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MwnacTtenus Mpasuc (nat. myasthenia gravis; gp.-rpey. Hog — «MbliL@a» n aoBéveix —
«beccunue, cnabocTb») — ayTOMMMYHHOE HEPBHO-MbILLEYHOE 3aboreBaHne, xapakrepuayroLleecs
naTonorm4yecky BuICTPON YTOMITAEMOCTBIO NONEPEYHONONOCaThIX MbILLILL.

MwnacTteHus NpaBuc (acTeHnyeckuii OynbbapHbIi Napanuy, acteHndeckasa oTanbMonnerus,
NoXHbIN 6ynbbapHbI napanuy, 6onesHb Ipba — Nonbadnama) aBnseTca Knaccmyeckum
ayTOMMMYHHbIM 3aboneBaHnemM yenoseka. OCHOBHbIM KITUHUYECKUM MPOSIBIIEHNEM MUaCTEHUN
ABMNAETCS CUHAPOM NaTONOrMYECKON MbILLEYHON YTOMMASEMOCTH (YCUMNEHNE NPOSIBNEHNA MUaCTEHUN
nocne oM3n4eckom Harpy3km 1 yMeHbLLEHME UX Nocne OTAbIXa).

HUctopus

BriepBrie 3a0oieBanne ObLI0 onucaHo TomacoM YHiuincom
B 1672 rony. AHTHTENA TP MUACTEHUH BIIEPBBIC OBLIN BhIIEICHBI Strauss B 1960 romy.

OKOHUaTEJIbHO ayTOUMMYHHO€ ITPOUCX0XKIeHNe 00ie3HN ObLUI0 10Ka3aHo Patrick u
Lindstrom B onbiTe Ha Kposinkax, *MMyHH3upoBaHHbIX Torpedo californica AChR, y
KOTOPBIX MOSIBUJINCH PU3HAKU MUACTEHHH.

INUAEMHUOJIOTUSA
3aboneBanne 00bIYHO HaunMHaeTcs B Bo3pacte 20—40 jeT; vaiie 00JICI0T KEHIIUHBI.

B nocnennee Bpems 3a0071€Ba€MOCTh MUACTEHHEN pacTET, HA CErOJHAIIHII MOMEHT
pacrpocTpaH€HHOCTh cocTaBisieT mpubau3uTenbHo 5—10 genosek Ha 100 000
HAaCEJICHUSL.

ITHOJIOTUSA

MpuacTenus ObIBaeT Kak BpOXKAEHHOH, Tak ¥ npuoOpeTéHHon. [TpuunHoit BpoxaAEHHON
MHUACTEHUH SIBJIAIOTCS MyTallMU B T€HAX Pa3IMYHbIX OEJIKOB, OTBEYAIOIINX 32
HOCTpOEHHE U PadOTy HEPBHO-MBIIIICYHBIX CHHAINCOB. B cuHarcax (B 4acTHOCTH, B
KOHIEBBIX MIACTUHKAX HEPBHO-MbIIIIEUYHbIX
CHHAICOB) allETHJIXOJIMHACTEPA3aNPUCYTCTBYET B BUAE TeTpamepa nzopopmsl T,
IPUCOETMHEHHOTO K KOJIJIAareHOM0100HOMY OelIKy, KOTOPBIM KOAUPYETCS OTACIbHBIM
T€HOM COLQm. MyTanus 3Toro reHa siBJasieTcsi 0HOIM 13 Hanbosee pacpOCTPAHEHHBIX
MIPUYHH HaCJIeICTBEHHON MuacTenuu (myasthenia gravis). [Ipyroit pacnpoctpanéHnoi
NPUYMHON MHACTEHUH SIBIIIOTCS PA3JIMYHBIC MYTAIlMH CyOBEIUHUIL
HUKOTHMHOBOTO pelenTopa aleTuixoiauHa . FHoraa, yaie y MOJI0abIX, BOZHUKAET
OITyXO0JIb BUJIOYKOBOM JK€JI€3bl, KOTOPYIO YJIAJSAIOT XUPYPTUYECKUM ITyTEM.

