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Pesiome

MwacteHuyeckuii cuHapom JlambepTa — IToHa OTHOCKTCA K peikKiM ayTOMMMYHHbIM 3a-
60MeBaHNAM HEPBHO-MbILLIEYHON Mepefauu, nNpyu KOTOPOM MPOUCXOAUT obpa3oBaHue
aHTUTEN NPOTUB NOTEHLMAN3aBUCUMbIX KanbLMeBbIX KaHaNoB NpecnHanTuyYeckmnx HepBs-
HbIX OKOHYaHWI. BbiaenAlT napaHeonnacTUYeCKylo 1 ayTOMMMYHHY GOpMbl AaHHOTO
3aboneBaHuA. Yalle Bcero BCTpeyaeTca NapaHeonnactnyeckas popma M1MacTeHNYECKOro
cuHppoma Jlambepta — UToHa. [lmarHocTMka gaHHOro 3aboneBaHnA OCyLECTBAAETCA Ha
OCHOBAHUW Xanob ¥ KAMHWKU: MbILLEYHOWN cnabocTu, CHUMXeHUA ry6oKnx pednekcos,
BereTtatMBHOMN ANCPYHKLMW, BbIABNEHNA aHTUTEN K NOTeHUMan3aBUCMbIM KaJlbLieBbIM
KaHanam Tuna P/Q v JaHHbIX anekTpoHenpomuorpadumm. [lnarHoctmka n neyeHve muna-
cTeHuYeckoro cuHfpoma Jlambepta — /IToHa BbI3bIBalOT 3HAUMTESIbHbIE COXKHOCTY, YTO
00yCnoBfeHo PeaKoCTbIo MaTonorMu, HecneundrUUYHOCTbIO KIMHUYECKOWN KapTuHbI, Ma-
Nol BOCTYNHOCTbIO N1abopaTOPHOro NOATBEPXKAEHUA, BbICOKOW BEPOATHOCTBIO BbisiBIIe-
HMA OHKOMaTONOMMW. B cTaTbe U3N0XKEH COBPEMEHHDBIN 0630p N1TepaTypbl 1 NpeAcTaBieH
KIIVMHUYECKUIA ClyJali ¢ pe3yfibTaTaMy COGCTBEHHOMO ANArHOCTUYECKOTO NOKCKa.
KnioueBble cnoBa: MnacTeHnyeckuii cuHapom Jlambepta - UToHa, ayTonmmyHHOe 3a60-
neBaHve, aHTUTeNa K NOTeHUMaN3aBUCMMbIM KasbLMeBbIM KaHanam, napaHeonnactmye-
ckasa dopma
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Abstract

Lambert-Eaton myasthenic syndrome is a rare autoimmune disease of neuromuscular
transmission in which antibodies are formed against voltage-gated calcium channels
at presynaptic nerve endings. There are paraneoplastic and autoimmune forms of this
disease. The most common paraneoplastic form of Lambert-Eaton myasthenic syndrome
occurs. Diagnosis of this disease is carried out on the basis of complaints and clinical
picture: muscle weakness, decreased deep reflexes, autonomic dysfunction, detection of
antibodies to voltage-gated calcium channels of the P/Q type and electroneuromyography
data. Diagnosis and treatment of Lambert-Eaton myasthenic syndrome causes significant
difficulties, which is due to the rarity of the pathology, the non-specificity of the clinical
picture, the low availability of laboratory confirmation, and the high probability of
detecting oncopathology. The article presents a modern review of the literature and
presents a clinical case with the results of our own diagnostic search.

Keywords: Lambert-Eaton myasthenic syndrome, autoimmune disease, antibodies to
voltage-gated calcium channels, paraneoplastic form

W BBEJEHWE

MwacteHnueckunin cuHgpom Jlambepta — UtoHa (MCJIN) oTHOCUTCA K pefKum ayTouM-
MYHHbIM 3a6051eBaHUAM HEPBHO-MbILLEYHON Nepesayn, Npu KOTOPOM NPOUCXOAUT 0bpa-
30BaHMe aHTUTeN NPOTUB NOTEHLNaN3aBUCUMbIX KanbLueBbix kKaHanos (M3KK) npecuHan-
TUYECKUX HEPBHbIX OKOHYaHWIA, YTO NPUBOAUT K NOAABNEHNIO BbICBOOOXKAEHNS aLeTuI-
XOJINHA 1 Pa3BUTKIO MblleyHol cnabocTn [1-3]. Hanbonee yacto MCJIN BcTpeyaeTcs B
pamMKax napaHeonnacTmyeckoro cmHapoma (50-70%), N3 KOTOpOoro Yaile ANarHOCTUPYIOT
MENKOK/IeTOUHylo KapuuHomy nerkoro (MKKJ) [4]. OcTaBluasaca 4acTb NpUXoanTca Ha
ayTouMMyHHble cnydan MCJTU n yacTo coBnagaeT ¢ Apyrumm AM3MMMyHHbIMU 3aboneBa-
Huamu [5]. OTmeuaeTca reHeTmyeckana npegpacnonoxeHHocTb K MCJIN: HeonyxoneBbi
MCJIN accouymmposaH ¢ HLA-B8 (HLA-knacc 1) n HLA-DR3 n -DQ2 (HLA-knacc Il). TeHoTunbl
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HLA-B8 (HLA-knacc 1) n HLA-DR3 n -DQ2 (HLA-knacc Il) Tak»Ke oTmeyvatotca u npm gpyrmx
ayTOMMMYHHbIX 3aboneBaHuAX, B YaCTHOCTV Npu MnactTeHuu [3]. BoigenatoT Takke aHTuTe-
na npotus SRY-dpakTopa TpaHcKpunuum 6enka 1 (SOX1). AHTuTena k SOX1 onpepgensatotcs
y 67% nauneHToB C NapaHeonnactuyecko dopmont MCJIN, y 22-32% naumeHtos ¢ MKKJ1
6e3 MCJTV n'y 36% nauneHToB c ayToummyHHol dopmoin MCJTN [1, 4].

MapaHeonnacTuyeckne HeBPONOrMYEeCKUME CUHAPOMbI BKJTHOUAIOT B ce6sA rpynmny He-
BPONOrMYeCcKnX HapyLLleHW, KOTopble BO3HUKAIOT B pe3yfbTaTe NOXKHOMO MMMYHHOIO
OTBETa, HaMpPaBNEHHOIo Ha HEepPBHYI0 CUCTEMY, OBYC/IOBIIEHHOIO OTAASIEHHOW OMyXo-
nbto. [laHHble HapyLleHWA YacTo NOABNAIOTCA A0 BbIAABNEHNA OCHOBHOrO HOBOOOpaso-
BaHWA [6].

3aboneBaeMoCTb NapaHeonIacTUYECKUMIN HEBPONMOTMYECKUMIN CUHAPOMaMU Bapby-
pyeT ot 1,6 go 8,9 mnH/rog [7]. PacnpoctpaHeHHocTb MCJTU oueHuBaeTtca Kak 1/250 000-
1/333 300 no scemy mupy. [MprumepHo oT 60% Ao 75% nauymenTtos ¢ MCJTU — My>XUnHbI, TOT-
[la Kak MnacteHmen Yalle 6oneloT »KeHwWwuHbl. Cpeiv NaLMeHTOB C NapaHeonnacTuyeckom
dopmort MCJTV npeobnapatoT My>KUrHbI, U BbIABNAETCA ANIUTENbHbIA NPOAOIIKATENbHbIN
aHaMHe3 KypeHus [1]. AytoummyHHasa dopma MCJIMN pa3BrBaeTCA Kak y My>KUMH, Tak 1y
MeHLWMH Bcex Bo3pacToB [8]. CpeaHuin Bo3pacT AeboTa napaHeoniacTmyeckon Gopmol
MCJIN - 60 neTt, npun ayToMmmyHHoI GpopmMe oTmeuaeTcs fiBa Nuka gebrota: B Bo3pacTte
35 net 1 60 nert [4].

