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Beenenue

Muactenus (M), myasthenia gravis, 6one3ns Opba-l'onbadiama - Ki1accudeckoe,
ayTOMMMYHHOE 3a00JIeBaHNE, KITMHUYECKUE MTPOSIBICHIS KOTOPOTO B BUE C1a00CTH
U TATOJIOTHYECKOW MBIMIEYHOW YTOMJISEMOCTH OOYCIIOBJICHBI  SBICHUSMHU
ayToarpeccuu ¢ 00pa30BaHUEM aHTHUTEJ, HAPABJICHHBIX K Pa3TMYHBIM AaHTHTCHHBIM

MULIEHSM NepupepruuIecKoro HepPOMOTOPHOTIO armapara.

JTHOJIOT U

IIpn MuacTeHMM aHTUTENA U ayTOPEaKTUBHbIE T-KIETKH MOpaXarOT aHTUTCHHbBIC
MUIIEHA MOJMUIENTUAHON NPUPOABI, PACIOJIOKEHHBIE HA IMOCTCUHANTHUYECKOU
MeMOpaHe UM B  MbIIeYHOM KieTke. K HHUM  OTHOCSTCS  MBIIICUHBIN
aneTmixolnHoBbIl penentop (AXP), mbimeyHo-cienuduyeckass TUPO3WHKUHA3A
(MuSK), puanoaunoBbsiii peuentop (RyR), tutun-mporeun u ap. B mocnennue
rofibl Takke OOHapyXEHbl AaHTUTENAa K HEKOTOPbIM I[UTOKMHAM, TaHTJIUO3MaM
MUEJIMHA HEPBHOM TKaHU U JPYTUM OEJIKOBBIM CTPYKTYpaM.

MexaHu3Mbl ~ pa3BUTHUA  NPUOOPETEHHOM MHACTEHUM TECHO  CBA3aHBl C
[aTOJIOrMYECKUMHU W3MEHEHUsAMHU Tumyca. [Iponcxoaur oOpa3oBaHHeM aHTHUTEN U
ayTOPEaKTUBHBIX T-KIETOK, IOPAKAIOIIUX OPraHbl-MUIIEHU — CTPYKTYPBI CUHAIICA
U HEINOCPEACTBEHHO MBIIICYHYI0 TKaHb. K AHTUI€HHBIM MMILEHSAM OTHOCST:
MBIIICYHBIA alleTWIXOJUHOBBIM penentop (AXP), MblmeuHo-cienuduaeckas
TUPO3UHKNHA3a, PUAHOANHOBBIN PELENTOP, TATUH-IIPOTEUH U Ipyrue. Takxke npu
MHACTEHUU OOHApYXEHbl AaHTUTENIa K HEKOTOPBIM IIMTOKMHAM, TaHIVIMO3UJaM

MHEJIMHA HEPBHOW TKAHH M IPYTHM OCIIKOBBIM CTPYKTYpaM.

INUIeMHOJI0THSA

B nacrosiee BpeMs pacnpocTpaHEHHOCTh 3a0oieBaHus cocTaBiisieT 10 yenoBek Ha
100 000 Hacenenusi. MuacTeHUs MOXKET IEOFOTUPOBATH B TIOOOM BO3pACTe, HAUMHAS
C paHHEro JETCTBA M 3aKaH4YMBas rIyOOKoW cTapocThbio. CpelHHil BO3pacT Havasa
00JIE3HU Y KEHILHH - 26 J1eT, y My4HH - 31 rog. CoOTHOIIEHNE MY>KUKH U KEHILIUH

cpeau 3a00JIeBIINX cocTaBseT 1:3.

Knaccupuxanus



Kmnanueckasa knaccuduranmsg muacteHun (I'ext 5. M., 1965)

[Io cTeneHU reHepaIn3aliu:

1. I'enepanuzoBaHHas
2. JlokanbHas

Ilo cTeneHn TSHKECTH NBUTATEIILHBIX PACCTPOUCTB:

1. Jlerkas
2. Cpennss
3. Tsoxenas

IIo xapakTepy TCUCHUS:

1. MuacteHryecKue 3Mu30/1bl
2. CtanmoHapHOE TE€UCHUE

3. [Iporpeccupyrolee TeueHue
4. 3nokadecTBeHHast popma

Ilo crenenu komnencanuu npu npueme AXIII:

