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Ileav uccaedosanus — usyuenue snudemuoso02u1eckKux U KAUHUHeCKUx ocobennocmeii muacmenuu Ha meppumopuu Kpacrnospckoeo kpas.
Mamepuaavt u memodot. Ob6sexmom uccaedosanusi cmanu danHsle 314 nayuenmog c muacmerueil, 3apeeucmpuposartsie Kpacnospckum
Kpaegvim MeOUUUHCKUM UHGOPMAUUOHHBIM AHAAUMUYECKUM UeHmpoM. M3 nux 87 nauuenmoe Haxoouaucs nod NOCMOSHHLIM OUHAMUHECKUM
Habarwderuem.

Pesyasmamot. Cpednuii 6o3pacm nayuenmos cocmasun 45,4 eooa (cmandapmuoe omxaonerue 4,5 eoda). Qucao 3ab6oresuiux ycenuun —
66 (75,86 %), umo ¢ 3 pasza 6onvwe, uem myxcuun, — 21 (24,14 %). Pacnpocmpanennocmo cocmasuna 10,98 na 100 meic. nacenenus,
nepeuynas 3aboseeaemocms — 0,01 na 1000.

Saxarouenue. Ycmanoenenvi 0c00eHHOCMU KAUHUMECK020 MeHeHUs 3a001e6aHUs Y NAUUEHMO08, npoXcusaiouux Ha meppumopuu Kpacro-
APCKoeo Kpasi, opmupyemcs kpaesoil pecucmp 6oavHbix. C cenmsadps 2016 2. omkpvim Kabunem HepeHO-MblUeHHO Namoaocuu Ha baze
KOHCYAbMamMueHoi NoAuKAuHuKky Kpaeeoii kaunuueckoii 601bHULbL.

Karouesnie caosa: muacmenus, pacnpocmpaHeHHOCHb, 3a001€6aeMOChb, 30pA800XPAHEHUe, PEUCID YHema NAYUeHMO08 ¢ MUACMeHUell
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Epidemiological and clinical characteristics of myasthenia in the Krasnoyarsk region
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Aim. To study the epidemiological features of myasthenia gravis in the Krasnoyarsk region.

Materials and methods. 314 cases of myasthenia gravis, registered by the Krasnoyarsk regional health information analytical center, 87
of these patients were under constant monitoring.

Results. Mean age of the patients was 45.4 (SD 4.5) years. The number of women in the observed group — 66 (75.86 %), which was 3 times
more than men — 21 (24.14 %). The prevalence was 10.98 per 100.000 population, the primary incidence — 0.01 by 1000.

Conclusion. Clinical features of the disease in the region were established, the register of patients with myasthenia was formed. From

September 2016 a department of the neuromuscular pathology on the basis of advice Regional Hospital was formed.
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BseneHue

MuacteHusi — ayToMMMYHHOE 3a00JIeBaHKE CO CJIOX-
HBIM TTaTO(PU3UOJIOTUYECKNM MEXaHM3MOM ITOPaKCHMUS
CTPYKTYp HEPBHO-MBILIEYHOTO amnrmnapara. B ocHoBe pa3-
BUTHUS OOJIE3HU JIEXKUT BbIpaOOTKA aHTUTEN, MPEUMYLIe-
CTBEHHO K alleTUJIXOJMHOBBIM PELIENITOPaM MOCTCUHAII-
TUYECKO MEMOpaHbI, UTO COMTPOBOXKAAETCSI HAPYILIEHUEM
HEpPBHO-MBbIIIEYHON Tiepegayu. [MaBHON KIMHUYECKOM
0COOEHHOCTbIO MUACTEHUH SIBJISIETCSI IPOTpeCcCUpyoiast
c/1a00CTh M TAaTOJIOTUYECKas YTOMJISIEMOCTDb pa3dYHbIX
MBIIIEYHBIX rpyr [1—4].

3HAYNTETBHBIA WHTEPEC MCCIeAOBaTeNIcii TIPUBIEKAeT
U3y4EeHME SMUAEMUOTIOTMUECKMX OCOOEHHOCTEN MUACTEHUH.

BonbIMHCTBO aBTOPOB OTMEUAIOT POCT YMCIIa TAIH-
€HTOB C JTaHHOM ITaTOJIOTHEH B pa3IMIHBIX pernoHax. Tak,
3a TIOCJICTHHE IIOJIBeKa 3a00JIeBaeMOCTb MUACTCHMEH
Bospocia ¢ 3,1 1o 15—24 na 100 Teic. Hacenenusd [2, 4—9].
B cBs131 ¢ 3TUM HcCIIeq0BaHMS 110 U3YYSHUIO SITUACMHUO-
JIOTMIEeCKMX TTOKa3aTeieli MUaCTeHUH SIBJISTIOTCS HE00XO0-
IAMOI OCHOBOHM UISI ONTHMU3ALMU TUATHOCTHUYECKUX
¥ JIEYeOHBIX MEPOIIPUATHIM, IPOTrHO3NPOBAHMS TCUCHMS
¥ MCXOIOB 3a00JIeBaHMSI, OIICHKM COIIMAJIbHOTO yIepOa
¥ 3KoHoMm4eckux 3arpar [10, 11]. HanGonee n3ydyeHsl
AMUACMUOJIOTHYECKIE 0OCOOCHHOCTH MUacTeHH B bema-
pycu, Utammu, Cepoun, Jannu, Benunkodopuranun, Up-
nmanguu, IBeunu, Kurtae, Amonun, CIIA, roe pacmopo-
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CTpaHEeHHOCTbH 3a00s1eBaHus BapbupyeT 10 24 Ha 100 ThIc.
HaceneHud [3, 5, 9, 10, 12—15]. Hanpumep, B Utanmmu
3a mocienHaue 20 JeT OTMEUYEH POCT 3a00JIeBACMOCTH MH-
acrenueii ¢ 6,2 1o 11,1 na 100 TeIC. XMTeneii [9, 15].