K xapakTepHbIiM KnuHuyeckum nposasneHnam MCJIU oTHocATCA NpoKCMManbHasa Mbl-
WweyHaa cnabocTb, NPeMMyLLECTBEHHO B HMXKHUX KOHEUYHOCTAX, ANCOYHKUMA BereTaTuB-
HbIX HEpPBOB, CHMXeHue rnyboknx pednekcos [1, 8]. Kpome Toro, npu JaHHOM 3abonesa-
HUWM OTMeYaeTCA XapaKTepHbI snekTpodmsnonornyecknin eHoMeH B BUe yBenmyeHus
amnnuTygbl M-0TBETOB B CEPUU CTUMYNIOB BbICOKOW YaCTOTbl — MHKPEMEHT [4].

OunarHoctuka n neyeHne MCJI/ BbI3bIBalOT 3HaUUTENbHbIE CIOXHOCTY, YTO 06yCnoB-
NEHO pefKOCTbIo MAaTONOrMM, HecneunGUUHOCTbIO KNMHUYECKOW KapTUHbI, Manon JOoCTyn-
HOCTbIO TaboPaTOPHOro MOATBEPKAEHNA, BbICOKON BEPOATHOCTbIO BbIABNEHUA OHKOMa-
TONOrnn.

B VICTOPUA U3YYEHWA 3ABOJIEBAHIA

Anderson H.J. B 1953 rogy BnepBble NpeacTaBun KIUHUYECKMIA Cydyall 3abonesa-
HMUA y MauMeHTa C NPOKCMMAaNbHOW MblleYHOW cnabocTbio, Hannunem 6pPoHXMaNbHOro
HOBOObPa30BaHNA 1 Perpeccom CUMMNTOMOB Nocse yaaneHusa onyxonu. Heathfield K.W.
n Williams J.R. B 1954 rogy onybnukoBanu KnnHuyeckoe HabnogeHve nauneHTa ¢ npo-
rpeccupyoLLell MPOKCUMasbHON MbllleyHol cnabocTblo, y KoToporo yepes 18 mecAues
ot pebtoTa 3aboneBaHuA 6bina BbisBneHa MKKJ1. Lambert E.H. B 1956 rogy ony6nnkosan
Ceputo KNMHNYECKNX cilyyaeB 6 NalUeHTOB, Y KOTOPbIX OTMeYaNnocb «MracteHonono6-
Hoe» 3abonesaHue n MKKJI, Ha anekTpomuorpadum (SMI) BbIABNEHO Hanuume Hapy-
LIEHUI HepPBHO-MbILeYHoW nposogmmocTu. Eaton L.M. n Lambert E.H. B 1957 rogy BbI-
Lenunu anekTpoHenpomumorpadudeckne (SHMI) ocobeHHOCTU Y NaLMeHTOB C HEPBHO-
MblleyHbIM 3a6oneaHuem npu MKKJT — BpemMeHHbIn MHKpeMeHT amnnuTyabl M-oTBeTa
NP BbICOKOYACTOTHOW PUTMUYECKON CTUMYNALMM HEPBA MK NOCEe KPaTKOBPEMEHHOIO
NPOU3BOJSIbHOIO COKPaLLeHNA NCCegyemMon MblllLbl, @ TaKXKe KIMHUYeCcKre XxapakTepu-
CTVKM 3aboneBaHnA: NPOKCMMasibHas MbllleyHas clabocTb, MaTonornyeckasn MbllleyHas
YTOMIIAEMOCTb, CHUXeHMe ry6oKux pedriekcoB, BpeMeHHOoe YBeNIYeHne Chilbl MbILULLbI
nocsie KPaTKoOBPEMEHHOro NPON3BOJIbHOTO ee cokpalleHus [1, 4].
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B [ATOIEHE3

MNocpepgHnKkamn B nepepave snekTpuuyeckoro mmnynbca asnsaTca MN3KK, kotopble
BCTPEYAIOTCA B Pa3/IMYHbIX KNeTKax opraHn3ma. B HelpoHanbHbix knetkax M3KK pacno-
NOKeHbl Ha NpecHanTMYecKon membpaHe TepMUHany akcoHa. MNoTteHuran gencTenaA Bbl-
3bIBaeT akTuBauuio MN3KK, B pesynbrate NponcxoanT BXOA MOHOB KaslbLMA BHYTPb KNETKY,
YTO NPUBOAMT B AABUKEHWE BE3MKYIbl aLleTUIXONNHA B CTOPOHY NpeCcMHanTUYeCcKom mem-
6paHbl, C NoCNeayLM BbICBOOOXKAEHNEM aLETUAXONINHA B CUHAMNTUYECKYHO LWesb. Bbl-
penatT yetbipe Tuna M3KK: P/Q, N, L n T. B pazsutun MCJT/ BegyLwaa ponb npuHagnexnT
M3KK tuna P/Q. Npu MCJIA BbipabaTbiBatotca aHTuTena K M3KK, cHuxKaeTca BbICBOOOX-
[EeHVe aueTUNXosMHa B CUHANTUYECKYIO LWefb, YTO KIIMHUYECKM NPOABAETCA MblLLEYHON
cnaboctbio [1, 4].

B KJIACCMOMKALMA

CornacHo knaccudurkaumm MCJIN BbigenstoT 2 dopMbl — NapaHeonacTUYecKyo (CBa-
3aHa ¢ MKKJ1 B 50-60% cny4aeB) 1 ayTOMMMYHHYI0, MPY KOTOPOW OHKOMNATONOMNA He Bbl-
ABNAeTCA (CoueTaeTca C ayTOUMMYyHHbIMU 3aboneBaHuamu B 40-50% HabntogeHuin) [4, 5, 8].
Mpu napaHeonnactnyecko dopme MCJI mMoryT BbIABAATLCA U Apyrie HOBOOOpa3oBa-
HUA: HEMENIKOKI/IETOUYHAA 1 CMeLlaHHaa KapLuMHOMa NIerkoro, pak npeacraTefibHOW xene-
3bl, TUMOMa, NumdonponndepaTnBHble 3aboneBaHus. AuarHos MCJT moxeT npegLe-
CTBOBaTb yCTaHOBNeHMo AnarHo3a MKKJ1 Ha cpok oT 5 go 6 net [3].

B KJIMHWYECKWE MPOABJIEHMA 3ABOJIEBAHNA

Knaccuueckre npossnernna MCJIN - 3To Tpuaga CMMNTOMOB: MblleyHasa cnabocTb,
CHUXeHUe rnybokmx pedneKkcos, BeretatnBHas gucoyHkuus [4, 9, 10]. Hanbonee pacnpo-
CTpaHeHa MblleYyHas c1IabocTb B MPOKCUMANbHbIX OTAENaX HUXHMX KOHEYHOCTEN 1 Ta3o-
BOM nosce. [Tpyn 3TOM nauMeHTbl OTMeYaloT 3aTPyAHEHNA NPU NOABbEME CO CTyna 1 Cny-
CKe Mo NecTHUUe, BO BpeMs xoabbbl. YacTo BCcTpeuvaeTca 1 cnabocTb B NPOKCUMaNbHbIX
oTenax BepXHNX KOHEYHOCTEN, HO OHa MeHee BblpaXeHa B CPaBHEHUN co c1labocTbio B
HUKHUX KOHEYHOCTAX [1, 4]. BoBneueHme mbiwl, Kak NpaBuio, CMMMeTpUyHoO. Masoasu-
raTefibHble HapyLeHUA ANarHOCTUPYIOTCA PeaKo, CTEMEHb BbIPAXKEHHOCTU KX, Kak Mnpa-
BWO, MMHMManbHas. TakKe OTHOCUTENbHO PeaKo BCTPEYAOTCA HapyLIEHWA TOTaHUA n
peun. laHHble CUMATOMbI 0ObIYHO NOABNATCA Ha 6onee no3aHmx ctagmax MCJIN. Obixa-
TeflbHaA He[OCTaTOYHOCTb BO3HMKAET HeYacTo, Kak MpaBuno, Ha No3gHux ctaguax. Y 10%
NnaLneHTOB MOXeT MPUCYTCTBOBATb MO3XeUKoBasa cMmnTomaTnka [1-4].