IlaTorenes

B mexanu3mMe pa3BUTHS MUACTEHUHU UTPAIOT POJIb ayTOMMMYHHBIE ITPOLIECCHI,
0OHapyXEHBI AHTUTEJIA B MBIIICYHON TKAaHU W BUJIOYKOBOM kesese. YacTo mopaxaroTcs
MBIIILBI BEK, MOSBIISIETCS OTO3, KOTOPBIMA BApbUPYET MO CTEIIEHU BBIPAXKEHHOCTH B
TEUCHHE JHS; MOPAKAIOTCS KEBATEJIbHBIE MBI, HAPYIIAETCA TJIOTAHUE, U3MEHSIETCS
nmoxojka. boJbHBIM BpeTHO HEPBHUYATH, TAK KaK 9TO BBI3bIBACT 0O0JIb B TPYAH U OJIBIIIIKY.
[TpoBorupyromumM HakTopoM MOXKET SIBISITHCS cTpece, nepenecénnas OPBU, a Taxxke
HapylieHne yHKIMY IMMYHHON CHCTEMBI OpraHu3Ma, KOTOPOoe BEeJET K 00pa30BaHUIO
AQHTUTEJ MPOTUB COOCTBEHHBIX KJIETOK OPTaHM3Ma — AIlETUIXOIMHOBBIX PEIEITOPOB
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MOCTCUHAIITUYECKON MEMOpaHbl HEPBHO-MBILIEYHBIX cOeAMHEHMH (cuHarcoB). [1o
HACJIEJICTBY AyTOMMMYHHAsi MUACTEHUS HE TIepe1aéTcs.

Yame Bcero 3a00yieBaHKE MPOSIBISIETCS] BO BpeMs IIEPEXOAHOI0 Bo3pacTa y AeBouek (11-
13 5eT), pexe BCTpedaeTcsi y MATbUYUKOB B 3TOM Ke Bo3pacTe. Bee waie BrIsBIsIETCS
3a00sIeBaHUE Y JAETEH TONIKOILHOTO Bo3pacTta (5-7 ner).

Kinununka
CymiecTByeT HECKOJIBKO (POPM MUACTEHUH (IJ1a3Hasi, FEHEpaIN30BaHHAs,

OynnOapHas U MUacTeHn4eckuit cuaapom Jlambepra — MrtoHa (Tipu pake JETKOTo u ap.).
3abosieBaHuUE Yallle HAYMHACTCS C IJIa3HBIX CUMITOMOB (OMYIIICHUE BEK, IBOCHUE).
Oco00eHHOCTBIO SBISETCA JUHAMUYHOCTH CUMITOMOB: YTPOM ITO3 MOKET OBITH MEHBIIIE,
YEeM BEYEpPOM, IBOEHUE MEHSETCS MO BBIPAKEHHOCTH. 3aTEM Yalle MPUCOETUHSIETCS
c1a00CTh MPOKCUMAJIBHBIX OT/IEJIOB MBI KOHEYHOCTEH (TPYAHO MOAHSITHCS 110
JIECTHHMIIE, TOJHATHCS CO CTYJIa, MOJHUMATh pyku BBepx). [Ipu 3ToM Ha pone
(¢u3nyecKkoi Harpy3ku caabocTh OTYETIIMBO HAPACTAET BO BCEX IPYINAx MbILII (I1OCIE
npo6sI ¢ 10 nmpucenanusMu c1ab0CTh YBEITUYMBACTCS HE TOJIBKO B MBIIIIAX HOT, HO U
PYK, YCHJIMBAeTCsl IT03). MOryT MpUCcOeIMHAThCS Oynbp0apHbie HapylieHus (Ha GoHe
JUIMTEIILHOTO pa3roBOpa WM BO BpeMs pUEMa MUILLY TOJI0C TPUOOpETaeT THyCaBblil
OTTEHOK, MOSIBIAETCS AU3apTPUsl, TPYAHO BeIroBapuBaTh «Py», «Il», «C». Ilocne oTapixa
ATH SIBJICHUS NpoxoasT). Jlanee Oynp0apHbie HApYyIIEHUS MOTYT CTaTh 0oJiee
BBIPAKEHHBIMHU (ITOSIBIISETCS HAPYIICHHUE IJIOTAaHUs, ONIEPXUBAHUS, MTONAJaHNe KUKON
ITUIIHA B HOC).

[Tpuém aHTUXOTMHACTEPA3HBIX MperapaToB (KAIMMUH, IPO3EPUH) B 3HAYUTEIILHON
Mepe yIIydIllaeT COCTOSIHUE OOJBHBIX — TaKue OOJBHBIE CTAPAIOTCS MPUHUMATD MUIIY Ha
NUKE JEHCTBUS aHTUXOJIMHACTEPA3HbIX MIPENapaToB.