1. [Monuas
2. JloctatouyHas Jj1s1 CaMOOOCITYKUBAHUS

3. HenocrarouHas 1j1st caMOOOCTYKUBaHUS

Knannuyeckasi kKapTuHa

J1J1st MUacTEeHUU TUTIMYHO XPOHUYECKOE T€UCHUE C IEPUOJUIECKUMU 000CTPEHUSIMU
U PEMUCCUSMHU, U BO3MOXHBIM Pa3BUTUEM TSKEIBIX COCTOSIHUN, HA3bIBAEMBIX
Kpu3aMd. Benymmii KIMHUYECKMA CHUMITOM — CJIa00CTh W IAaTOJOTHYECKas
MBIIIIEYHAss yTOMJISIEMOCTh, YCUIUBaMImascsi Ha (oHe (U3MUECKHX HArpy30K U
YMEHbIIIAIOMIAsCA MOCIe OTAbIXA WU MPUEMA aHTUXOIMHACTEPA3HBIX TPENapaToB.
Knnanueckas kapTMHa MHUACTEHHM pa3HOOOpa3Ha M MOKET BKIIOYaTh B ce0s
IJ1a30/[BUTATENIbHBIC,  OynhOapHbIE  HApyIIEHWs, CJIa00OCTh  KEBATEIHHBIX,
AKCTPAOKYJIIPHBIX, MHUMHUYECKHX, IbIXaTEIbHBIX MBIIIL, CIa00CTh MBILII IIEH,
TYJIOBUIIIA U KOHEYHOCTEH. PacmpocTpaHeHHOCTh MaTOJIOTHYECKOT0 MpOoIecca Ha
pa3JIMYHbIE TPYMIbI MBIIIL] MOXKET ObITh BECbMa BapraOeIbHOM: OT 0JTHOCTOPOHHETO
1ITO32a JI0 BOBJICYEHUS MPAKTUYECKHU BCEX MPOU3BOIbHBIX MBIIIILI.

3aboneBaHue 4Yalle HAYMHACTCS C TJIa3HBIX CUMITOMOB (IITO3, JUIUIONUA).

OCOOEHHOCTHIO SIBIACTCS AWHAMHWYHOCTb CHUMIITOMOB: YTPOM IITO3 MOKCT OBITH



MEHbLIE, YEM BEUEPOM, JABOCHHME MEHSETCS MO BBIPAKEHHOCTH. 3aTe€M Yalle
MPUCOEIUHAETCA CIa00CTh MPOKCUMAIBHBIX OT/IEIOB MBI KOHEYHOCTEN (TPYAHO
MOAHATHCS MO JIECTHUIIE, MOJIHITHCS CO CTyJa, MOAHUMATh pyKH BBepX). [Ipu aTom
Ha (poHe Pu3MUECKON HArPY3KH CIa0OCTh OTUYETIMBO HApACTAET BO BCEX IPYyIINax
MblI (rocie npodsl ¢ 10 npucegaHusiMu c1aboCTh YBETUUMBAETCS HE TOJBKO B
MBIIIIAX HOT, HO U PYK, YCHWJIMBAETCA NT03). MOryT MpUCOeAUHATHCS OyibOapHbIe
HapymeHus: 11 (Ha QoHe IIUTENBbHOrO pa3roBopa WM BO BpeMs NMpuéMa MULIU
rojoc NpuUoOpeTaeT THYCAaBbI OTTEHOK, TMOABIAETCS AU3APTPUs, TPYIHO
BbiTOBapuBath «P», «Ill», «C». [lociae oTasixa 3TH siBIeHHs Tpoxoaar). [amee
OynbOapHble HapyUIEHUs MOTYT CTaThb Oo0Jjee BbIPAKEHHBIMU (TIOSIBISIETCS

HapyImCHUC IJIOTaHUs, ITOIICPXUBAHUA, ITIOIMMAJaHNUC }KHHKOﬁ IIUIIHU B HOC).

JAunarnocruka

DapMaKOJOTHUYECKUN TECT — Hp06a C BBCIACHHUCM AHTHUXOJHMHI3CTCPA3HBIX

npenapatoB. Mcnonp3yl0T HEOCTUTMIHA METHIICYNIb(AT (IIPU Macce Tea MalueHTa
50-60 xr — 1,5 mi; 60-80 kr — 2 mur; 80-100 xr — 2,5 M 0,05 % pacTBopa) win
nupugoCcTUrMUHA OpoMu (1pu Macce Tena naruenTta 50-60 kr — 10 mr; 60-80 kr —
20 mr; 80-100 xr — 30 mr). ¥V nereit 1o3a yka3aHHBIX ITpenapaToB cocTaBiseT 1,0 miu
WK 5 MT cOOTBETCTBEHHO. OLIEHKY Pe3yJIbTaTOB TECTA MPOBOJAT B HHTEpBaJe oT 40
MUH 70 1,5 4 ocne BBeneHus npemnapara. [Ipu moaHoi U HEMOJIHON KOMITEHCAIIUU
JIBUTATENIbHBIX HapyIIeHUH (yBEIWYEHUE MBIIIEYHON CHUJIbI) MpoOy CUYHUTAIOT
[MO3UTUBHOM, NPH YaCTUYHOM — COMHUTEIBHOM, NPU OTCYTCTBUHM PEAKUUU —
HETaTUBHOM.