B Poccuu Haubosiee n3yyeHa snuaeMuoIoruyeckast
CHUTYyaIIHs B TeX PETHOHAX, T1Ie CO3MaHbl MAACTCHUUIECKIE
LIEHTPBI ¥ BEAYTCS PETUCTPHI MAIIMEHTOB C JAHHBIM 3a00-
JICBaHHEM.

[lo maHHBIM psiga WCCIEOOBAHMII, PacIpOCTPaHEH-
HOCThb MHMAcTeHMM B MOCKOBCKOI 00JIacCTH COCTaBMJIA
B cpeaHeM 8,95 Ha 100 Thic. HaceneHus [16]. 3a nepuon
¢ 2003 mo 2012 . mokasaTesib pacipoCTPaHEHHOCTA MUa-
creHun B JleHMHTpaackoit obiacty coctaBua 5,4
Ha 100 TeIc. Hacenenus [1]. B Camapckoii obimactu 3ape-
TUCTPUPOBaH 00JIee BRICOKMI aHAJIOTMIHBIN ITOKA3aTeNb —
9,7 na 100 Teic. HaceneHus [6], B Pecriyonnke Komu, Ha-
MPOTHUB, OH He TpeBbIlaeT 5,03 Ha 100 Teic. HaceneHud [7].
CpenHsis exerogHasi 3a00J1eBaéMOCTb B TAaHHOM pErOHE
3a mocaeanue 10 et coctaBuna 0,73 Ha 100 ThIC. Hacee-
Hus [7]. U3BecTHO, UTO MMACTEHUsI HOCUT MPEUMYIIECT-
BEHHO ITPOTPECCUPYIONINIA XapaKTep TeUSHUSI: TIPUMEPHO
B 85 % ciyuaeB B IiepBbIe 3 rofa ot aebroTa ria3Hoi Gpop-
MBI MUACTEHUU TIPUCOCTUHSIIOTCS CUMITTOMBI TIOPAsKECHUST
OynbOAPHBIX MBIILILL U MbIILIL KOHeYHOCTeH [17]. Haubonee
TPO3HOE OCJIOXHEHUE 3a00JIeBaHUSI — MHUACTCHUICCKUIA
KpHU3, 9acTOTa Pa3BUTHUSI KOTOPOTO MOXKET COCTaBJISITH
10 20—30 %, yalie y nauyMeHToB ¢ TuMoMoii [18, 19].

KpacHosipckuii Kpait SIBJISIETCSI OMHUM 13 KPYITHEUIINIX
pernonoB Poccum. CormacHo manHbeIM Poccrata
Ha 01.01.2016 uncnenHocts HaceneHust KpacHosipckoro
kpasg B 2015 . cocraBuna 2865908 yenoBek. bosbiias
iowanb (1o 2 366 797 km?) u mpoTskeHHOCTH (10 3000 kM)
peruoHa, HusKas IUIOTHOCTh HaceneHust (1,2 4esn/km?)
CO3Ial0T TIPOOJIEMBI TI0 OPTaHM3AaIlMKd CBOESBPEMEHHOTO
OKa3aHWs MEIUILIMHCKON TTOMOIIM MalleHTaM C Pa3and-
HBIMU 3a00JIeBaHUSIMU, B TOM YHCJIC C MUACTCHUEH.

HccaenoBanue smMISMHUOJOTHUECCKUX ITOKa3aTesIei
U OCOOCHHOCTEM KIMHUYECKOTO TEUCHUS MUACTCHHU
y TIAIIMEHTOB, TIPOXWBAOIINX Ha TeppuTopun KpacHosp-
CKOTO Kpasi, 10 HACTOSIIIETO BpeMeHHN HEe ITPOBOAMIIOCE,
YTO W OIIPEIEJIMIIO BEIOOP HAIIpaBIICHUsI HACTOSIIEH pa-
OOTHI.

e uccrenoBannss — M3y4eHUE SITUIACMUOIOTYC-
CKHX M KJIMHUIECKUX OCOOCHHOCTE MMACTCHNH Y HaIlH-
€HTOB, MPOXUBAIOIINX Ha TeppuTopnu KpacHOSIpcKOro
Kpasl.

Mamepuanbl u Memofbl

IIpoananu3upoBaHbl COOCTBEHHBIE JaHHbIE HAOII0-
JIEeHUsI MallMeHTOB ¢ MUacTeHuel Ha 6a3ze KpaeBoii kinu-
HUYeCKOoi 0obHUIE I. KpacHogpcKka 1 moKa3aTenu 3a-
PETUCTPUPOBAHHBIX ciaydaeB 3a00eBaHUS
Ha TEPPUTOPUM Kpad 1o faHHBEIM KpacHosIpcKoro Kpae-
BOTO MEAUILIMHCKOTO MH(MOPMAIITMOHHOTO aHAJIMTUYECKO-
ro ueHTtpa 3a 2015 . Kpome Toro, olileHeHBI pe3yabTaThl
IUCTAaHIIMOHHOTO aHKETUPOBAHUS Bpayeii-HEBPOJIOTOB

ropoja 1 Kpasi, KoToOpble BHOCIJIM B CIIEIIMAIILHO pa3pa-
00TaHHYIO 3JIEKTPOHHYIO (DopMy MH(MOPMAIIUIO O IUCTIe
HaOIIomaeMbIX OOJIBHBIX MUACTeHUEH, (hopMme 3a00J1eBa-
HUSI, 00beMe TIPOBOIUMOI TePAITMU 1 CTEIIEHN KOMITCH-
calliy COCTOSTHMUS.

