCT Tia-
LIMEHTKU, KJIMHUYECKYIO KapTUHY, TeueHue 3a001eBaHus 1,
caMoe IJIaBHoe, JaHHble M P-KapTUHBI TOJIOBHOTO MO3Ta.

BbiBOADI

Takum 06pazoM, ¢ y4eTOM MPEabIIYILMX TOIBITOK JUarHO-
CTUYECKOTO IMOMCKa JAHHbIE JOMOTHUTEIbHBIX 00CIIEI0BAHMUIA,
MPOBEIEHHBIX B YCIOBUSIX HALIEW KIMHUKU, MO3BOJIMIM HAM
JMIMAarHOCTUPOBATh y MAIMEHTKU TIEPBUYHBIN JIaTepaTbHbIi
CKJIEPO3, C JIETKUM OYJIb0apHbIM CUHAPOMOM, YMEPEHHO BbI-
pakeHHBIM TeTparape3oMm, OOJIbIIIE B JIEBbIX KOHEYHOCTSIX, BbI-
PpakeHHBIMU PAaCCTPONCTBAMM ITOXOIKN 1 CAMOOOCITY>KUBAHMSI.
Ho Ha 3TOM AMarHOCTUYECKMiA TIOVCK HE 3aBEpILICH.

BAC moxer mepBoHayaabHO AeOIOTUPOBATH C Ha-
JINYMEeM TMPU3HAKOB MOPAXEHUS TOJbKO BEPXHETO WU
TOJIBKO HMKHETO MOTOHelipoHa. Takum oOpa3oM, mpo-
11ecc, KOTOPbIif M3HAYAJIbHO CYUTAETCS MPOTrPECCUpylo-
1eli MBIIIeYHOI aTpodueil uau MepBUYHBIM JIaTepalb-
HBIM CKJI€PO30M, MOXET ObITh MepeKyiacCuUIIMpoBaH
kak BAC, eciu ¢ TeueHMeM BpeMEHU Pa3BUBAIOTCS [10-
CTAaTOYHBIC MPU3HAKU COYETAHUSI y4aCTUSI BEPXHUX U

CmonaHka B.I., Opoc M.M., lepacumerko O.C., lMararyta I.B.

HUXHUX MOTOPHBIX HEHPOHOB. B HEKOTOPBIX ciyyasix
Takas nepekaaccudukaius MOXeT MPOUCXOIUTh TOJb-
KO TIpY ayTOTICUH.

KoH(pmKT HHTEpECOB. ABTODHI 3asIBIISTIOT 00 OTCYTCTBUUN
KOH(JIMKTA MHTEPECOB MIPH TTOATOTOBKE JAHHOM CTATHH.
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MepBUHHUI AQTEPAABHUN CKAEPO3: HOYKOBUM OTASIA | OCOBUCTE CNOCTEPEIXEHHS

Pe3iome. V¥ naniii cTaTTi HaBeaeHO HAyKOBMIA OIS Ta OMMU-
CaHO KJIiHIYHWI BUITQJ0K MEPBUHHOIO JIaTepaJbHOTO CKJIE-
poO3Yy, 1OTO KIIiHIYHI MPOSIBU, KPUTEPIil JiaTHOCTUKHU, a TAKOXK
HaBedaeHa AudepeHIiaJlbHa NiarHOCTUKA 3 PSIIOM 3aXBOPIO-
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Primary lateral sclerosis: a scientific review and own observation

Abstract. This article presents a scientific review, de-
scribes a clinical case of primary lateral sclerosis, its clini-
cal manifestations, diagnostic criteria, and also pres-
ents differential diagnosis with a number of diseases,

taking into account, first of all, signs of motor neuron
failure.

Keywords: motor neuron disease; primary lateral sclerosis; diag-
nostic criteria; magnetic resonance tractography
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