DnexkTpomuorpaguaeckoe UCCIIEJOBAHUE HEPBHO-MBIIIEYHOMN nepegayn
(IeKpeMEeHTTeCT) MPOBOJUTCA BCEM MALMEHTAM C MOJI03PEHHEM Ha MHUACTEHHUIO:
MPOBOJUTCS OIIGHKA aMIUTUTYJbl HeraTuBHOW (a3er M-oTBeTa (CymMMapHOTO
MOTEHIMana JEWCTBUS, BO3HUKAIONIET0O B MBIIIE MPU  DJIEKTPUYECKOM
pa3ipakeHu €€ JABUTATEIBHOTO HEPBa), BEIIMUMHBI JEKPEMEHTA — YMEHBIICHUS
aMIUTUTYAbl NATOr0 M-O0TBETa MO OTHOILICHUIO K MEepBOMY (B MPOLIEHTaxX) MpHU
HU3KOYacCTOTHOW (3 wuMI/C) HENmpsAMOW CyNnpaMakCUMalbHOU CTUMYISIIAA m.
deltoideus ¥ BenWYMHBI TOCTAKTUBALIMOHHOTO OOJErYeHHUs] — YBEIUYECHUS

AMILUIUTYAbI IICPBOTO M-oTBeTa MOCIE€ MAaKCUMAJIBHOI'O IIPON3BOJIBHOI'O YCWJIUS B



tedyeHue 30 ¢ MO OTHOLIEHHMIO K NEpBOMY M-OTBETYy KOHTPOJIBHOM CEPUM NpPH
CTUMYJISILIMYA MBIIIIBI YaCTOTOM 3 UMIl/c (B MPOLIEHTAX).

VY Bcex 00IbHBIX MUACTEHUEH HEOOXOAMMO MPOBEACHUE HCCIIETOBAHUS CHIBOPOTKU
KPOBU Ha YPOBEHb AayTOAHTUTEN K MBIIIEYHOMY allETUIXOJUHOBOMY PELENTOPY
(Acetylcholine Receptor Antibody, ACHR antibody), koTopbIii cunTaeTcst OqHUM U3
OCHOBHBIX KpPUTEpPHEB JMArHOCTHKM 3a0oJjieBaHusd. BaxkHoe 3HaueHHe uMeeT
JUHAMUKA 3TOrO TMOKa3aTess g OUEHKH 3(P(PEeKTUBHOCTU MAaTOT€HETHYECKOU
Tepanuu. V3yueHue ypoBHS ayTOAHTUTEN K TUTHH-Oenky (anti-titin-antibody)
HauboJiee TMOKa3aTelIbHO y OOJIBHBIX MUACTEHUEH, COUETAIONICHCS C TUMOMOU
(TOBBIIIEHUE ITOTO MOKa3aTelis oTMeueHo B 78% ciydaeB), a Takke y OOJBHBIX C

MO3/THUM HAa4aJioM MUAcCTeHUU 03 TUMOMBI (84%).

Jleuenue

JleueHne  MUACTEHMM  MOXKHO  pa3lelUTh Ha  CHUMIOTOMAaTHYECKOE U
naToreHetTuyeckoe. llepBoe HampaBieHO Ha YIYYIIEHUE HEPBHO-MBIIIEYHOM
nepeaayd B CHHAICE, BTOPOE — Ha JIMKBUAALMIO ayTOMMMYHHOTO Ipolecca,
JIeXKAIIEr0 B OCHOBE MHACTEHUYECKUX HAPYIIEHUW (KaK KOHCEPBATUBHBIM, TaK U
ornepaTuBHbIM criocoOamu). CyIecTByeT TakKe HEMEAMKAMEHTO3Has Teparusl.
HemennkaMeHTO3HOE  JIEUEHHE  BKJIIOYAET  METOAbl  AKCTPAKOPHOpaIbHOU
UMMYyHOKOppekimu (remocopOuus u 1wiazmadepes). K HeMenukamMeHTO3HBIM
METO/IaM JICYEHHUSI MO’KHO OTHECTU Y TaMMa-TEPaIuio Ha 00JIacTh TuMyca. [{aHHbIHI
METOJ| IPUMEHSIOT y MAlUEHTOB, KOTOPBIM B CUJIy T€X WJIM MHBIX OOCTOSITEIIHCTB
HEBO3MO>XHO IPOBECTH TUMAKTOMHUIO, a TAK)KE€ KaK METOJ KOMILUIEKCHON Tepanmuu
Mocjie yAaleHUu TUMOMBI (OCOOCHHO B ClydasX HWH(UIbTpALMK OIMYXOJU B
PacmoIOKeHHBIE PAIOM opranbl). CyMMapHYIO 103y raMMa-00TydeHUs TOJONPAIOT
MHaMBHAYalbHO (B cpeaneM 40-60 I'peit).