JlnmarHo3 ycTaHaBJIMBAJIN B COOTBETCTBHUH C KJIacCHUDM-
kaumeit b.M. Iexra u coaBT. [19], BepuduipoBamm ¢ yue-
TOM XaJji00, JaHHBIX aHAMHe3a, HEBPOJIOTMYECKOTO OCMO-
Tpa ¢ TeCTaMM Ha (PU3MIECKYIO HATrpy3Ky, IPO3ePUHOBOM
MPOOBI, PE3YJIBTaTOB 3IEKTPOHEUPOMHUOTpahHH C IeKpe-
MEHT-TECTOM, B PsiZie CJTy9aeB UCCIISI0OBAIA YPOBEHb aHTH -
Tel K aleTWIXOJWHOBBIM pelenrtopaM (J1abopaTopus
«AHBUTpO»). [1pn HanmumMmu OyabOApPHBIX U IJ1a30BUTa-
TEJIbHBIX HApYIIeHWI BHITTOJHSUIA MarHUTHO-PE30HAHC-
HyI0 ToMOTrpadHuio TOJIOBHOTO Mo3ra. Bcem mammeHTaMm
Ha3HAYaJId OOIICKIIMHIYCCKIE aHAJIM3bl KPOBH M MOYMH,
MYJIBTHCTIM PATBHYIO KOMITBIOTEPHYIO TOMOTpadhUIo TIepe-
HETO CPeIOCTeHUS, IIPU HEOOXOTUMOCTH ITIPOBOIMIIA KOH-
CyJBTalliH CMEXHBIX CITeMaIMCTOB. KaXmoro mammeHTa
(UKCHUPOBAIIN B peTUCTPe OOJIBHBIX C YKa3aHWEeM Hanbosee
TTOJTHBIX TTACTIOPTHBIX, KIMHUYECKNX TAHHBIX, Pe3yIETaTOB
o0cireqoBaHMs, 00beMa IIPOBOAMMOM TePAITNH 1 TMHAMM -
KU COCTOSTHUS. B mccnemoBaHme BKITIOYaIM OOJIBHBIX 000-
€ro IT0JIa ¢ TMaTHO30M MHACTEHUHN, TIOCTOSTHHO TTPOXKHUBA-
OIMX Ha TeppuTopnu KpacHOSPCKOro Kpasl, HaBIITUX
MMMCbMEHHOE COTJIacHe Ha yJacTHE B UCCIICIOBAHUM.

J1715T OLIeHKM B3aMMOCBSI3M BO3pacTa 1 Xapakrepa Teue-
HUS 3a0071eBaHMS TTALIMEHTHI OBLTH pa3lesIeHbl Ha 2 TPYII-
nbl: 1o 40 et u tocie 40 net.

CraTUCTHMYECKUI aHAJIWU3 pPEe3yJIBTATOB BBITIOJHSIIN
¢ nomouibio makera IBM SPSS Statistics v. 19. Ucnoinb-
30Bajld METOI OINMMCATEIbHON CTATUCTHKU, PE3yIbTaThI
MPEACTABIISUIA B BUE CPETHETO 3HAYCHMS U CTAaHIAPTHO-
ro oTkJIoHeHUs1 (M * o). [1i moATBEPXKAEHUST JOCTOBEP-
HOCTH Pa3INInii MeXKITy TPYIIIIaMU IPUMEHSIIN KPUTEPUIA
ManHa—YUTHH, CTaTUCTUYECKHN 3HAYNMBIMU Pa3IIUs
cuurtanu 1ipu p <0,05. 71 OIleHKN B3aMMOCBSI3U MEXIY
KauyeCTBEHHBIMHM I1apaMeTpaMyd HCIIOJB30BaId METOI
aHaJIM3a IMPOU3BOJIbHBIX TA0IUI] COMPSIKEHHOCTH C TIPH-
MEHEHUEeM KpUTepus y?, 3HAUMMBIM CUMTAIUA PE3yJIbTaT
BBIIIIE KpUTHUYECKOTO 3HaYeHMs. [IlepBruHyIo 3a00/1eBac-
MOCTh PAaCCUMTHIBAINM KaK OTHOIICHUE YWCIIa BIIEPBBIC
B XWM3HU 3apeTMCTPUPOBAHHBIX CIyJYacB 3a00JIeBaHUI
3a rox, yMHoxxeHHoro Ha 1000, K cpeqHeronoBoif YncaeH-
HOCTHU HaceneHus B peruoHe [20]. PacmpocTpaneHHOCTD
OllcHeHa KaK OTHOIIEHME OOIIEero 4Ymcja BCeX 3ape-
TUCTPUPOBAHHBIX CIIydaeB 3a00JIeBaHUS B TEKYIIEM TIC-
puoe, Kak paHee YCTaHOBJICHHBIX, TaK U BIICPBHIC BBISIB-
JIEHHBIX, YMHOXeHHoro Ha 1000, K cpeaHerogoBoOii
YMCIIeHHOCTH HacesieHus [20].

Pesynbmamsl

ITo marHapIM KpacHOSIpCKOTO KpaeBOro MEAMIIMHCKO-
ro TH(POPMAITMOHHOTO aHAIMTHYECKOTO IieHTpa 3a 2015 1,
Ha TeppuTopnu KpacHOSIpCKOTro Kpast 3aperucTpupoOBaHO
314 TaMeHTOB C YCTAHOBJICHHBIM TMATHO30M MUACTCHUH,
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n3 Hux 284 manuenTa B Bo3pacre crapie 18 yer, y 26 3a-
boneBaHKe AebloTHpOBano g0 14 net, y 4 — B Bo3pacTe
15—18 net. B 2015 . Ha TeppUTOPUU Kpast 3apETUCTPUPO-
BaH 31 ciryuaii ne6iora 3aboeBanus. [lepBranas 3aboe-
BaemMocThb 1o KpacHospckomy Kpato 3a 2015 . cocTaBuia
0,0108 na 1000 HaceneHus, pacrpocTpaHeHHOCTb — 10,98
Ha 100 TEIC.