JAunarnocruka

B CTAaHAAPTHBIX CIIy4adX JUAIrHOCTUKA MHUACTCHHUH BKIIIOYACT:

1. Knunnveckuii 0CMOTp U BBISICHEHUE UCTOPUH OOJIE3HU.

2. dyukuoHanbHas Mpo0a Ha BBISIBICHUE CHHAPOMA MAaTOJIOTHYECKOW MBITIICYHOM

YTOMJISIEMOCTH. DIIEKTPOMHUOTpaPUIECcKOe UCCIIeI0OBAHUE: IEKPEMEHT-TECT

[Tpo3zepunoBas nmpoba

[ToBTOpHBIN TEKPEMEHT-TECT VISl BHISIBJICHUS pEaKIIMU Ha MPO3EPUH

5. Knunanyeckuit ocMOTp J171s1 BBISIBJICHHSI OOPaTUMOCTH MHACTEHUUYECKHUX
M3MEHEHUI Ha (OHE MPo3eprHa

6. AHanu3 KpOBU Ha aHTUTENIA K Al[ETHIIXOJMHOBBIM pElEeNTOpaM U aHTUTeNa K
TUTUHY

7. KommbroTepHast Tomorpadusi OpraHoB MEPETHET0 CPEAOCTEHUS (BUIIOYKOBOM
’KeJie3bl, CHHOHUM: TUMYCQ).

W

B ciyuasx cnoxxHol nuddepeHnnanbHoi 1MarHoOCTUKU POBOASTCS

UTOJIbYATast AIEKTpOMHOrpadus, Hccae10BaHNe MPOBOISIIEH (YHKIIMA HEPBOB,
aneKTpoMuorpadust OTAEIbHBIX MBIIIICYHBIX BOJIOKOH (JIKUTTEP), OMOXUMUYECKHE
uccienoBanus (kpeatnHpochOKMHA3A, JIAKTAT, TUPYBAT, 3-TUIPOKCHOYTHPAT).
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Jleuenue

B ciyyasx nérkoil BepBble BbIIBIEHHOW MUACTEHUU U I1a3HON (QOPMBI B JIEYEHUU
IIPUMEHSIETCS TONBKO KaJIMMUH U IIpenapaThl Kajausl.

Kamumuna 60H o 1 tab 3 pasa B AeHb ¢ HHTEpPBAJIOM HE MeHee 6 4acoB. XIIOPUCTHIH
Kanuii o 1 r 3 pasza B JeHb WM Kanuii-HopMuH 1o 1 Tab 3 pasa B J€Hb.

B ciyuasix BeIpa)K€HHOW MBIILIEYHOM C1a00CTH WM HAJTMYUK OyJIbOapHBIX HAPYILIEHUN
HIPUMEHSETCSI IIIOKOKOPTUKOUIHAS Teparnus: MPEeIHNU30JI0H B J103€ 1 MI/Kr Beca cTporo
4yepes3 ACHb B YTPEHHHE Yachl (00bIYHBIE 10361 cOCTaBISAIOT 60-80 MT B CyTKH,
MUHUMAaIbHO 3()(PEeKTUBHBIE J103bI COCTABIAIOT 50 MI' B CYTKH Yepe3 JCHb).

Opna TabyeTka MpeaJHU30I0HA COJEPKUT 5 M, COOTBETCTBEHHO CyTOUYHAs /1032
MpeAHU30JI0Ha cocTaBisgeT 12—16 tabnerok. Tabmerka MeTtumnpena conepkuT 4 Mr, HO
110 3(peKTUBHOCTH OHa paBHa 1 Tab MpeAHU30JI0HA 5 MT, IOATOMY B IIEpeCcUETE Ha
METHUIIPE]] KOJTMYECTBO TabJIETOK COCTaBIsAET T€ ke 12—16 tad, a cymmapHas go3a Oyaer
MEHBIIIE.

[Ipenun3zonon 60 Mr yrpom 4yepes JI€Hb.

[Ipuém nmpeaHn3010Ha NINTEIBHBIN, PEMUCCUS MOXKET HACTYIUTh Yepe3 | —2 mecsna,
nanee 103a npeaHusosona no 0,5 Tab cHuxkaetcs 10 nojaepxkuBaromient 10361 10—40 mr
yepes JIeHb. A 3aTeM MEeJIEHHO C OCTOPOXHOCTHIO 110 0,25 TabJIeTKH 10 MOJIHOTO
WCKIIFOUECHMS IIpenapara.

[Tpuém mpeaHu3010Ha TpeOyeT KOHTPOJIS caxapa KPOBH U KOHTPOJISI CO CTOPOHBI
y4aCTKOBOTO TepareBTa (apTepraibHOe JaBlicHHE, TPO(UIaKTHKA
CTEPOM/IHOM SA3BBI, OCTEONOPO3a).

