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PaccesHHblid cKNEpo3 W MMACTEHNA — ayTOMHMMYHHbIE
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Myasthenia gravis and demyelinatinig diseases of central nervous system

Pe3iome

B AaHHOA CTaTbe NPeACTaBNeHO COBCTBEHHOR HABNOABHHE COYETAHHR ABYX AM3VMMYHHLIX 3300N1EBAHNA HEPBHOA CHCTEMBL:
MHACTEHHH 1 PACCEAHHOTO CKNBPo3a. PacnpoCTPaHBHHOCTL W KaTAMHE3 OMUCAHHBIX COMETAHWA HYKIAIOTCA B AANbHEMHIWEM
W3Y4EHUH, T.K. BONPOC! NATOTEHE3a AAHHOM aCCOLMALMM OCTAIOTCA 0 KOHLA HEPRLIBHHBIMH: CYNaAHOCTL 1M 3TO WM YaCTL
HECNELNHIECKOR PEAKLIMH UMMYHHOA CHCTEMbI W TEHETHYBCKOR NPBAPACNONOKEHHOCTH.

KnigyeBble CNOBA: MHACTEHKR, PACCEAHHBIA CKNEPO3, AEMUENHHUINPYIOLLNE 3a60N1EBAHNA, ayTONMMYHHbIE NPOLECCH!

Summary

We report case of combination of two rare diseases: myasthenia and central nervous system demyelinating disease: multiple
sclerosis. Prevalence and catamnesis described combinations require further study, since the pathogenesis of this association
remain unresolved until the end: whether itis a coincidence or part of a non-specific immune response, and genetic predisposition.
Key words: myasthenia, multiple sclerosis, demyelinating diseases, autoimmune processes

Bsenenue

B HeBpONOrHYeCKoi NPAKTHKE MBI 9acTO CTajKHBa-
emcs ¢ mpobneMoH KOMOPOHAHOCTH, H ITO JIEXHT B OCHOBE
$OPMHPOBaHHA CHEUHATH3HPOBAHHKIX HANpaBiNeHHH MeNH-
LHHCKOH HayKH: HEHpOYpONOrHH, aHTHOHEBPOJIOHH, Hefipo-
3HAOKPHHONMOTHH # T.N. Ho BcTpedaroTcs M MeHee H3yueH-
HBIE COYCTAHHA XPOHHUECKHX 3YTOHMMYHHBIX 3a60/1eBaHHHA
HEPBHOH CHCTEMBI, HANPHMEP, HANTHYHE Y OJHOIO MALKEHTa
3a60neBaHHA HEHPOMBILIETHON MEPEAAYH H AEMHENHHHIH-
PYIOILEro NOpaXxeHHA UCHTPaTbHOA HepBHOH chcTemnl (13
LIHC) [1, 2, 3]. Bompoc o marorenese JaHHOH aCCOLHAUMH
L0 CHX TIOP OCTAETCA HEPEMEHHRIM: ABIAETCA JIH OHA 9aCTBIO
HecnelHPHIeCKOH HMMYHHOH PEAaKLHH H TeHETHYECKOH
NPEAPAcNoOAKECHHOCTH WIH HCIUTIOYHTENBHO Cydaiina [2,
4, 5).

Hasecto, w10 Kaxoi-ns60 ayTOMMMYHHBII IpoLecc B
OpraHH3M¢ YBCNHYHBACT PHCK Pa3BHTHA CXOZHOIO MO MATO-
reHe3y COCTOAHHA C MTOPaXKEHHEM JPYTHX OPraHOB H CHCTEM.
Henasnee kpynHoe aMHOeMHONOrHYECKOE HCCIIEAOBAHKE 10~
mynsauxH GonbHRIX MHacTeHHeH B [LIBELHH yCTAHOBHIO, 9TO
PHCK Pa3BHTHSA KAKHX-THG0 ayTOHMMYHHBIX COCTOAHMI NPH
Hankany MI™ gocToBepHo Bhile Ha 22%, NPH 3TOM B Ipynne
BRICOKOIO PHCK2 HAXOAATCA MOJIOAKIC JIFOAH H XEHILHHR [6].
Tak, cpenn naunenTos, crpagalomux M., Haubonee gacro
BCTPEYAlOTCA CaxapHEIH fHabeT | THNA, peBMATOHAHKIA ap-
TPHT H ncopHa3s [6], HeckoIbLKO pexe - 3a60/1€BaHUA LIHTO-

Na10 {133) december 2015 NEUROLOGY

BHAHOM XKeNe3N H HecmeundHIecKHe HIMEHEHHA HMMYHHON
CHCTEMBI: dyTOAHTHTENA B ChIBOPOTKE KPOBH M IHEIfOBas
anoneuns [1, 2]. [ToMrEMO 3TOr0, M. MOXKET ABJIATBCA OXHHM
M3 MPOSBIEHHA MHOXECTBEHHHWX AYTOHMMYHHBIX CHHOPO-
MOB, BK/IIOYAIOLIMX TAKHE COCTOSHHS, kak TpoMGouuTome-
HHYeckas Myprypa, cuapoM Lllerpena, cHcreMHas KpacHas
BOJI9aHKA, BHTHIIHIO H ApyrHe 3a6oneanus [3].