Ha 6a3e KpaeBoii kimmHnyeckoi 6oabHULEI I. KpacHo-
gapcka 3a nepuof ¢ 2012 mo 2015 . ¢ TMarHO30M ayTOMM-
MYHHOM MHWACTeHUM II0[ HaOJII0IeHUEM HaXOIWINCH
87 GonbHBIX, 4TO cocTasiseT 27,7 % ot o0IIero yucia
MalMEHTOB ¢ JaHHOI maToyiorueil B pernoHe. CpemnHuit
BO3pacT MAIMEHTOB B oOciemyemMoit rpymnme — 45,4 roma
(crarmaptHoe oTtkioHeHue (CO) 4,5 roma). Uncmo xeH-
IIWH, HAXOIAIINUXCS Ha aKTUBHOM JUHAMMYECKOM HaO0JII0-
JeHUH, B 3 pasa Oosblie, yeM Myx4uH (75,86 % npoTus
24,14 %). Bo3pact nalmeHTOB Ha MOMEHT KJIMHMYECKOM
MaHudectaunu MuacteHnu coctasua 39,9 £ 3,09 rona.
Je610T KITMHNIECKNX ITPOSIBIICHNIA MUACTEHUH Y XXESHIITH
peructTprpoBaics B cpeaHeM B 38,8 = 2,96 rozga, 4To ObLIO
Ha 3 roma paHbllle, YeM y MyX4uH, — 42,3 *+ 3,21 roga.
Ileprog ¢ MoMeHTa TOSBICHUS TEPBBEIX CHMIITOMOB
IO YCTAaHOBJICHUSI AMAarHO3a MUACTEHUHN HEPEIKO COCTaB-
JISUT OT HECKOJIBKUX MECSIIIEB IO HECKOJIBKUX JIET, B CPell-
HeM okouio 1,4 = 0,2 roga. B psime ciydyaeB manueHTH Ha-
OMI0JANNCh C JUAarHO3aMHM «XpOHUYECKasl WIIEMMUS
TOJIOBHOTO MO3Ta», «CTBOJIOBOM 3HIIE(hATIUT», «HHCYIIBT
B BepTeOp0o0a3IsIpHOM OacceiHe».

AHanm3 BO3pacTHOI CTPYKTYPHI MOKAa3aJjl, YTO CPean
OOJIBHBIX, COCTOSIIINX Ha yaeTe B KpaeBoit KIIMHUYECKOM
OoJIPHUIIE, TIPe00IAMaIOT MAIMeHTH MOJIOIOTO BO3pacTa
ot 20 mo 40 et — 37 (42,53 %) yenoBek. Yunciio 6ONIbHBIX
B Bo3pacre 40—60 neT u crapie 60 JieT IpUMEPHO PaBHO
u cocTaBhsieT 23 (26,44 %) v 27 (31,03 %) coOTBETCTBEH-
HOo. Yucno XeHUIMH B HaOgomaeMoil rpymme — 66
(75,86 %), myxuux — 21 (24,14 %), 4TO MOKHO BBIPa3UTh
cooTHomeHneM 3:1. Hanbonbinee rpeobdiagaHme XXeHIIMH
3aperucTpUpPoOBaHO B Bo3pacTHoM rpymie 20—40 jeT, co-
oTHoleHne cocrasmio 3,7:1. B Bospacre 40—60 et coot-
HOIIIeHNE OOIBHBIX KEHCKOTO M MY>KCKOT'O T10J1a COCTaBH -
o 3:1, mocite 60 et — 1,6:1.

B xnuHuuyeckoil cTpykType OoJie3HM mpeoOJjamana
(75,80 %) renepanusoBaHHast opMa, BBISIBICHHAS Y BCEX
6osbHBIX B Bo3pacte 10 20 jet, y 30 (88,20 %) u3 34 nauu-
eHToB B Bo3pacte 20—40 net, y 14 (60,90 %) u3 23 60ib-
HBIX B Bo3pacte 40—60 mer u'y 18 (66,67 %) us 27 nauu-
eHroB crapuie 60 ner. [tasHas ¢opma ormedena y 10
(11,50 %) u3 87 60abHBIX. MHBaNIMAHOCTD [0 MUACTEHUH
umenu 12 (13,84 %) mauveHTOB.

TumomaacconmupoBaHHasI MUACTEHMS HAOTI0qaIach
y 5-ii yactu (n = 18 (20,69 %)) GonbHbIX. TUMOMY yalie
BBISIBJISUIM Y TIALIMEHTOB MOJIOIOTO BO3pacTa ¢ TeHEepaIH-
30BaHHOU (popmoit 3a0oneBaHNsA. THMOMAKTOMMIO TIPO-
ey 14 (77,8 %) u3 18 malMeHTOB ¢ TAMOMOM, B OCHOB-
HOM TIO HAIIPpaBJICHUIO B KIMHUKHU demaepaabHOIO
nogunHeHuss MockBsl, HoBocubupcka u Tomcka.

O6HapyXeHa B3aMOCBSI3b BO3pacTa MallMeHTOB U Xa-
pakTepa TeueHMsI 3a00eBaHus (Tadm. 1). bonee Tsokemoe
Mporpeccupyrolee TedeHre 00JIe3HN ITPAKTUISCKU B 2 pa-
3a Yalle peruCTPUPOBAIA B BO3pacTHOM rpyrme 10 40 jier.
CranoHapHOe TedeHUe 3a00JIeBaHMsI ITpeodIagaio y ma-
mueHToB crapiie 40 jetT. BausHuS MpomoKUTe TbHOCTH
3a00JIcBaHUSI HA TSDKECTh KIMHWYECKUX ITPOSBICHUMN
MHACTCHUY HaMU He 3aperuCTPUPOBAHO.

