MuacteHus



lIpu myasthenia gravis camvlm ApKUM CUMIIMOMOM S16I1eMCsl NMO3

MuacTeHus - ayTOMMMYHHOE HEPBHO-MBIIIICYHOE
3a00JIEBAHUE, XapaKTECPHU3YIOIIEECH
I1aTOJIOTMYECKHU OBICTPOM

YTOMJISIEMOCTBIO MOIIEPEYHO-IOI0CATHIX MBIIIIII.



Myasthenia gravis

MuacTeHus SBISICTCS KIACCUYECKHUM ayTOMMMYHHBIM
3a00JIECBAaHHUEM YEJIOBEKA.

OCHOBHBIM KJIWMHHUYECKHM IPOSBICHUEM MHMACTCHHUH
ABIIACTCS - CMHAPOM NATOJOTHYECKON MBbIIICYHOU
YTOMJISIEMOCTH (YCHJIICHHAE NPOSBICHUN MHUACTCHUM
nociae (PU3MYECKOM HArpy3KM W YMEHBIICHHE UX
IIOCJIE OTIIbIXA).




DIHUIEMHOIOTUSI

OTHOCHUTEIBHO peaKoe 3a00ICBaHUE.

B Hactosiiee BpeMs pacOpOCTPaHEHHOCTh 3a00JIEBaHUS
cocranigeT 10-24 ga 100 000 HaceneHud.

MuacteHuss MoxeT JACOTHUPOBATH B JIIOOOM  BO3pAacTe,
HaYMHasg C paHHEro JETCTBAa M 3aKaH4YuBas IITyOOKOMU
CTapOCTHIO.

CpenaHuil BO3pacT Hayajia OOJIE3HH y JKEHIIUH - 26 JIEeT, y
MYK4HH - 31 rog.

COOTHOIIICHHME MYXYMH W JKCHIIUH Cpeau 3a00JIeBIIMX
cocranidger 1:3.



Hcropus

BrepBeie 3a0osieBaHne ObUIO oOmHCcaHO TomacoMm
Yuiumucom B 1672 rony.

AHTHUTENIA IPU MUACTCHHUU BIIEPBBIC ObLIN BBIJCIICHBI
Strauss B 1960 rony.

OKOHYATEIbHO  aAyTOMMMYHHOE  IPOHUCXOXKICHHUE
Oosie3HHM ObLIO J1okazaHo Patrick u Lindstrom B
OMBITE HA KPOJIMKAX.



1.

1.

Knaccudukanusa mo Occepmany

I'enepanu3oBaHHast MUACTEHUA:
MuacteHuss HOBOPOXKIEHHBIX;

Bpoxn€nnas MuacTeHus:

- 10OpOKaYeCTBEHHAs MUACTEHUS C OPTaIbMOIIAPE30M WU
o TaIbMOIJIETHEH;

- CEMEHHAas IETCKasi MUACTCHUS,

- FOHomieckast MuacTeHus;

- 'enepanu3oBaHHasA MUACTEHUSA B3POCIIbIX:
- JIETKas;
- TSDKENAs;
- OCTpasg MOJIHUEHOCHA;
- IO3IHSIS TSKENAs,
- C pPa3BUTHEM MBIIICYHBIX aTPOQHU.

JIokaJjibHbIE (POPMBI:
1. I'maznas;

2. bynsbapHas;

3. KpanuanbHas.
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PerenTop K aneTHIXOIMHY SBJISCTCS TNIHMKOIPOTCHUHOM
COCTOUT U3 5 CyOBbCIOMHHII, PACIIOIO0KCHHBIX BOKPYT
[EHTPAJIbHOTO KaHana: aibda (2), Oera, ramma,
aenpra M dnOcuioH. Ha  anbda-cyOobeaunuiax
PACIIOJIOKEHBI ITIaBHBIC (OCHOBHBLIC) UMMYHOI'CHHBIC
00JIACTH (IIIUTOIIBI).



B HOpMaJIbHOM HEPBHO-MBIIICYHOM COCIUHECHUH KOJIUYECTBO
OCBOOOKJIAIONIETOCS Ha HEPBHBIM HMIYJILC MeauaTopa
(aLeTUIIXOIMHA) 3HAYUTEIBLHO HPEBBIMIACT HEOOXOAUMOE JIJIs
reHEpaIn HOTEHIIMAaJ1a KOHLIEBOU [JIACTUHKU u
BO3HHUKHOBCHUS ITOTCHIMATA JCHCTBUS MBIIICYHOI'O BOJIOKHA.