BeretatusHas gucdyHkumsa npm MCJIA 0THOCMTCA K YacTO BCTPEYAIOLWMMCS NpU3Ha-
KaM faHHoro 3aboneBaHusA. Hanbonee xapakTepHble NMPOSBAEHUS BEreTaTMBHON AMC-
byHKUuMKM Yy naumeHToB ¢ MCJIN: Bbipa)keHHasa CyxOCTb BO PTY, CUHAPOM CyXOro r/asa,
HapyLleHNA NOTOOTAENeHNA, OpTOCTaTUYECKasa rMNOTEH3MA, 3anopbl, UMNOTEHLMA, MOTYT
O0TMeuaTbCA MeTannyecknii NPUBKYC BO PTY, NapecTesnm, MManrum, 3aTpyaHeHna moye-
ucnyckanus [1,4, 8, 11].

Mo paHHbIM HabnogeHna TymypoBsa [1.A., Hambonee YacTble CUMMNTOMbI, BbiSIBNIAEMble
npu ocmoTpe y nauymeHToB ¢ MCJIW, 6binu npeacTaBneHbl B BUAE MbILEYHOWN CNIabocTu
(92%), CHUXKEeHWA UK OTCYTCTBUA rMYyBoKMX pednekcos (92%); HapyLeHNs GyHKUMK Ye-
penHbIX HEPBOB BbiABMEHbI Y 62% NauneHToB (Hambonee yacto onpegenanca ntos) [4].

Mpu ocmoTpe BbiABNAETCA rMMno-/apednekcmsa (Mpy OTCYTCTBUM BblpaXXeHHOMN MbiLLey-
HoW aTpodui), MbllueyHasa CaboCTb, ANA KOTOPOW XapaKTepHa KMHMYeCKan auccoumnaums
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B BUJe HEeCOOTBETCTBUA Xanob naumeHTa Ha BblpaXkeHHYI claboCTb 1 NIerkow cTeneHu
napesa, BblsIBNAEMO NPy OCMOTPE.

Bo Bpemsa ocmoTpa NaLMeHTOB MOXHO OOHApYXWUTb HapacTaHe CUIIbl MbILULL NPU NO-
CTOAHHOW MbILWEYHON CTUMYNALMU uUnu dbusnyeckux ynpakHeHusx. K xapaktepHoim ¢e-
HOMEeHaM OTHOCATCA cMMNTOM JlambepTa UK TeCT C pyKornoXKaTuem, Npy KOTOPOM nauu-
€HT NOXMMaeT PYKy Bpaya. B Hauane ABMXeHUA cuna pykonoxatus naumeHTa byaer cHu-
XeHa, HO 3aTeM, B TeueHre NepBbix 2—-3 CeKyHA, HapacTaeT 4O HOpMasibHOWM cunbl [1-4].

B JVNATHOCTUKA

MoaTBepKpeHnem gmarHosa cny»kat onpegeneHve aHtuten K MN3KK tnna P/Q (BbI-
ABnATCA 6bonee yem y 90% naumeHToB ¢ MCJ1M), gaHHble KNMHMYeECKON Helipodur3mno-
nornn (nccnepoBaHne HEPBHOM MPOBOAMMOCTM, NOBTOPAOLWAACA cTuMynAauma n M)
[10]. OgHako Hanuume M3KK P/Q-Tnna He siBnaetcsa cneundunuHbim ana MCJIN, Tak Kak
OHO MOXeT ObITb CBA3aHO C PALOM HEBPONOrMUYECKMUX COCTOAHWUN, APYrMMK ayTOUM-
MYHHbIMUM HapyLweHuamu. Y 64% nauyuneHtos ¢ MCJTN n MKKJ1 gnarHocTnpytot aHTuTena
npotus SOX1, B 30-40% cnyyaeB — aHTuTena K N3KK N-tnna (yawe npu MKKJ) [3, 10].
YuntbiBana BEPOATHOCTb BbIIBIEHMA FreHEeTUYECKOW NpeapacnofioKeHHOCTH, onpegens-
toT HLA-npodunb.

Mpu ctumynaymoHHon SHMI y naumnenTos ¢ MCJIM peructpupyiotca M-0TBETbI HU3KOM
amnantyabl. Npn nccnegoBaHNM CEHCOPHbIX BONOKOH CKOPOCTb NMPOBeAeHNA 1 aMMInTy-
Ja noTteHuwnana aencremsa obbluyHO He nameHsatoTcsa. OgHako, ecnn MCJIU asnaetca cnen-
CTBMEM NapaHeomnIacTUYeCKnX COCTOAHWI, 3TW NapaMeTpbl MOTYT U3MEHATLCA B Pe3y/b-
TaTe pa3BUTKA NOAMHeBponaTun. Bo Bpema pUtMmyeckon HU3KOYaCTOTHON CTUMYNALUN
HepBa (3 ) BbIABNAETCA AeKpeMeHT amnnuTyabl M-oTBeTa, JOCTUraloWmin Makcumarsb-
HOro CHWKeHUA K 4-5-my ctumyny. MNpu npoBeaeHM BbiICOKOYACTOTHOM (TeTaHNYeCKow)
cTumynaumn Hepsa (20-50 u) perucTpmpyeTca nosbieHre (MHKPeMEHT) amnanTyabl
M-oTBeTa, KOTOopoe onpefenaeTca OTHOLWeEHMEM AByxXcoToro M-oTeeTa K nepsomy. Takxe
ans MCJI xapakTepeH peHOMEH «MOCTTeTaHMUYECKOro 06N1eryeHns» UM «noCcTakTuBaLu-
OHHOro obneryeHus». 3TM GeHoMeHbI OnpeensaTCA OTHOLWeHeM amnnnTyabl M-oTBeTa,
nosiyyeHHoro yepes 10 cek. nocne TeTaHU4eckon ctumynaumm (20-50 lu), K amnantyge
M-oTBeTa fo TeTaHM3aUWW WM MAaKCMMaNbHOro Npon3BosnibHoro ycunuma (10 cek.) K am-
nAMTyae MakCMMasnbHOro NPon3BosibHOro ycunua. OTMeyaeTca NoBbieHNe amnanTyabl
6onee yem Ha 100%. Mpu nronbyaTon sneKkTpoMmorpadPpu CNOHTaHHAA aKTUBHOCTb He
perncTpupyeTcs, MOTyT BbIABAATbCA NOTEHUManNbl ABUraTeNbHbIX eANHNL, Kak HOpMasb-
HOW, TaK N CHUXEHHOWN AnnTenbHOCTU. MakcMManbHOe NPon3BObHOE YCuve NoKasbiBa-
eT UHTepdepeHLMOHHBbIN naTTepH. Mpn nccnegoBaHNM OTAEMNbHBIX MbILEYHbIX BOMOKOH
HabniopaeTca yBenMyeHne AxutTepa (3anasfblBaHWe BTOPOro noteHuuana K nepomy)
unn 6noknpoBaHme BToporo oteeta [10, 11].