Mu npHBOAMM OMMcaHHe cOGCTBEHHOTO HaGmomeHHA
coderanus MHactedrs u [13 ITHC.

Knuuuyeckuil cnyvad

BonsHyo M., 50 nert, GecnokoAT IMH30AN NBOCHHA,
OMMyINEHHE IEBOrO BEKA BO BTOPOH MOJIOBHHC HA, IEPHOMH-
9ecKoe HeIEP)KaHHA MOTH, OHEMEHHE JIEBOH NOOBHHAI TE/A.
AHamHe3 3a60neBaHHA: B BO3pacTe 43 feT yCTAHORICH AMa-
HO3: MHACTEHHA, [M1a3Has GOpMa - Ha OCHOBAHHH IUIHHHYC-
CKOTO OCMOTpA, CTAHAAPTHOIO (PapMaKoIOTHYECKOIO TECTa ¢
NPO3EPHHOM, PE3y/IbTATOB 3/eKTpoHeHpoMHorpadun (pHC.
1). Kommnbiorepras ToMorpadHsa CpenoCTCHHA NATONOTHH HE
BHABMNA. HalHaueHa Tepamya: NMHPHAOCTHIMMHA GpoMMA
(xanumuH) 120Mmr/cyT. Ha doHe nedenns pazsuiach CTOHRKAR
PEMHCCHR MRACTEHHH. Yepes rofl NPHCOCTHHHIOCh CHCTEM=
HOE LIEHTPANBLHOC [OJI0BOKpYXEHHE, MIATKOCTL MpH Xxoms6¢,
3aTeM, MO MPOIIECTBHH HECKONBKHX MECALCB, NMOABHIHCH
#ano6nl Ha c1abocTh B HHMHHUX KOHCUHOCTAX, HAPYIICHHC
XOABGHL.
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PuTmMuyeckas cTuMynaumns

M K. Abductér diflnt minJmL Ulnaris. Cfl N

Puc. 1. 9neKTpoHelipoMHorpatHs nauneHTKU M. (BbipaKeHHOe HapacTaHue AeKpeMeHTa).

ABTOpBI rag Konnuectso CtaxkMI
uccnegoBaHuns nayneHTos rogbl
Margofoetal. 1945 1(*.44) 19 rn
PaBanetalL 1972 1(*.29) 3 Fex
Altaetal. 1974 4 (x-3; m-1)  17.5* reH
Achariet al. 1976 n=*. 34) 2 ren
Loand 1983 1 (/26) 1 reH
Faasby
Shakir at al. 1963 1 (x. 30) 12 FeH
Someretal 1989 2 (%) 11.21 FeH
Fupoka etalL 1993 1(*) 22 Fen
Blake at al. 1997 10k, 39) <1 Fen
Fraeetal. 2000 1 (x. 35) <1 ren
(abtteretal. 2003 8 (-7, m-1) 84* 2-rBMm,
6-Tn
Dioniskrtfe a! al. 2004 2 () <1 leH
Bartletal 2009 5 (K) 3 reu

®opma Ml

AChR-Ab  TubhxTobina Crax PC.  TeueHue nntpc
rogbl PC

— Het 3 Pem -

- Het 2 Pem-npor -

— 3*na, 1-HeT 10.6* Pem -

- Het n Pem-npor -

Aa Aa <1 Pem —

fa Oa 5 Pem-npor -

ba Aa 11.25 Pem -

- Hert <1 Pem-npor -

Aa Het 16 Pem WNHTO-1b

La Het 17 Pem ra

4-pa 3-na 8.3* 7-pem: 1- UnTE-1la

1-8TOp-Npor
Aa Het 3.17 Pem NmTE-1b
Het 2-pa 4 Pem Het

Puc. 2. XapaKTepnucTMKa CoHeTaHUs MUacTEHNN 1 PacCeAHHOro CKNeposa.
MpumeyaHue: - rnasHas hopMa MUacTeHUN, TeH - FeHepaan3oBaHHas PopMa MUacTeHUN, PeM - PEMUT TUPYHOLLMIA TN
TeyeHua PC, pem-npor - peMuT TupytoLLe-nporpaaeH THoe TeueHue PC.