KonmuecTtBo ALlETUIIXOJIMHOBBIX pPELENTOPOB Ha
MOCTCUHANTAYECKOM MEMOpaHe TAKKE CYIIECTBEHHO OOJIbIIIE,
4yeM HeoO0Xoaumo g A(P@EKTHBHOIO B3aMMOJICHMCTBHS
BO30YKJICHUSI MBIIIICYHOTO BOJIOKHA AllCTUIIXOJIUHOM.

[TomoOHBIN 3ammac TPOYHOCTH (PYHKIIMOHUPOBAHUS HOPMAILHOTO
HEPBHO-MBIIIIEYHOTO  CHHANCa  HA3bBAlOT  (PAKTOPOM
HAAEKHOCTH.




NORMAL MYASTHENIA GRAVIS
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Mopdopu3nonoruueckoii OCHOBOM 3a00JICBaHUS SBJISICTCS
yMeHbIIIeHHEe KOJHYECTBA alleTUJIXO0JMHOBBIX pPelenToOpoB
B HEPBHO-MbIIIEYHOM CHHAIICE, PA3BUBAIOIICECS IO
BJIWSIHUEM ayTOAHTHUTEIL.



BLOCKING AUTO-ANTIBODIES (Myasthenia gravis)
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CreneHb YMEHBIICHUS YUClIa PELENTOPOB K alleTUIIXOIMHY KOPPEIUPYET C
TSHKECTHIO 3a00JIEBAHMS.

VYmomaercss 00JacTh MOCTCUHANTHYECKOM MEMOpaHbl M yBEIWYHUBACTCS
IIPOCBET MEXKIy HEPBHBIM OKOHYAHHEM U MOCTCHHANTHYECKON MBIIIECUYHON
MEMOpPaHOM.

[IporcxomuT pa3pylieHue CKIAJO0K MOCTCHUHANTHYECKOW MemMOpaHbl. Bcé
3TO MPUBOJUT K CHUKEHHIO (paKTOpa HAJIEKHOCTH.



IIaTorenes

YCTaHOBICHO, YTO TOBPEXKIACHUE PELUENTOPOB II0J BIUSHHUEM
ayTOAHTUTET MOXET OBITH OMOCPEIOBAHO TPEMSI ITYTSIMU:

1.CBs3bIBaHUE AyTOAHTUTEN C AalECTHIXOJIMHOBBIMU PELEONTOpPaMU
YCUJIUBAET CKOPOCTh JIETpAJallMi MOCICIHUX, o0Jjeryas ux
(haronTO3 KJIETKAMHA MOHOLIMTAPHO-MAKPO(araibHOro psa.

2.00pa3oBaHre KOMIUIEKCA ayTOAHTUTEIAa — allCTHIXOJHHOBBIC
pelenTopbl NPUBOAUT K AaKTUBAIUM CHCTEMbl KOMILJIEMEHTA U
MOCJEAYIOIEMY MMOBPEKICHUIO PELIEITOPOB.

3.I1pu CBSAI3BIBAHUH AYyTOAHTUTEN C ALCTUIIXOJIWMHOBBIMHU PELIEITOPAMUA
IPOUCXOAUT OJIOKaJa MOCIEAHUX M HapylleHue ux (yHKOuu. B
3TOM CJIy4ae ayTOAaHTHUTEJA, IMO-BUIANMOMY, CBS3BIBAIOTCS HE C
cCaMHMH CHEeHU(PUUECKMMHM CcalTaMH Ha pelenTope, KOTOphIe
(PUKCUPYIOT alCTWIXOJHH,a C HWMMYHHOTE€HHBIMH OOJACTSIMH,
JCKALUMH PSIJIOM.



IIaTorenes

CuuraroT, 4YTO OCHOBHas pOJib B
ayTOUMMYHHOM OTBETE npu
TSKEJIOW MUACTEHUM TTPUHAJICHKUAT
T-nmumdonuram.