AHam3 o0beMa BBITIOTHSIEMOI Tepalliy, B TOM YHCIe
B 3aBICHUMOCTH OT Bo3pacTa (Tab:1. 2), BEISIBUJI CIICOYIOIIee:
BCEM MalMeHTaM ITPOBOAVII CUMIITOMATHIECKYIO TEPAITHIO
(nmupupocturmMuna 6pomun 60 H B noze 180—360 mr/cyr,
npenapaTel Kayus 1—3 r/cyT), n3 Hux 10 O0IBHBIX TTOJTydaIn
WMCKJTIOUNTENIFHO TAHHBIA BUI TePAIUI; TaTOTeHETICCKAsT
MMMYHOCYIIPECCHUBHAS Tepanis (ITIOKOKOPTUKOCTEPOUIIBI —
METWINPETHN30JIOH WX TIPSTHU30JI0H, Y/WIN IIUTOCTa-
TUKU — a3aTHOIIPYH, LIMKJIOCIIOPHH A) ObITa Ha3HaYeHa 55
(63,2 %) GonbHbIM. HeperynspHbie Kypehl 1wia3Madepesa
nonydanu 14 (16,9 %) nauueHToB, KypChl BHYTPUBEHHBIX
BBICOKOIO3HBIX UMMYHOLJI00YIMHOB — 8 (9,2 %).

Kpussl 1pu MuacTeHNM B aHaMHe3¢ 3apeTUCTPUPOBa-
Hbl Y 15 (21,4 %) G0NbHBIX, CpEeIHMIA BO3PACT MALIMEHTOB
B 9ToM rpymie coctaBui 36,0 (CO 2,03) roga. JlekoMmeH-
canms 3a00JIeBaHNS Y OOJIBITMHCTBA IMAIlMEHTOB BO3HMKA-
J1a Ha (poHE TIepeHeCeHHOM OCTPOii BUPYCHOM MH(MEKIINN,
TTOCTIe TSDKEJIBIX CTPECCOBBIX CUTYAIMi, TIPU CaMOCTOSI-

Tabmuna 1. Pacnpedenenue nayuenmos c muacmerueii no eospacmy u xapakmepy meuenusi, n (%)

Table 1. Distribution of patients with myasthenia by age and treatment type, n (%)

XapakTep TeueHHns 32001€BaHUS

MmuacTeHn4YecKue T30/l
Episodes of myasthenic crisis

CraimoHapHOe TeYeHue
In-patient course

[Iporpeccupyroiiiee TeueHUE
Progressive course

o 40 ner (n = 48) ITocae 40 ner (n = 39)

4(8,3) 1(2,6)
21 (43,7) 28 (71,8)
23 (47,9) 10 (25,6)

Hpumeuaﬂue. HpuMeH;mu Memod aHaauza NpOU360/1bHbLX maﬁfluu CONPANCEHHOCMU C UCNO0Ab306AHUEM KpUumepus ){2. 3a aOCl’ﬂOB’eprle

npuHUManu pazaudus Ha yposte snauumocmu 95 % npu p <0,05.

Note. Arbitrary-sized contingency tables with the y’-test were analyzed. Significant differences corresponded to 95 % level of significance at p <0.05.
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Tabauna 2. Pacnpedenerue nayueHmos ¢ MUAcmeHue 6 3agUcUMocmi om 603pacma u npogooumoil mepanuu, n (%)

Table 2. Distribution of patients with myasthenia by age and treatment scale, n (%)

Tepanus

[1roKoKOpTUKOCTEPOUIBI
Glucocorticoids

uTocTtaTuknu
Cytostatics

IMnazmagepes
Plasmapheresis

BHyTpI/IBCHH])IC BbICOKOJO3HBIC I/IMMyHOI‘J'[O6yIII/IHI)I B aHAMHE3€
History of intravenous high-dose immunoglobulins

o 40 net (n = 45) ITocxe 40 ner (n = 32)

22 (48.,9) 19 (59,8)
10 (22,2) 4(12,5)
8 (17,8) 6(18,7)
5(11,1) 3(9,4)

ITlpumeuanue. Ilpumensiau Memoo aHAAU3A NPOU3BONbHBIX MAOAUY, CONPANCEHHOCMU C UCNOAb308AHUEM Kpumepus x°. 3a docmogepHvie

npuHUMAany pasauvus Ha yposte snavumocmu 95 % npu p <0,05.

Note. Arbitrary-sized contingency tables with the y’-test were analyzed. Significant differences corresponded to 95 % level of significance at p <0.05.

TEJIbHOM CHIKEHUY O3Bl UJIM OTMEHE TIIIOKOKOPTUKOCTE-
pounoB. Y GouabwmnHcTBa (1 = 11 (73,3 %)) nmauueHTOB
rocJie KyITMpoBaHUsI Kp13a OTMeUYeHa IUTUTeIbHAast CTa0u-
JIN3alusl COCTOSIHUSI, 4TO OOBICHSIETCS TPOBEICHHOMN
KOppeKIrei 00beMOB MaTOreHeTUIeCKOI Teparnuu.

06cyxneHue

B xome rccnenoBaHUs TTOTyYeHBI CBEICHUS 00 AITHIC-
MMOJIOTUY MUAacTeHUN B KpacHOsIpcKoM Kpae, paccumTa-
HBI IIpeIBapUTEIbHBIC TTOKA3aTeI PACTIPOCTPAHEHHOCTH,
3200J1eBa€MOCTH MUACTEHUM B PETHOHE, YTO MOXKET SIB-
JISITBCSI OCHOBOM IJTI CPABHUTEIPHOTO aHAIN3a M TaJIbHEel-
IIeT0 MOHUTOPWHTA.