B cBA3n ¢ yactbim passutmem MCJIN Ha ¢oHe 3n10KayecTBEHHbIX HOBOOOPA30BaHUI
HeobXxoANMO CTPEMMUTbCA K NPOBELEHWI0 AUArHOCTUYECKOro OHKomnowucka. MepBoHa-
YanbHbIM nccnegoBaHuem asnaetca KT nan MPT rpygHoi KneTku, Npy oTprlaTenbHbIX
pe3synbTraTax BbinonHaetca MN3T-ckaHuposaHue [3].

O6cnenoBaHve AN CKPYHUHIOBOTO OHKOMOWCKA clieflyeT NOBTOPATb KaxKable 4—6 me-
cALEB B TeYeHue 2 neT y nauMeHToB ¢ GeHOTMNaMM BbICOKOTO pUCKa Y MMEeIoLLMX aHTUTe-
na BbICOKOIO pucka. 3To 0bycnosnieHo BbisiBNeHMeM 60NbLUMHCTBA HOBOOOPa30BaHWI B
TeueHune 2 neT nocsie NOABMIEHNA NapaHeonacTMYeCKnX HEBPOOrMYECKNX CUHAPOMOB.
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AnarHocTuyeckne Kputepumn napaHeon1acTU4eCKNX HeBPONOrMYeCKUX CMHAPOMOB [7]
Diagnostic criteria for paraneoplastic neurological syndromes [7]

Kputepuii ‘ bannbi
KnuHnyeckunin ypoBeHb

DeHOTUMbI BbICOKOTO pucka

OeHoTUNbI cpeaHero pucka

OnpepgeneHHbIN (I)GHOTVII'I, 3MNMAEMMNONOINMYECKN He CBA3aHHbIN C pakom 0

JlabopaTopHblii ypoBeHb

AHTUTENa BbICOKOTO pucka (>70% accoumaumin ¢ pakom)

AHTWTENa NPOMEXYTOUHOrOo prcka (30-70%)

AHTUTena 6onee HU3KOro pucka (<30%) unu otTpuuaTenbHble 0
Pak

YcTaHOBNEH, COOTBETCTBYET GeHOTUMY M aHTUTeNam (eCnm NPUCYTCTBYIOT) MW HEe COOTBET- 4
CTBYeT, HO 3KCNpeccra aHTUreHa NPOAEMOHCTPMPOBaHa

He HaipgeH (nnn He cornacyetca), HO nepuoA nocneayoLero HabnoaeHns <2 net 1
He HaigeH n Habnoganca =2 net 0
[narHocTunyeckunin yposeHb

OnpepgeneHHbIN 28
BeposTHbIii 6-7
Bo3MoXHbIN 4-5
He napaHeonnacTnyecknii HEBPONOrMYeCKun CUHAPOM <3

AHaNOrMYHbIN NOAXOL UCMONb3YETCA N B OTHOLLEHNN NaLMEHTOB C GeHOTUMAMM BbICOKO-
ro pucka Hapsagy C HallMYyMeMm aHTUTEN NPOMEXKYTOYHOIO PUCKA, Y KOTOPbIX OTMEYaTCA
onpepeneHHble emorpapuyeckme xapakTepucTuKkm (MOXKMIoM Bo3pacT N KypeHue) unm
MMEIOTCA COMYTCTBYIOLME aHTUTENA, AJIA KOTOPbIX XapaKTePHA YacTas CBA3b C HOBOOO-
pa3oBaHuem (Hanpumep, aHtutena P/Q MN3KK 1 SOX1 B MCJIN). K meTogam «30/10TOro
CTaHZapTa» oOHapYy>KeHNA NapaHeonacTUYEeCKUX HEBPOJSIOrMYECKUX CMHAPOMOB OTHO-
CAT UMMYHOTUCTOXUMIUIO/MMMYHOdNyopecLieHLMIO TKaHel FrofoBHOro mo3sra. immyHoru-
CTOXVMIMMA FOSIOBHOIO MO3ra He UMeeT AMAarHOCTUYeCKoro 3HadyeHusa ana 2 aHtuten (M3KK
Tuna P/Q, aHTUTena K peuenTopy rMuumHa), a gna aHtutena SOX1 ee anarHocTMyeckas
3HaYMMOCTb OCTaeTcA HeonpegeneHHon [7].

K ¢deHoTunam BbICOKOro pricka napaHeoniacTuyecknx HeBPOJIOrMYECKNX CUHAPOMOB
OTHOCAT crefylowme: sHUepaIoOMUENNT, TMMONYECKMI 3HLEedaNUT, ObICTPO Nporpeccu-
PYIOLWMNIA MO3XKEUKOBbI CUHAPOM, OMNCOKJIOHYC-MUOKIIOHYC, CEHCOPHAA HelpoHonaTusa,
XKeJlyAoUYHO-KuLeYHas nceBaoooCcTpyKuus (3HTepanbHas Helponatusa), MCJTN [7].

[rarHocTnyeckme Kputepun napaHeon acTUYeCcKux HEBPONOrMYeCKUX CUHLPOMOB
6611 NpegnoxeHsl F. Graus, A. Vogrig n ap. 8 2021 rogy (cm. Tabnuuy).

B JIEMEHWE

JleueHne MCJTV HanpaBfiieHO Ha CHUXeEHME BbIPaXXeHHOCTU MaToNOrMyeckmx Nposs-
NeHNIA, B NepByio oyepenb MblleyHon cnadoctu [10].

(Mapmakosiormyeckre BapuaHTbl JleueHrs BKYalT NUPUAOCTUTMUH 1 amrubamnpu-
AVH, 6nokaTtopbl M3KK. pyriue BapuaHTbl SleYeHns, KOTopble BKIOYAIOT FyaHUgUH, BHY-
TPVBEHHbIN UMMyHOrno6ynunH (BBUT), nmmyHocynpeccrBHyio Tepanuio (MpeaHU30MO0H,
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a3aTMONPWUH, LMKNOCMOPUH, MrKodeHonaT), puTykcnmab, nnasmadepes, NprMeHATCA B
NeyeHnn yMePEHHON, TAXKeNon 1 pedpaKkTepHOI MblileyHon cnaboctu [11].

MauneHTam C nerkMmmn NPoABAEHNAMN MblLLEYHOW cnabocTn pekomeHayeTcA AMHaMU-
yeckoe HabnogeHue [1]. B cnyyae o6HapyeHWA 3M10KayeCcTBeHHbIX HOBOOOPa3oBaHMWN
aKTUBHOE JleueHne MOXKeT CNoCcoOCTBOBATL YNYULIEHNIO COCTOAHNA NaLyeHTa nnn nsne-
yeHuio MCIIN [11].