B nepBbie 1-2 rona ot Havyana 3a00JeBaHUs IPU T€HEPATU30BaHHON (hOpMe MHUACTEHUH
MIPOBOJIUTCSI ONEPATUBHOE BMEUIATENBCTBO MO YAAICHUIO BUJIOYKOBOM KEI€3bI
(tumakTOMES ). DPGEKT OT TAMIKTOMHH pa3BUBACTCS B MHTEpBasie 1-12 mMecsIeB ¢
MOMEHTa TUMIKTOMUH, OlIeHKA () PEKTUBHOCTH TUMIKTOMHUHU MPOU3BOIUTCS uepe3 1 Tof.

B noxxwunom Bo3pacrte, npu HEAOCTATOYHON 3P (HEKTUBHOCTU TEPANHUH NMPEAHU30JIOHOM,
IIPY HEBO3MOYKHOCTH Ha3HAUYEHHUs MIPEAHU30JI0HA U TP OTMEHE IIPEIHNU30JI0HA
Ha3HayaeTcs LUTOocTaTuueckas Tepanus. B n€rkux cinyyasx — azatuonpud no 50 mr (1
Tab) 3 pasa B ieHb. B Oosiee cepbe3HbIX CllydasiX — UUKIOCIOPUH (CAaHAUMMYH) 110
200—300 mr B cytku miu cesicent o 1000—2000 mr B cyTkH.

[Tpu oOocTpeHn MUAaCTEeHUU JOIYCTUMO U OIIpaB/IaHO MPOBeIeHUE MazMadepesa u
BBEJICHNE BHYTPUBEHHOI'0 UMMYHorI00ynuHa. [lnazmadepes nenecoodpazHo NpoBOAUTH
no 500 mit uepe3 aeHb N5-7 ¢ 3aMelieHneM miazMoi uim anbOyMUHOM.

NMMYHOTJIOOYJIMH BBOAUTCS BHYTPUBEHHO B J103¢ 5—10 T B CYTKH JI0 CYMMapHO#M 1036l
10—30r, B cpeanem 20 r. BBoauTcs UMMYHOTI00YJIMH MEJICHHO, TI0 15 Kamenb B
MUHYTY.

IIporuBonOKa3aHus NP MUACTEHUH
o UpesmepHbie (prU3HUECKUE HATPY3KH

o HWHcomsiiuu (orpaHUYUTH NPEOBbIBAHUE MO MPSMBIMU COJTHEYHBIMU JIy4aMH )
o [Ilpenaparsl maruus (Marse3us, IaHaHTUH, acllapKam)
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Kypapenono6Hbie MuOpenakcaHThbl

HeiiponenTrku ¥ TpaHKBUIM3ATOPHI (Kpome rpanaakcunaa), [OMK
MoueroHHble (KpOME BEpOIITUPOHA U APYTUX CIIUPOHOJAKTOHOB)
AHTHUOUOTHUKH:

e AMHUHOTJIMKO3UbI (PTEHTAMHIIMH, CTPEITOMUIIMH, HCOMUIIMH, KAHAMHIIMH, MOH
OMWIIVH, TOOPaAMUIIMH, CH30MHUIINH, aMUKAIIHH, JT11e30KCUKAHAMUIIMH-
B, HETHIIMHIINH)

o  (TOPXHHOIOHKI (FHOKCAIMH, HOPIOKCAIIUH, HUITPOdIOKCcanH, 0(IOKCAIKH,
(hraepokcarun, JoMedaokcanuH, cnapdaoKcalyt), a TETPaAUKINH — M0/
HaOJII0/IEHUEM Bpaya

o DdrOpcoaepkalrie KOPTHKOCTEPOUIBI (IEKCAMETa30H, JIEKCA30H, MOJIBKOPTOJIOH)
o [Ipon3BonHbIe XMHUHA
e D-neHunmuIaMuH.

IIporuos

Panee muactenus Ob1a TSHKETBIM 3a00JIEBAaHUEM C BBICOKOH JIeTaThbHOCThIO — 30—
40 %. OaHako Mpu COBPEMEHHBIX METO/IaX AUArHOCTHKH U JICUEHUS JIETaJIbHOCTh CTaja
MUHUMaJIbHOU — MeHee 1 %, oxoiio 80 % Ha ¢oHE MPaBUIIHLHOTO JICUSHUS] TIOCTUTAIOT
MIOJIHOTO BBI3JOPOBIIEHHUS WU Ke PeMUCCUU. 3a00JI€BaHNE SIBISETCS XPOHUUECKUM,
TpeOyeT TIaTeIHLHOTO HAOTIOACHUS U JICUCHHUSI.
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