ITonyyeHHbIE 2MUAEMUOJOTUYECKUE MOKa3aTeqU
COITOCTaBUMEI C aHAJIOTUYHBIMU TaHHBIMU APYTUX PETH-
oHOB Poccum, rme mmeeTcs CIelIMAIM3WPOBAHHBIN
IIpueM IS TAllMeHTOB ¢ MHACTeHHEW (B TOM dmCIIe
B Camapckoii, JlennHrpaackoii, MocKoBCKOIT 001aCTsIX
u Pecniyoimmke Bamkoprocran). [Ipu 3ToM BEISIBIICH psi
0COOCHHOCTEM, XapaKTepHBIX IS MCCIEIOBAHHOTO pe-
ruoHa. [lokaszarens pacImpoCTpaHEHHOCTH MHACTCHHUU
B KpacHosipckom kpae cocrtasiset 10,98 Ha 100 TwIC.
HaceJeHUsI, 4TO IIPEeBBIIIACT aHAJOTMYHBIC OaHHBIC
mo MockoBckoit 1 CaMmapckoit oonactsam, Pecriybnmke
Komu, B psime cTpaH OJMXHEro U JajdbHEro 3apyo0eKbsi
[6, 16]. Bonee BoicOokMe, yeM B KpacHosipckoMm Kpae,
IMoKa3aTeIn pacIpoOCTPAaHEHHOCTH MUACTEHUM OITyOJIH-
KOBaHBI B pab0Tax aMepMKaHCKUX M UTATbSHCKUX aBTO-
poB [10, 14].

MuacteHus y naimeHToB KpacHosipckoro Kpast HabJ1to-
JTaeTCs MPEUMYIIECTBEHHO Y JIUI] aKTUBHOTO, TPYIOCIIOCO0-
HOT'0 BO3pacTa, Mpu4eM Y XKEeHIIH CPeIHU BO3PACT 1e0r0-
Ta B cpemHeM Ha 3,5 roma MeHbIIe, YeM Y MyX4uH. Yucio
JKEHIIMH, HaXOMAIINXCS Ha aKTUBHOM IMHAMWYECKOM Ha-
OmoneHNM, B 3 pa3a OoJbIIIe, 9eM MYy>KIMH, 9TO COBITaaeT
C JaHHBIMK PabOT IPyTvx aBTOpoB [6, 8, 9, 21].

B uccnemoBaHHOI KOropTe y MallMEHTOB B BO3PAcTe
1o 40 et yalme BCTpedyaeTcs MaTOJIOTUS TMMYca B BUIC
TUTIePIUTIa3UM U TUMOMBEI. JleKOoMIIeHCallnsl MUACTeHUN

B OOJIBIITMHCTBE CJIyJaeB pa3BUBaJIaCh B TPYIITIC TAIIMEHTOB
no 40 set, conmpoBOXIallach Pa3BUTHUEM JbIXaTeJIbHBIX
1 Oyap0apHBIX HAPYIIEHWH, MPEACTABISIONINX YrpO3y
JUTst kM3HU. HaMu Gbiia BeISIBJIeHA B3aMMOCBSI3b BO3pacTa
U TSDKECTU TeueHUs 3abosieBaHMsI, oObeMa MoTydyaeMoi
Teparmu (cM. Tabm. 1, 2).

IMonuMopdu3M KIMHUYECKUX TPOSIBICHU MUacTe-
HUM, HEJIOCTATOYHAsT HACTOPOXEHHOCTh Bpauell B OTHO-
IIEHUU JaHHOTO 3a00JieBaHUs BBUIY €O OTHOCUTEIBHO
peIKO BCTPEYaeMOCTH B OTAEIbHBIX PETMOHAX Kpas, Be-
POSAITHO, MOTJIM BJIUATH HA CBOEBPEMEHHOCTh U KAUeCTBO
JUATHOCTHKH.

INpencraBieHHbIE SNTUAEMHUOIOTUYECKUE U KITMHUYE-
CKMe 0COOEHHOCTU MUACTEHUH Y TIAIIMEHTOB, MPOKUBAIO-
IMX Ha Tepputopun KpacHosipckoro Kpasi, B 4aCTHOCTU
00JIbIIasT BCTPEUYaeMOCTh M O0JIee TSKeloe TeueHue y Tia-
LIMEHTOB PabOTOCTIOCOOHOTO BO3pacTa, OGOCHOBHIBAIOT
HEOOXOIMMOCTb CO3IaHUST CITEUAT3UPOBAHHOM CITy>KObI
B PETHOHE B 1IEJISIX CBOEBPEMEHHOM AMarHOCTUKY U T D-
epeHIIMATBHOTO AMarHO3a MUACTEHUH, TMHAMUYECKOTO
HaOJIOIEHMS 32 XapaKTepPOM M THTIOM TeUeHMs 3a60JieBa-
HUSI, THIMBUIYAJILHOTO TMOIX0[a K pa3paboTKe JUarHo-
CTMUYECKHUX U JIeueOHO-peabMIIUTAIIMOHHBIX CXeM, OTICHKHU
a(beKTUBHOCTU MPOBOAMMOTO JieueHUsl. B mepcrniekTrBe
TUTAHUPYETCS NabHEIIIast TMHaMU4ecKasl OlleHKa aHaJv -
3UpPYeMBbIX B CTaThe MOKAa3aTeseid, YTO SABJISETCS BaXKHBIM
JUTSI TTAHWPOBAHUSI M OPTAHU3AIIMUA CUCTEMbI OKa3aHUSI
MEIUIIMHCKOM TTIOMOIIIY MAllMeHTaM ¢ MUacTeHHel Ha Tep-
PUTOPUU Kpasi.