B MMpoBoOI1 NpakTuKe npenapaTom nepBor nMHum nedenma MCJIN asnsetca amndam-
npuauH. B gekabpe 2009 r. faHHOe NleKapCTBEHHOE CpefCTBO 6bifo BrepBble ofobpeHo
EBponelicknum areHTCTBOM leKapCTBeHHbIX cpefcTs (European Medicines Agency, EMA),
B 2010 rogy — pekomeHAOBAHO B KauecTBe Tepanuu nepson nnHun npu MCJIA. Ynpas-
NneHve No CaHWTapHOMY HaA30py 3a KayeCTBOM MULIEBbIX MPOAYKTOB U MeAUKaMEeHTOB
CLUA opobpuno ncnonb3oBaHne ammbamnpugmHa ansa B3pocsbix B HoAbpe 2018 . [10].
®opma conu 3,4-ammndbamnpugmHa 6onee ctabunbHa B CpaBHEHUN C OCHOBHOW dopmoli
[1]. AMudamnpuanH GnokMpyeT nNpecrMHanTUyeckre MnoTeHUMan3aBuUCMble Kanmesble
KaHasbl B OKOHYaHUAX [ABUraTesIbHbIX HEPBOB, UTO CMNOCOBOCTBYET ANNTENbHON Aenonapu-
3auuw, B pesynbrate «gedekTHble» MN3KK ocTaloTca OTKpbITbIMY, UTO Bbi3bIBAET MOBbILLE-
HMe KOHLEHTpaLMM KaNibLMA B OKOHYaHUAX ABUraTeNbHbIX HEPBOB M obneryeHve npecu-
HanTUYeCKoro BbICBOOOXAEHMA aLeTUNXoNMHa. B HacTosLlee Bpema cyLlecTBYeT TONbKO
ofHa ofobpeHHan ¢popma amndamnpugnHa — Firdapse. K no6ouHbim sdpdektam ammpam-
npuarHa OTHOCAT TPaH3UTOPHYI0 NnapecTesunto (10%), oueHb pefgko cynoporu (0cobeHHO
ecnu npenapat Ha3Hayanca B BbICOKUX 103aX), yanmHeHue nHtepeana QT, 6onb B XMBOTe,
[MCMencurio, FoONoBOKPY»KeHMe 1 TOWHOTY. AMrbamnpuanH ogobpeH ana npuMeHeHus y
B3POC/bIX U fleTell B BO3pacTe oT 6 neT. HauanbHasA cyTouHana fo3a ammbamnpugmHa (ana
B3POC/bIX) AnA NprMema BHyTpb cocTaBndAeT 15-30 mr 1 pacnpegenseTca Ha 3—-4 nprema.
[l03y MOXKHO yBennuMBaTh Ha 5 Mr B CYTKM Kaxable 3—4 AHA A0 AOCTMXEHNA ONTUMasIbHO-
ro oteeta. MakcMmanbHaa pa3oBas [o3a npenapata cocTtasnaeT 20 mr, cyTouHasa — 80 mr
[9, 11]. O6beauHeHHble pe3ynbTaTbl PaHAOMU3NPOBAHHbIX KIMHUYECKUX UCCNefoBaHUI
NPOAEMOHCTPMPOBaNU, UTo 3,4-aMmndpamnpranH ynydliaeT nokasaTeny MbllLeYHON CUbl
W aMNAUTYAbl MblLLEYHOrO noTeHUmana gencrena [1].

Take K npenapaTtam nepson AnHUN anAa nedyeHna MCJIN oTHOCUTCA ryaHUAWH, Ko-
TOpPbIV YBENMUMBAET BbICBOOOXKAEHME aLeTunxonuHa. B ceA3m ¢ 60nbwnm KonmyecTsom
No6ouHbIX 3¢deKkToB (HEPPOTOKCMUHOCTD, KENYAOUYHO-K/LLIEYHblE PACcCTPONCTBA, aHo-
peKkcua, anapes, pasaparkeHve XenyaKa, yrHeTeHne KOCTHOro Mo3ra) ero ucrnosnb3oBaHue
6b1n10 orpaHuyeHo [10].

B Pecnybnuke benapycb nekapcrBeHHble cpeficTBa amndamnpuanH, ryaHauH He 3a-
perncTprupoBaHbl.

Mpu HaNMYMN yMepPEHHOW 1 CUSTbHOW MbILLEYHOW C/TaboCTU LMPOKO NCMONb3YeTcA Nn-
PUAOCTUIMUH, NPMEeM KOTOpOro nokasaH nauymeHtam ¢ MCJIU. Mo cpaBHeHMto € Apyrnmm
WHIrMOMTOpPaMU aLeTUIIXONIMHICTEPa3bl MMPUAOCTUTMUH 0bnafaeT Nyyllen nepeHoCMmo-
cTblo. [lo3a, pekomeHpyemas ana neveHna MCJTIN, ot 30 mr go 180 mr, 30-60 mr 3 pasa B
cyTku. [lo3a npenapaTa 3aBUCKT OT NOBGOYHbIX 3PEKTOB 1 KNMHMYeCcKoro oTeeTa. K no-
604YHbIM 3P PeKTaM OTHOCATCA TOLLIHOTA, CNa3Mmbl B KMBOTe, Anapea [10, 11].

AnbTepHaTUBHbIM BapvaHTOM Tepanuu NepBon NMHWUK ONA nedeHns pedppakTepHom
MbllleyHon cnaboctn cuntaetca BBUIL CymmapHasa go3a 2 r/kr apdekTvBHa B TeueHue
2-5 oHel, NoaaepXrBatoLan Tepanua NPoBOAUTCA B TeueHne 4-12 Hefenb € NMOBTOPHbI-
MU MHOY3MAMK. JaHHbI BUA neveHus anaeTca 3oPpeKTUBHbIM ANA NaLMeHTOB, KOTopble
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n3HayanbHo oTBeTUNM Ha BBUI. 13 nobouHbix 3ddeKkToB cnegyet oTMETUTb OTKNOHEHNA
OT HOpMbI NabopaTopHbIX MOKa3aTesel, Cbifb, FONIOBHYIO 60Nb, peaKko TPoM603 rnyboKmx
BeH [10].

PruTykcmab pekomeHzyeTca Ha3HauaTb, Korga Apyrve nekapcrBeHHble CpeacTBa He
JaloT KMMHNYECKOro oTeeTa. 3TO XMMePHOe MOHOKJIOHaIbHOe aHTUTeNo, KoTopoe CBA-
3bIBaeTcA ¢ peuentopom CD20, okasbiBaeT LMTOTOKCMUYECKOE AeNCTBME Ha B-KneTouHble
numooLMTbI U NPUBOAMNT K OCTaHOBKE MMMYHHOrO oTBeTa. [MauyneHtam ¢ MCJIM Ha3Haua-
€TCA CTaHAapTHaA fo3a 375 Mr/m? oauH pa3 B Hefento B TeueHne 4 Hefjenb, a 3aTem 1 pa3 B
MecsAL B TeyeHuve cregyowmx 2 mecaues. M3 no6ouHbix 3¢ddeKToB 0TMeYaloT HapyLleHus
CO CTOPOHbI CepAeYHO-COCYANCTON CUCTEMbI (APUTMMA, OCTPbIN KOPOHAPHBIN CUHAPOM),
aHadunakcuio, annepruyeckme peakuuu, TOWHOTY 1 psoTy [10].

Y nauneHToB ¢ pedpakTepHbIM XapakTepom TeuyeHUs 3a6051eBaHNA NONOKUTENbHbIN
3¢ ¢deKT nokasan nnasmadepes. PekomeHayemblli NPOTOKON NpoBefeHUs nnasmadepesa
[J1A MMACTeHUN — 3TO NATb 0OMeHOB B TeueHre 7-14 gHelt. MockonbKy NPOTOKOSbI MPO-
BeAeHUA nnasmadepesa npu MCJIN B HacTosLlee BpeMA He pa3paboTaHbl, Ha NpaKkTuKe
NCMonb3yoT NPoToKoN Nnasmadepesa Ana neveHnsa mmacteHun [10].

MpeaHN30M10H 1 a3aTUONPKYH — Hanbonee YacTo UCMOoMb3yeMble UMMYHOLEMNPECCAHTbI,
MOTYT MCMONb30BaTbCA OTAENbHO UM B KOMOMHaUMKW. LIMKNOCNOPUH MOXeT NpuHecTur
nosnb3y nayueHtam ¢ MCJTV, KoTopble ABAAIOTCA KaHAMAATaMU Ha UMMYHOCYNPeCcCuto, HO
He MOTyT NPUHUMaTb a3aTUOMNPUH UAY NIOXO PearnpytoT Ha Hero. YnyylueHne MOXHO Ha-
6ntofaTb yepes 1-2 MmecsAua Nocsie Hayana Nnprema LMKI0CNOPMHA, MPY 3TOM MaKCMManb-
Hblll OTBET 06bIYHO HabnofaeTca yepes 3-4 mecaua.

C uenbto NoBbILEHNA OCBEAOMIEHHOCTY Bpayel-HeBPOOroB O JaHHOW pefKon naTo-
NIOrx Mbl NPVBOAMM ONMCaHNE COOCTBEHHOIO KIMHMYECKOro HabnogeHus.