B HeBpo/nornyeckom craryce: CO3HaHve iCHOe, opu-
eHTVMpOBaHa BEpHO, Nerkwii NoaynTo3 Cnesa, MONOXM-
TeNbHble MPO6bI Ha MbILLEYHYIO YTOMAAEMOCTb (YCUneHne
NEBOCTOPOHHErO MTO3a, ABOEHUA HeT). CyXOXWMbHble
pedneKcbl CUMMETPUYHO MOBbILLIEHbI, OPIOLLIHbIE OTCYT-
CTBYIOT, BbI3blBaeTCH CUMNTOM TpemHepa, babuHckoro ¢
2-X CTOPOH, CHWXeHa 60neBas 1 BUOPaLMOHHAA YyBCTBY-
TENbHOCTb B NIEBbIX KOHEYHOCTAX, ferkas cratuyeckas
atakcus Bnpaso.  MarHWTHO-pe3oHaHCcHas Tomorpagus
rOM0BHOTO MO3ra BbISBUA MHOXECTBEHHbIE OBasibHblE
N OKpyrnble o4yarn gemMmnennHu3aulun, pacnosioXXeHHble B
6enom BeLLecTBe MoNyLIapuiA, NEPUBEHTPUKYNSPHO U HOK-
CTaKOPTVKa/IbHO, OANH OYar OnpeaensieTcs B MO30/UCTOM
TeNe, a TakXKe B MPaBoOii remuctepe MO3XKeUKa; ovarn pas-
mepom oT 0,4 fo 1,5 cm. CoueTaHWe KIMHUYECKON KapTu-
Hbl, laHHbIX aHaMHe3a W XapakTepHbIX HelipoBW3yanH3a-
LIMOHHBIX N3MEHEHWI NO3BON/O YCTaHOBUTb PACCEAHHBIN
cKnepo3. TeueHne 3a60eBaHNSA UMENO KMATKWIA», PeMUT-
TVPYIOLLWIA XapakKTep, UMMyHOMOLYNMPYIOLWMe npenapa-
Thl NaLMEHTKa He nonyyana.

Pesyntatbl 1 06CyxaeHne

MpeAcTaBneHHbI CyYaid sBNSETCS  WKOCTpauyelt
pegkoro covetaHus A3 LUHC n MUacTeHUM y XeHLWMHbI C
[e6t0TOM B MO/IOLOM BO3pacTe, MMacTeHuns bblia fuarHocTu-
poBaHa Ha (hoHe Yy>ke ycTaHOBNeHHOro PC, UTo cornacyetcs ¢
60/1bLUMHCTBOM COOOLLEHNIA B MMPOBOIA Hay4YHOI NnTepaType
[8, 9, 10]. B HacToslLLee BpeMs M3BECTHO OKO/O Tpex AecAT™
KOB COBMECTHbIX C/ly4aeB MuacteHum n PC (puc. 2).

B 6onbwmHcTBe onucannii PC npefLiecTBoBan pas-
BUTUIO MWACTEHWW, WMEN PEMUTTUPYIOLLIEE, «Hearpeccus-
Hoe» (EDSS < 2,06) TeueHue. MpuUMEPHO ¢ paBHOIA YacToTOM
PerncTpupoBa/INChL, KaK rfasHad, Tak W reHepanvM3oBaHHasA
(hopMbl MMacTeHun. YacTb 3Tvx naumeHToB (12 yen.) nony-
Yanu fievyeHve npenapatamy, UMeHsIOWMMKU TedeHne PC
(MHTepdepoHbI-1a, -1(3 uan rnatmpamepa auetar) B fe6oTe
HelpoMbILLIEYHOI natonorun [7]. Pa3suTue MUacTeHUM Ha
(hoHe Tepanuy npenapatamii UHTEP(EPOHOB MOXET ObITb
CNeficTBMEM MOAY/IALMM UMMYHHOrO OTBeTa: ycuneHus Th2-
KMETOYUHbIX PeakLuid, YBENMYEHWS NPOAYKLUMN ayTOaHTUTEN
[7, 8]. C apyroii cTOpOHbI, TaKoe CoYeTaHwe ByX 3a60neBa-
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HHI MOXET GBITh CiTyualHBIM, BOSHHKILINM BHE 3aBHCHMOCTH
OT HAHYHA HMMYHOMONY/IHpYIOueH TepanuH [7], kak B NpH-
BENEHHOM HaMH cnyvae. Kpome Toro, B IHTepaType BCTpeda-
10TCSA ONTHCAHHA COYETAHHA C OITTHKOMHETHTOM, ONTHYECKHM
HEBPHTOM, OCTPBIM PacCesHHBIM JHledanomuennToM (7, 13,
13].