3arniouenue

Pe3ynbrathl nccineqoBaHMS SIBIUIMCH OCHOBOM IUISI OT-
KPBITHS KaOMHETa HepBHO-MBIIIIEYHOM ITATOJIOTUH Ha 0a-
3¢ KOHCYJbTaTUBHO-IUATHOCTUYECKOW TMOJUKIMHUKHI
KpaeBoit kimmHnaeckoii 0oasHuIIE I. KpacHosipcka. Co-
3MaHNe CICIINAM3NPOBAHHOTO IIpUEMa 1 BEICHUE PeTrH-
cTpa OOJBHBIX Ha 0a3e BEAYIIErO0 MHOTONPOMIIEHOTO
JIe9eOHOTO YIpEeXKIeHNS Kpasi HarpaBJIcHbI Ha TIOBBIILICHIE
KayecTBa IMArHOCTUKM, JICUCHMS W OUCIAHCEPHOTO
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HaOJIIOeHNs TAlIMEHTOB C MUACTeHUEH, 0ojiee TECHOE
B3aMMOJICHCTBHE CO CMEXHBIMU CHEIIHAINCTaMU (Topa-
KaJbHBIMH XUPYPTaMH, SHIOKPHHOJIOTaMH, TeHETUKAMMU,

Kongaukrt uaTepecoB. ABTOPHI 3asBIISIIOT 00 OTCYTCTBUM KOH(MINKTA MHTEPECOB.
Conflict of interests. Authors declare no conflict of interest.

KIMHAYECKUMH (apMaKoJioTaMd U [IIp.), IIPOBEICHUE
MOHUTOPHMHTA SIUACMHUOJOTMUCCKHX ITOKa3aTeleil 3a60-
JIEBaHUSI B peTUOHE.

Tom?7

®dunancupoBanue. Mccrnenosanue BoimonHeHo npu noauepxke KIAY «KpacHosipckuit kpaeBoit ¢hoHA MoanepKKu
HayJYHOU 1 Hay9HO-TEXHUIECKON AesTeTbHOCTH» B paMKaxX peaau3alny rmpoekTa «Co3gaHne CUCTeMbl MHGOPMALIH-
OHHO-IIPOTPAaMMHO TOAICPXKKH OOJIBHBIX C MUACTCHHUEH Ha TeppUTOpUN KpacHOSIPCKOTO Kpas».

Financing. The study was supported by the Krasnoyarsk Regional Fund for Support of Scientific and Technical Activities
under the project “Development of a system for informational and software support of patients with myasthenia in the

Krasnoyarsk Region”.

NUWTEPATYPA / REFERENCES

1. 3acnasckuii JI.I., Xypmunos A.B. Oc-
HOBHBIE KJIMHUKO-3ITAAEMUOJIOTHYECKIE
roKa3aTteJau MUacTeHuU B JIeHUHrpa-
ckoit obnactu. Yuensle 3anucku CIITMY
nM. akagemuka M.I1. ITaBnoBa
2015;22(4):40—2. [Zaslavskiy L.G.,
Khurshilov A.B. Main clinic and
epidemiological factors of myasthenia
in Leningrad region. Uchenye zapiski
SPGMU im. akad. I.P. Pavlova =
The Scientific Notes of the I.P. Pavlov
St. Petersburg State Medical University
2015;22(4):40—2. (In Russ.)].

DOLI: 10.24884/1607-4181-2015-22-4-40-43.

2. Ahmed S., Kirmani J.E, Janjua N. et al.
An update on myasthenic crisis. Curr Treat
Options Neurol 2005;7(2):129—41.

DOI: 10.1007/511940-005-0022-2.
PMID: 15676116.

3. Berrih-Aknin S., Frenkian-Cuvelier M.,
Eymard B. Diagnostic and clinical
classification of autoimmune myasthenia
gravis. J Autoimmun 2014;48—49:143—8.
DOI: 10.1016/j.jaut.2014.01.003.

PMID: 24530233.

4. Conti-Fine B.M., Milani M., Kaminski H.J.
Myasthenia gravis: past, present, and
future. J Clin Invest 2006;116(11):
2843—54. DOI: 10.1172/JCI129894.
PMID: 17080188.

5. JIuxaueB C.A., Kynukosa C.JI., ActaneH-
Ko A.B. Dimnemuosiorust MUacTeHUNU
B Pecniy6vike benapych. 2KypHan HeBpo-
sioruu v nicuxuarpuu um. C.C. Kopcako-
Ba 2014;(1):54—7. [Likhachev S.A.,
Kulikova S.L., Astapenko A.V.
Epidemiology of myasthenia gravis in the
Republic of Belarus. Zhurnal nevrologii i
psikhiatrii im. S.S. Korsakova = S.S.
Korsakov Journal of Neurology and
Psychiatry 2014;(1):54—7. (In Russ.)].

6. Pomanosa T.B. Dnunemuonornueckoe
HcclienoBaHe MuacTeHuu rpasuc B Ca-
Mapckoii obmactu. CapaTOBCKUIA HayIHO-
MeIuUMHCKUH xXypHan 2012;(1):91-5.

[Romanova T.V. Samara epidemiological
research of myasthenia gravis. Saratovskiy
nauchno-meditsinskiy zhurnal = Saratov
Journal of Medical Scientific Research
2012;(1):91-5. (In Russ.)].

. bonnapenko JI.A., [lenuna I.O. Dnune-

MUOJIOTHS, KITMHUKO-(DYHKIIMOHAbHBIE
XapaKTePUCTUKH U KAUECTBO XKU3HU
0OJIbHBIX MUACTEHUEH XUTEJIeH eBporeii-
CKOro ceBepa. MexXnyHapoaHblil HeBPO-
sormaeckuii xypuai 2009;23(1):71-5.
|Bondarenko L.A., Penina G.O.
Epidemiology, clinical and functional
characteristics, and quality of life of
patients with myasthenia living in the
European North. Mezhdunarodnyy
nevrologicheskiy zhurnal = International
Neurological Journal 2009;23(1):71-5.
(In Russ.)].