B KJIMHWYECKUIN CNTYYAN

MauneHT M., 31 rog, NOCTYNUN B HEBPONOTrMYECKOe OTAENEHME C XKanobamu Ha cna-
60CTb B HOrax, NpenMyLLeCTBEHHO B 6eapax, 6onb B NeBoli cTone, AnckomdopT 4-5 nanb-
LIeB NIEBOW CTOMbI, CIaBOCTb B PyKax (He MOXeT MOAHATbL 2-NUTPOBYIO By TbiNKy). OTMevaeT
nocTeneHHoOe HapacTaHue cnabocTy B Horax.

AHamHes 3a6oneBaHuns

CumnTtaet ceba 60nbHbIM € Mas 2020 r., korga Ha poHe nonHoro 6narononyuns NoABU-
nacb 60nb B NOACHULE, 3aTeM CMYCTA 2 HefleNn NPUCOefNHUINCD TAXeCTb B 6eppax, 6onb-
e cnpaBa, NprXpamblBaHWe Ha NpaByto HOrY. bbino BbINONHEHO OnepaTMBHOE NleyeHne
B MtoHe 2020 r. — gnckakTomuma L4-L5. Mocne onepauun otmeyan yMmeHblLUeHne XpOMOTbI
Ha NpaByio HOT'Y, OIHAKO TAXKeCTb B HOrax CoXpaHAnach, ycunmeanacb npu xofbbe, Tpebo-
BaNloCb OCTaHOBUTbCA, Nponga 10-20 meTtpos. C fekabpa 2020 r. nossunacb cnaboctb n
TAXKECTb B pyKax, ycununacb cnaboctb B Horax. Jleunnca ambynatopHo. MNprHuman nnu-
LaKpVH, BUTaMUHbl rpynnbl B — 6e3 sddekTa. B aBrycte 2021 r. camoctoAaTenbHO npotuen
MPT NKOM, B ceHTA6pe 2021 r. — MPT LLUOIM 1 FOI (BbiABNEHbI AEFreHEPaTMBHO-ANCTPOD K-
yecKme N3MeHeHUs WeNHOoro, rpyaAHoOro U NOACHUYHOrO OTAENOB MO3BOHOYHUKA) 1 MPT
M + MPA (natonormyecknx n3meHeHuin He BbiABNEHO). Y3/ HepBHbIX CTBONIOB HUKHMX
KoHeyHocTen oT 05.11.2021: Npr3HaKOB NOpaXeHnA NCCNefoBaHHbIX HEPBHbIX CTBOJIOB
He BblAB/IeHO. AHaNM3 CMMHHOMO3roBol xunakoctn 14.09.2021: o. 6enok 0,18 r/n, rmoko-
3a 3 mmonb/n, xnopugbl 117,5 mmonb/n, untos 5 mkn. JHMI 05.11.2021 - 3akntoueHwue:
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BbIAABNEHO Bblpa)KeHHOe aKCOHasIbHOe Nopa)eHne CEHCOPHbIX U MOTOPHbIX MOPLUNIA He-
PBOB HWXKHUX KOHeuHocTel, M-0TBeT ¢ 6epeHHbIX HepBOB He nosnyyeH. CTaluroHapHoe
neyeHne B HEBPOJIOrMYECKOM OTAeNeHr obnacTHom 6onbHULbI B HoAGpe 2021 T. ¢ ana-
FHO30M: aKCOHanbHaaA CEHCOMOTOPHaA NOIMHEBPONATUA C MPENMYLLECTBEHHbIM NOpaXe-
HUEM HVXHUX KOHEYHOCTEN, Nerkne ABuratenbHble, yMepeHHble CEHCOPHblE HapyLLEHUA.
dddeKTa OT NpoBefEeHHOro neyeHna He otmedan. SHMI 07.04.2022: SMI-npur3Hakm no-
pakeHnA NPenMyLLeCcTBEHHO MOTOPHbIX BOJTIOKOH HEPBOB HIXXHMX KOHEYHOCTel (B 60s1b-
Lwen cteneHn 6eapeHHbIX) akCOHANbHOIO XapakTepa, AUHamuKa ot 25.02.2022 nonoxu-
TesibHaA Ha pOHe MIOKOKOPTMKOCTepomaHo Tepanun. SHMI 07.07.2022: oTpuuaTtenbHan
OVHaMMKa (HeKoTopoe CHuKeHne amnautygbl M-oTteeTa ¢ 06omx 6egpeHHbIX HEPBOB, MO
Mano- n 6onblebepLoBbiM HepBamM 6e3 gnHaMuKkn). SHMI 18.11.2022: SMI-npu3sHakn
OCTaTOYHbIX ABJIEHNI MepeHeCeHHOro MNOJSIMHEBPUTUYECKOrO MOopa)eHnsa npenmyLle-
CTBEHHO MOTOPHbIX BOJIOKOH HEPBOB HUMXHUX KOHEUYHOCTE aKCOHaNbHOro xapakrepa
B MPOKCMManbHbIX otaenax. CtaunoHapHoe nedyerne B PHIL HHX B pnekabpe 2022 r.,
KNUHUYECKUI AMarHO3: akCOHasnbHasA, NpenmyLecTBEHHO MOTOPHAaA MonMHenponaTua
B CTaauu perpecca 6e3 gBuratenbHblX U CEHCOPHbIX HapywweHuin. ConyTCTBYOLWUA Ana-
rHO3: COCTOAHME MOC/ie OnepaTMBHOro neveHuns (auckaktommsa L4-L5 2020 r.). Cungpom
runepnponaktuHemnn. SHMI 28.12.2022: ybenTenbHbIX JaHHbIX 3a NaTONIOTMI0 HEPBOB
HUXKHUX KOHeYHOCTeln He BbiaBneHo. Mronbyatasa SHMI 10.01.2023: oTmMeuaeTca CHUXe-
Huve amnautyabl M-otBeToB npu uccnegosaHmu n. femoralis dex. et sin. (VM dex 48 m/s,
RF 40 m/s, VM sin 46 m/s, RF sin 42 m/s). AHann3 cnMHHOMO3roBon xuakoctn 04.01.2023:
o6wwmn 6enok 0,48, unTo3 6/3, NUMounTbl 5, MOHOLMTBI 1, FNtOKO3a 2,82 MMOSb/N, NAaKTaT
1,47 mmonb/n, HaTpuii 144 mmonb/n, xnopuabl 116,3 mmonb/n. BAK ot 26.12.2022: KOK
165 ea/n. SHMT 27.01.2023: npu npoBeaeHnn nronbyator DM 3apernctpmpoBaHa CroH-
TaHHaA akTMBHOCTb B BUJe NoTeHUManos ¢pnubpunnaumin n noteHunanos dbacumnkynaumm.
Amnnutyga MAE cywectBeHHO He yBennyeHa. Konnyectso nonudasHbix MAE ymepeHHO
yBeNUYeHo, B pAfe MbllL, He3HauuTenbHo. AnntenbHocTb MNAE cywecTtBeHHO yMeHblue-
Ha. Mpn nocTpoeHun rnctorpammbl pacnpegenenma MAE no anutenbHocTn 2-A ctagua
(ocTpoi geHepBauun). BoiaBneH HeMporeHHbIN NaTtTepH nameHeHnn. SJHMI 23.01.2023:
SMI-npur3HaKky Bbipa)KeHHOro CHMXeHna amnautyg M-otsetos. DHMI 11.01.2023: cHuxke-
Ha amnautyga M-oTBeToB npu uccnegoBaHun 6efpeHHbIX HepBOB C 2 cTOpoH. C yueTom
HU3KoWM amnAuTygbl M-oTBeTa 1 cHUKeHua gnutenbHoctn MAE gaHHble MoryT cooTBeT-
CTBOBaTb 3aMHTEPECOBAaHHOCTM Ha MEPBUYHO-MbILLIEYHOM YpPOBHe. [MoBTOpHOe cTauumo-
HapHoe neyeHne B PHIL, HHX B ¢peBpane 2023 r., KAMHNYECKUI ONArHO3: MMACTEHNYe-
cKun cuHapom Jlambeprta - VIToHa, BEpOATHO, ayTOUMMYHHOTO reHes3a, C IerKUM HUKHUM
NpoKcumasnbHbIM Napanape3om. ConyTCTBYIOWMIA ANArHO3: COCTOAHWE NOC/e ANCKIKTO-
mun L4-L5 2020 r. O6cnepoaHume: KT OlK 10.03.2023 - gaHHbIX 3a 0O0beMHbI BOCMNanu-
TeNbHbIN Npouecc He BbiAiBNeHo. JHMI 09.03.2023: DHMI-gaHHble NnepBNYHO-MbILLIEYHOTO
ypoBHA nopaxeHua. SHMI 15.03.2023: nmeeTca HapylueHNe HEePBHO-MbILLEYHOWN Mnepe-
Jayn Ha npecnHanTmyeckom ypoBHe. JHMI 17.03.2023: umeeTtca HapylleHne HepBHO-
MblleyHon nepegaun ¢ m. abductor digiti minimi sin. Ha npecuHanTnyeckom yposHe. Y3
HepBHbIX cTBOIOB 09.03.2023: NpM3HAKOB MaToNOrMM HEPBHbIX CTBOSIOB BEPXHUX U HUK-
HUX KOHEeYHOCTel He BbiABneHo. Y3/ mbiwy 03.03.2023: nccnefqosaHbl MbllLbl LWeN, Ty-
NOBWULLA, BEPXHUX U HUXHUX KOHEUHOCTEN. MblLLbl HOPMasIbHOWM TONLWWHbI, CTPYKTYpPbI 1
3XOreHHOCTW, MO ¥3-XapakTepucTKam MbiLiLibl NPaBOW U NEBON CTOPOHbI CUMMETPUYHbI.
Onpepgenstotca dacuuKynaLnmM pegKo 4acToTbl B MbllLaX 06erx BEPXHUX KOHeYHOCTEN
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1 B MblWLiax 3agHen obnactn 6efep ob6enx HUKHUX KOHeUHoCTeln. B Apyrmx mbiluax — He
BbisiBneHo. C Lefbio yTOUHEeHNA AnarHo3a (BbinosnHeHbl 1abopaTopHble TeCTbl) MOBTOPHO
rocnutanusnposaH B PHIML HHX.