Pan HccnenoBaHMid, BHNONHEHHRX B QHIIAHAMH, Ka-
Haze, Hpane, nokasan, 4To pacnpocTpaHEHHOCTb NonoGHo#H
KOMOPGHIHOCTH B AECATKH pa3 BHILUE, HEXEJIH OXHOAeMan
B MOMMY/MALUMH, JTO HCKIO4aET CTy4aHHOCTL codeTaHHa [1,
3). Be3sycnoBHO, MpeAnoChUIKH 1A Pa3BHTHA noaobHOro
COYETAHHA CYUIECTBYIOT: JOKA3aHHA PHCK Pa3BHTHA ayTo-
HMMYHHBIX 386oneBannii Ha ¢oOHe MHACTEHHH, HAIHYHE
06HX, XapaKTePHLIX IU1A GONBLUIHHCTBA ayTOHMMYHHBIX CO-
CTOAHHIA IPH3HAKOB: NIpeobnagaHHe XEHIIKH, MOJIOAOH BO3-
pacT, reneTudeckue dakropsl (obmme anenn HLA — DR2,
HekoTopalie apyrue rensl: CTLA-4).

Hakannusaercs Bce Gonbwe panueix o ponu LIHC B
Pa3BHTHH MHACTEHHH: coo611a0Ch O MPH3HAKAX [TATOIOTH-
9eCKOro NoBLILIEHHA HMMYHHO#H aKTHBHOCTH B Liepebpocny-
HAIBHOM MHAKOCTH B BHICE YBEJIHUEHHA NONY/AlMH cBoboa-
HBIX THMQOLHTOB, NMOABIECHHH AHTHTE/ K ALETHIXOMHHOBHIM
peuenTopaM [4], BO3pacTaHHA IKCAPECCHH PEryNATOPHHIX
monekya (CD72) na B-numdounTax Kak NpH MHaCTEHHH, TaKk
# PC [7] 1 Bo3MOHOM ydacTHH Oe/ika akBanopHHa-4 B pa3-
BHTHH MHACTeHHH [2]. B cBA3M ¢ 3THM Bce Gonblle yueHHX
CKJIOHACTCA K MHEHHIO O HUTHYHH OOLIMX MEXAHHIMOB pa3-
BHTHA MHacTeHHH H 13 LIHC [1, 2, 3].

3aKnioueHmne
C KaXIBIM rOOM PacTeT YMCIO OMHCAHHBIX ClydaeB
COYETAHHA MHAcTeHHH H 3abonepanuit LIHC, xors obuiee

HX KONH4eCTBO - He Gonee 100 cayqaes. [pu 3ToM AoMHHHK-
PYeT, 3a4acTy10, CyOKIIHHHYECKOE NOpaXeHHe MHPAMMIAHOMN
CHCTeMBI H 3PHTE/bHRIX TPAKTOB. JTH HaOMIONEHHA HMEWT
HEKOTOPOE CXOACTBO ¢ COCTOSHHSAMH, 8CCOLHHPOBAHHRIMH
C ONTHKOMHENHTOM. Y9HTHIBAA HMEIOIHEC OOmue 3BEHBA
naroreHe3a, pal aBTOPOB HE OTPHUAET BO3MOXKHOCTH Bhlfie-
JIEHHA HOBOH HO30JIOTMYECKOH eNMHHIb, BKIIOYAomed no-
nobHule accounanuy [14)]. IToaroMy ompaBaaHHEIM ARIAET-
cA npemioxente obcnenonarb 60mbAKX PC ¢ aTHITHIHBIMH
MPOARICHHAMH H KanobaMH Ha HEMOCTOAHHYIO cnabocTs
U1t BHIABICHHS BO3MOXCHON MHacTeHHR. C apyToii CTOpOHN,
HEBPONIOTY C/eAyeT MOMHHTH, 9TO y MalHeHTOB, CTPAlalo-
WHX MHACTCHHEH M HMCIOIIMX HEXapaKTepHHIEe A 3TOro
3a360/1€BAHHA CHMITTOMEI, MOXET HMETH MECTO COYCTAHHE C
IpYTHMH ayTOHMMYHHBIMH 3a6orneBaHHsmMH, Hanpumep, PC,
910 TpebyeT COOTBETCTBYIOMMX JHArHOCTHYECKHX MEpO-
MpHATHHA (HeHpoBH3yanH3alHa, 1abopaTopHas JHarHOCTHKA
- AChR-Ab, AQP4-1gG). PacnpocTpaHeHHOCTB, MATOTEHES H
MPOTHO3 OMHCAHHAIX codcTanHit MHacTeHHH H I3 LIHC wyx-
NAI0TCA B JabHEHIIEM H3YREHHH JUIA YNYJIIEHHA KA9ecTBa
MOMOILH 3TOH KATENOPHH NalHEHTOB. W
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