. Barnett C., Bril V., Kapral M.

Development and validation of the
Myasthenia Gravis Impairment Index.
Neurology 2016;87(9):879—86.

DOI: 10.1212/WNL.0000000000002971.
PMID: 27402891.

. Mantegazza R., Baggi F., Antozzi C. et al.

Myasthenia gravis (MG): epidemiological
data and prognostic factors. Ann N Y
Acad Sci 2003;9:413—23. DOI: 10.1196/
annals.1254.054. PMID: 14592909.

. Carr A.S., Cardwell C.R., McCarron P.O.,

McConville J. A systematic review

of population based epidemiological
studies in Myasthenia Gravis. BMC
Neurol 2010;10:2—9. DOI: 10.1186/1471-
2377-10-46. PMID: 20565885.

. Gilhus N.E., Verschuuren J.J. Myasthenia

gravis: subgroup classification and
therapeutic strategies. Lancet Neurol
2015;14(10):1023—36. DOI: 10.1016/
S1474-4422(15)00145-3.

PMID: 26376969.

. Breiner A., Widdifield J., Katzberg H.D.

et al. Epidemiology of myasthenia gravis
in Ontario, Canada. Neuromuscul Disord

16.

17.

18.

2016;26(1):41—6. DOI: 10.1016/j.
nmd.2015.10.009. PMID: 26573434.

. McGrogan A., Sneddon S., Vries C.S.

The incidence of myasthenia gravis:

a systematic literature review.
Neuroepidemiology 2010;34(3):171—83.
DOI: 10.1159/000279334.

PMID: 20130418.

. Murai H., Yamashita N., Watanabe M.

et al. Characteristics of myasthenia gravis
according to onset-age: Japanese nation
wide survey. J Neurol Sci 2011;305(1—
2):97—102. DOI: 10.1016/j.
jns.2011.03.004. PMID: 21440910.

. Pallaver E,, Riviera A.P., Piffer S. et al.

Change in myasthenia gravis epidemiology
in Trento, Italy, after twenty years.
Neuroepidemiology 2011;36(4):282—7.
DOI: 10.1159/000328863.

PMID: 21757957.

Heperun B.4., Aragponos b.B., Cunopo-
Ba O.I1. [TonysiiMOHHBIE UCCIIEAOBAHMS
MuacTeHur B MOCKOBCKOI 001acTH.
KypHas HEBpPOJIOTUY U TICUXUATPUU

uM. C.C. Kopcakosa 2006;(5):52—5.
[Neretin V.Ya., Agafonov B.V., Sidorova O.P.
Populational studies of myasthenia

in the Moscow Region. Zhurnal nevrologii
i psikhiatrii im. S.S. Korsakova =

S.S. Korsakov Journal of Neurology and
Psychiatry 2006;(5):52—5. (In Russ.)].
Juel V.C., Massey J.M. Myasthenia gravis.
Orphanet J Rare Dis 2007;2:44.

DOI: 10.1186/1750-1172-2-44.

PMID: 17986328.

Ilep6akoBa H.W., [TaBnosa E.M., Ca-
Hanze A.TI. KitmHuueckuii ciyvait Mmua-
CTEHUYECKOTO KPU3a: BO3ZMOXKHBIE MeXa-
HU3MBbI Pa3BUTHSI, 0COOEHHOCTHU KIMHU-
YeCKOTO TeUeHUsT M TAKTUKA BEICHMUS.
Hespomnoruyeckuii xypHa
2010;15(3):35—41. [Shcherbakova N.I.,
Pavlova E.M., Sanadze A.G. A case report
of myasthenic crisis: possible pathogenetic
mechanisms, clinical features and

37



Tom?7

38

HepBHo-mblweykbie OJIE3HH

Opueunanvhble uccaedosanus

19.

therapeutic strategy. Nevrologicheskiy
zhurnal = The Neurological Journal
2010;15(3):35—41. (In Russ.)].
Mankosa H.A. Muacrenus. [TpuHUMIIBI
TIUATHOCTUKY U JICUeHUsI, TAKTAKA Belle-
HUst 0OJIBbHBIX. MeTOaMYecKoe MMChMO.
MenuimHa HEOTJIOKHBIX COCTOSTHUI
2008;14(1):82—5. [Malkova N.A.
Myasthenia. Principles of diagnosis and
treatment, patient management tactics.
Instructional letter. Meditsina

20.

21.

neotlozhnikh sostoyaniy = Emergency
Medicine 2008;14(1):82—5. (In Russ.)].
MunsieB B.A. OG111eCTBEHHOE 310POBbE
u 3apaBooxpaHeHue. M.: MEInpecc-
uHdopm, 2003. 520 c. [Minyaev V.A.
Public health and healthcare. Moscow:
MEDpress-inform, 2003. 520 p.

(In Russ.)].

AnekceeBa T.M., Kocaues B./1., Xaamyp-
3uHa A.H. KiiMHUKO-UMMYHOJIOrMUecKue
0COOEHHOCTH MUACTEHUU W TIOIXOIBI

Crarbs nocrymuna: 27.02.2017. Tlpunsita B nevwarn: 14.11.2017.
Article received: 27.02.2017. Accepted for publication: 14.11.2017.

K ee Teparnuu y JUL MOXUJIOro Bo3pacTa
(0630p uTepaTypbl). HepBHO-MbILIEY-
Hble 6oe3nn 2016;(3):10—16.
[Alekseeva T.M., Kosachev V.D.,
Khalmurzina A.N. Clinical and
immunological features and treatment
of myasthenia gravis in the elderly
(review). Nervno-myshechnye bolezni =
Neuromuscular Diseases 2016;(3):10—6.
(In Russ.)]. DOI: 10.17650/2222-8721-
2016-6-3-10-16.