OnTuManpHOHU IBISACTCI MUHMManbHasA 103a AXDII, oka3piBaromas MaKkCUMAaIbHBIN
a3 dexT 6e3 BhIpaKeHHBIX MMOOOYHBIX peakuuil. [ onpeaeneHuss CyTOUHOM 03Bl
HCIOIB3YIOT IPO3EPUHOBYIO U KAIMMHUHOBYIO MpoObl. HaunHatot ieuenue ¢ camoit
MaJioll A03bl M 4YacTOThl (B 3aBUCUMOCTU OT jiutenbHOcTH nenctBusi AXDIII),

MOCTENEHHO YBEJIWYUBas 103y 10 onTUManbHOU. 1 Tabnetka u 1 ammyna AXOII =



1 cramgaptHas no3a. MakcumanbHOE€ CyToyHOe KoiuyectBo AXDJIl — 24
CTaHJAPTHBIX JTO3bI, OTHOKPATHO — 2 CTAHJAPTHBIX JT03HI.

NmMmyHOCyTIpeccuBHas Tepanus: — TJIFOKOKOPTUKOCTEPOUTHAS; —
[UTOCTAaTUYECKAs.

HauGonbiiee pacnpocTtpaHeHue B KadeCTBE HMMYHOPETYJISTOPOB IMOMYUYUIIU
KOpPTUKOCTEPOUIbl. DPGHEKTUBHOCTD IITIOKOKOPTUKOUOB MPHU JICUEHUH MUACTEHUU
JOCTUTAeT, MO OTaedbHbIM JaHHBIM, 80%. W3-3a OTHOCHUTEIBLHO OBICTPOTO
HacTynaromero 3Qdexra WX CYUTAIOT TMpernapaTaMu BbIOOpa y OOJNBHBIX C
BUTAJIbHBIMU HAPYIICHUSIMU, a TaKXke Mpu AeOroTe 3a0oeBanus ¢ Oynp0apHbIX 27
HApYLICHUHN U TIPU TI1a3HOU popMe MUACTCHUU

[Mutocratuku MIPUMEHSIIOTCS npu HEJIOCTATOYHOMU s pexkTUBHOCTH
[IFOKOKOPTUKOWIOB, TPU PA3BUTHH BBIPAXKEHHBIX IMOOOYHBIX 3P(HEKTOB OT
npumenennss ['KC, a taxxe npu HaIU4YUM MPOTHUBOIOKA3aHUN K MX HA3HAYCHHIO
(cTolikas apTepualibHas TUNEPTEH3Ms, sI3BeHHAsI 00JIe3Hb JKenyaka U 12-nepcTHoi
KUIIKH, Tskenas popma caxapHoro auadera u np). [Ipemaparom mepsoro Bei6opa
CUMTAETCS a3aTUONpPHH, BTOporo BbIOOpa — mukiaocnopud A (LICA),
nukiodochamua, MukodeHomata MopeTUI U APyTrHe.

[Tnasmadepes

[Tnasmadepe3 Taxke HCHOJIB3YIOT TEepesl THMAIKTOMHUEH. Mertoa miazmadepesa
OCHOBaH Ha 3a00pe KPOBH M3 JIOKTEBOW WM OJHOW U3 IEHTPAIBbHBIX BEH C
MOCJICYIONINM €€ eHTPU(yrUpoBaHUEM, OTAEIEHHEM (OPMEHHBIX JIEMEHTOB U
3aMEHOM TJIa3Mbl JIMOO Ha TOHOPCKYIO, TMO0 HAa MCKYCCTBEHHYIO. JTa Mpoleaypa
MPUBOJIUT K OBICTpOMY (MHOT/Ia B TEYCHHE HECKOJBKUX YacOB) YIYUIICHHUIO
COCTOSIHUSL OONBHBIX. BO3MOXHO MOBTOPHOE H3BICUYECHHE ILJIa3Mbl B TEUYEHUE
HECKOJIBKUX JHEW WIH 4epe3 JeHb. [IpoBoasT 3amemenue 2-3 1 mia3mel 3 pas3a B
HEJIETIIO JI0 CTOMKOI0 YMEHbBIIIEHUS CIa00CTH.

XHUPYPruyecKoe JEYEHNE — Onepanus TAMIKTOMUS.