HacnepcTBeHHbIV aHaMHe3: He oTAroLeH. HeBponornyeckunii ctaTyc: CO3HaHue ACHOe,
OpWEHTUPOBaAH BepHO. YepenHble HePBbl: 3payky PaBHOBENVKMW, pPeakuusa 3payvkoB Ha
CBET NpAMasa U obpaTHas COXpaHeHa, ABUKEHWA Ma3HbIX A6I0K B MO/THOM 06beme, HU-
cTarma v gunionuu Her, INLO CUMMETPUYHO, A3bIK N0 cpeaHen nuHmun. Cnna MMMUYeCcKom
MyCKynaTypbl focTaTouHas. PednekcoB opanbHOro aBToMmaTtama Het. Cuna B BEPXHUX KO-
HeyHoCTAX 5 6annoB, cuna B MblLLLAX Ta30BOro nosAca 3 6anna, B HUXKHUX KOHEUHOCTSX
npokcrumanbHo 3 6anna, guctanbHo 5 6annos. AnddysHaa mbiweyHasa runotoHus. Mne-
pecTe3usa cton. Atpoduii, runotpoduin, acumkynauuin He BbisieneHo. lnametp 6egep u
roneHew 6e3 cyuiecTBeHHOM pasHuLbl. [Ny6okune pednekcbl paBHOBENMKME: C BEPXHUX KO-
HeyHoCTel 0ObIYHON XMBOCTU, C HMXKHUX KOHEYHOCTE oueHb HU3KKe. MNanbLeHocoByto,
KOJIeHHO-NATOYHYI0 NPoby BbINONHAET yaoBneTsopuTeNibHO. B no3e Pombepra yctoinuums.
MaTonornyecknx M MeHMHreasbHbIX 3HakoB HeT. [oxoaka MyuonaTnyeckas ¢ GpPoHTab-
HOW ileBuaLmen TynosuLla npu xoabbe. V3 nonoxeHna cnpa Bctaet ¢ 3aTpyaHeHnem. O6-
cnefoBaHMA: 06LMIA aHANN3 KPOBK, OOLLMIA aHANN3 MOYM, BMOXMMMNYECKIIA aHANN3 KPOBM,
reMocTasnorpamma, sfieKTpokapanorpamma — 6e3 ocobeHHocTen. Mpo3epuHOBLIN TecT
14.03.2023: oTpuuatenbHbii. AT K MuenuHy, IgG ot 03.04.2023 (in vitro) <1:10 (pedepeHc-
Hble 3HaveHuA <1:10). AT K ckeneTHbiM mbiwuam (AStMA), IgG ot 03.04.2023 <1:20 (pe-
¢depeHcHble 3HavyeHnA <1:20), AT kK AXP ot 27.03.2023 - 0,25 HMonb/n (Hopma <0,45), AT
K NOTEeHUMan3aBUCMMbIM KanbumeBbiM KaHanam tuna P/Q ot 06.05.2023 - 157,50 (Hop-
Mma <40,00), Tuna N — 5,72 ratio (<10 nieobecne), Anty-GD1b - negatywny, Anty-GM1 -
negatywny, Anty-GQ1b — negatywny, AT Kk MuSK o1 06.05.2023 <0,1 (Hopma <6,25). leHe-
TUYeCKNn aHann3 (NofIHo3K3oMHoe cekBeHupoBaHue [HK) 19.04.2023: oTpruaTtenbHbIi.
AnekTpoHenpommorpadus 15.03.2023 — 3aknoyeHUe: UMeeTcA HapyLleHe HePBHO-Mbl-
LIeYyHoW NnepeAayn Ha NpecnHanTMYeCcKoM YPOBHe.

MaumeHT HeoAHOKpPaTHO Hanpasnanca Ha SHMI-nccnegoBaHue neprudpepuyecKnx He-
PBOB U MrosibyaTyto aneKTpommnorpaduio C Lenbio onpeaeneHnsa Hannuna HeponaTumye-
CKUX UM MMONATUYECKUX U3MeHeHWI. pun 3neKTpodn3nNoNorniyeckoMm nccnenoBaHnm
6b110 BbIABMIEHO CHUXKEHUE aMnInTyabl M-0TBETOB 1 CHUKeHWe anuTenbHocTu MNAE npu
OTCYTCTBUWN CMOHTAHHOW aKTMBHOCTW MbILLEYHbIX BOIOKOH. CeHCOpHble BONIOKHA Oblin
WHTaKTHbI. [lonyyeHHble AaHHble TPAKTOBaNNCh Kak HeBponaTuyeckue uav nepBuYHO-
MbllEeYHble n3MeHeHUA. ToNbKo Mocne UCCefoBaHUA HEePBHO-MbILEYHOW Mepedaun
6blIM NONyYeHbl faHHble, CBUAETENLCTBYIOLME O MOBPEXAEHUN Ha YPOBHE npecuHan-
TYeckon membpaHbl. Pe3ynbTaTbl paHee NpoBeAeHHbIX 3NeKTPOPUN3NONOrMYeCcKnxX rc-
CnefoBaHN TakXKe yKNnagblBaavucCb B MaTONOMMIO Ha 3TOM ypoBHe. [Npun aneKTpoHernpo-
muorpadum (ot 15.03.2023) npoBeaeHme Npobbl Ha MOCTaKTUBALMOHHOE Ob6JfieryeHme
NnokKa3sano nosblleHre amnNanTyabl M-oTBeTa C MbilLbl, pa3rubatoLelt NanbLbl CTOMbI, Ha
557%, a ¢ mMbiwubl, OTBOAALLEN NATbIN Naney KACTK, Ha 239,7%. Mpun npoBegeHnn put-
MWYECKON CTUMYnAUMN € YactoTom 3 I C AeNbTOBUAHOM MbIWLbl 3aperncTpupoBaH ae-
KpemeHT amnantygbl M-otBeTta 33,1% (oTHoweHne nAToro M-oTBeTa K nepsomy) u 37,1
(oTHOLWWEHMe pecAToro K NepBoOMy), a C MblllLbl, OTBOAALEN NATbIA naney Kuctu, 10% n
16% cooTBeTCTBEHHO. BbicokouacToTHasa cTumynauma noktesoro Hepsa 30 4 nokasana
WHKPeMeHT aMnanTyabl M-oTBeTa € MblLULbl, OTBOAALLEN NATHIN Nanel, KNCTK, KOTOPbIN
coctaBun 300% (oTHoweHune AByxcoToro M-oTBeTa K nepBomy).
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KnuHuyeckni cnyvan .\ o
Case Report —

Tzmve s : _ _ : _ foSms ”

| Stim: 3 Hz, 0.1 ms, #10
[+ 2mV 2 A NN A o . < 5ms *

Stim: 30 Hz, 0.1 ms, #200

M-oTBeTbl, 3anncaHHble C MbiLILbl, OTBOAALLEI NATbIN NasneLy KNCTX, NPU PUTMUYECKON CTUMYNALN
NoKTeBOro HepBa c yactoroii 3 Iy (A) n 30 'y (B)
M-responses recorded from the abductor fifth carpi muscle during rhythmic stimulation of the ulnar
nerve with a frequency of 3 Hz (A) and 30 Hz (B)

Ha pucyHke npeactaBneHa 3anncb M-O0TBETOB C MbiLLL|bl, OTBOASALLEN NATbIN NaseL Kn-
CTW, NPY PUTMMNYECKON CTUMYNALNN JIOKTEBOTO HEPBA.

Ha oCcHOBaHMU KNUHMYECKMX JaHHbIX, Pe3ynbTaToB 1abopaTopHON AnarHOCTMKM (Mo-
NOXUTENbHbIA pe3ynbTaT Ha aHTuTena K M3KK tuna P/Q), BbiABNEHMA MHKpPeMeHTa Ha
SHMI, oTpruaTenbHOro pesynbrata OHKOMOUCKA YCTaHOBMIEH KNMHWYECKUI ANArHo3: Mu-
acTeHnYeckun cnHapom Jlambepta — VIToHa ayToMMMYyHHOTO reHesa (AT K noTeHuuan3a-
BMCMMbIM KanbLueBbiM KaHanam Tmna P/Q 157,5) c ymepeHHbIM HUXKHMM NPOKCUManbHbIM
napanapesom.

MNpoBepeHHoOe nevyeHue: nevebHbin nnasmapepes N2 3 (180% OLMN), xonuHa anboo-
cuepaT BHYTPUMbILIEYHO, MMPUAOCTUrMUH. Ha doHe npoBefeHHOro neyeHns NaumneHT oT-
MeyaeT HECTOWKMI NONOXNTENbHBIV PEKT B BUAE YMEHbLUEHUA MblLLEYHON C1abocTu.

Mo3aHAA AnarHocTrka bbina cBA3aHa C PeAKOCTbIO ONUCbIBAaEMOI NaTONOMW, KIVHU-
YyecknM NonMmop@r3mMom, NPOTUBOPEUUBLIMU AaHHbIMU SHMI, a Takke HabniogeHnem
nog «Mackomn» Apyrmx 3abosieBaHWI: BepTeOPOreHHOW pafavKynonatiy, nosnHeBpona-
KU, MMOMATUMN.

CornacHo AMarHOCTUYECKUM KpUTEpUAM MapaHeomnacTUYecKknx HeBpPONOrmyecKmx
CUHAPOMOB Y JAHHOTO NaLMeHTa OTMeYaeTca 6 6annoB, UTO OTHOCUTCA K BEPOATHOMY pu-
CKY BbIIBNEHMA NapaHeonnacTMyecknx HeBPONOrnmyecknx CMHAPOMOB. B cBA3u ¢ Tem uto
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MuacTeHnyeckmnii cuHapom JlambepTa — MToHa: cobcTBeHHOE KNMHUYECKOoe HabntofeHUe, 0630p uTepaTypbl

B TeUeHwue 2 neT y nauuneHTa He Obin 06Hapy»KeH pak, TO ANarHOCTUYECKNI KpUTEpUIi no-
HUXeH 0 5 6annos, YToO OTHOCMTCA K BEPOATHOMY MapaHeonnacTuyeckomy HeBPONoru-
yeckoMy CUHApPOMy. Hanuuve conyTCTBYIOLMX aHTUTEN C BbICOKOW CBA3bO C HOBOOGPa3o-
BaHmem P/Q N3KK TpebyeT perynapHoro nposeaeHus (1 pa3 B 6 mecALeB) paclUMpeHHOro
OHKOMOWCKa B TeUeHne nocsieayoLmnx Tpex NeT.

B 3AKJTIOMEHUE

MCJIN npegfcTaBnset coboli pefkoe ayTOUMMYyHHOe 3aboneBaHrie HepPBHO-MbILLEY-
HbIX CMHaMCoB, NpuBoOAALlee K NOAaB/IEHNIO BbICBOOOXKAEHUA aLeTUNIXONMHA U pas-
BUTUIO MbleyHon cnabocTu. MapaHeonnactuyeckaa ¢popma MCJIN otmevaeTtcs 6onee
yeMm B NOSIOBUHe cny4vaes u yaule ceAsaHa ¢ MKKJL. Opyraa yacte MCJTU npuxoautca Ha
ayTOMMMYHHbIe Cllyyaun MU 4acTo COBMafaeT C APYrMMK ayTOMMMYHHbIMY 3aboneBaHnAMM.
JNeueHne MCJIV B nepByto ouepeab HanpaBieHO Ha YMEHbLLEHKEe MbllleyHon cnabocTy,
BK/IOYAET MCMONb30BaHNE TakNX NEKapPCTBEHHbIX CPeACTB, Kak amudaMnpuanH, ryaHu-
OVH 1 nupugocTurMuH. MNpun pedpakTepHON MbilweyHoW clabocTn naumeHTam HasHa-
yatoT BBUI, meTunnpegHusonoH, putykcnmab, nnasmadepes. [JuarHos ayToMMmyHHOro
MCJI/ B NnpvBeAEHHOM KNIMHUYECKOM HabniogeHnmn 6bi YyCTaHOBNEH HAa OCHOBaHWN Xa-
no6, KNMHUKK, NnabopaTopHbIX (aHTUTENa K NOTEHLMAN3aBUCUMbIM KanbLMeBbIM KaHanam
Tna P/Q) n Henpodursnonornyeckmx (no gaHHbim SHMI oTmeuyanoch HapyLueHve HepB-
HO-MbILLIEYHON Nepefayun Ha NpecuHanTUYeCKOM YPOBHE) faHHbIX. PaCCMOTPEHHbIV Knu-
HUYECKMI cnyyali NpeacTaBnfaeT MHTEPEeC B CBA3U C PeflKoW BCTPEeYaeMOCTbio 3TOW NaTo-
NOrnn 1 TPYAHOCTbBIO ANArHOCTUYECKOrO MonCKa.
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