N3 niepudepruyueckoil KpoBU U TUMYcCa
BbIJICJICHBI T-mumponuTsl,
ayTopeakThuBHbIE K pPAX, T. €., B
Pa3BUTUM aHTUTEIBHOIO OTBEeTa T-
TUM(QOLUTHl UIPAIOT  KJIFOYEBYIO
poib, a camMd Kak 3(QPEKTOpHbIC

KJIETKH HE y4aCTBYIOT B
paspyIIeHnn pAX, qTO T-lymphocyte
00€CMeYnBalOT  BOCIHAIUTEIIbHbBIC
KJIETKH — Makpodaru,

HEUTPOPUIIBIL.



IIaTorenes

[Ipennomnarator, 4TO AHTUT'CHBI,
MHAYLIUPYIOIME ayTOUMMYHHBIA OTBET
IIPU TSKEJION MUACTEHUU, PACIIOJIOKEHDI
B THUMYCE, IIOCKOJbKY Yy OOJIBIIMHCTBA
OOJILHBIX OTMEYaeTCst IaTOJIOT U
BHUJIOYKOBOM JKEJIC3BI.

B 10% ciydaeB MakpOCKONMYECKH BbIpaK€Ha
€ro THUIepIvia3us, NPUOIU3UTEIBHO ¥

TaKoTO Ke Yyucia OOIBHBIX . .
o Thymic hyperplasia

obHapyxuBaerca TumMomMa, uU y 70%

OOIBbHBIX TANECPIIIIACTUYECKUE

HapYyILIECHUS BUJIOYKOBOM KEJEe3bl

BbIABJIIAIOTCS MUKPOCKOIIMYCCKMU.



IIaTorenes

N3BEeCTHO, YTO B THUMYCE HMEKTCI MUOUIHBIE
KJIETKHA, HA MOBEPXHOCTU KOTOPBIX €CTh PELEHTOPLI
AX. Haxomsiacp B THMyCE, 3TH KIETKH MOTYT
BBI3bIBATh Ay TOUMMYHHBIN OTBET JIMOO 3a CUET CBOETO
pa3pylIeHUs U IpecTaBieHus penentopoB AX, 1u0o
34 CUET UMMYHOPETYJISATOPHBIX HAPYIIEHUU U CPhIBA
TOJIEPAHTHOCTH.

OOcCyXIaeTcsl pojib BUPYCHOIO ITOPAKEHUSI TUMYCa B
Ka4eCTBE TPUITEPHOTO CUTHAJIA.



IIaTorenes

EH_[C OIHNH MCXaHHU3M pa3sBUTHA

3a00I€BaHUs —  MOJCKYISpHAs
MUMUKPHUS — UIMMYHHBIA OTBET Ha
MH(MEKIIMOHHBINM areHT, MMEIOIIUN
CXOJIHBIC QHTUTCHHBIC
JETEPMMHAHTBI C pelenTopamu
AX. Hampuwmep, y 40% O0nbHBIX
aHTuTena K perentopam  AX
cBs3bIBalOTCSI ¢ Herpes  virus
simplex (I'BC), MTOCKOJIbKY
peuentopel AX um I'BC wumeror
BBICOKYIO TOMOJIOTHIO, OCOOCHHO
anbQa-cyObeIMHULIBI.

Herpes Simplex Virus

Baltimore Group I (dsDNA)

Nucleocapsid Tegument

Dna

\
Lipid bilayer
envelope §

Surface glycoprotein
Surface glycoprotein gC
agb

Surface glycoprotein Surface glycoproteins

gB gH, gL
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IIaTorenes

C MwumacTeHuen gravis acCOUUUPYIOTCS
IpyTrue ayTOMMMYHHbBIC 3a00J1€BaHUS

Tupeonaur Xammmoro,

bonesns I perica,

PeBMaTonaHbIN apTPUT,

CucteMHas KpacHasi BOJTYaHKA U JIp.

a Hashimoto's thyroiditis

\‘\.
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oid
cell death

Necrosis/apoptosis l Thyn




KJIMHUYECKUE TPOSABICHUS

Benymuil KIMHAYECKAM CUMIITOM IPH BCeX (popMax MHACTECHHUHU
- c1a00CTh W MATOJOTHYECKas MBIIICYHAs YTOMIISIEMOCTD,

YCUIMBAWOIIAsACA Ha (poHe (DU3MYECKUX HArpy3okKk H
YMEHBIIAOIIASICS ocie OT/bIXa HJIN npuémMa

AHTHUXOJIHNHOCTCPA3HbIX IIPCIIAPATOB



KJIMHUYECKUE TPOSBICHUS

1. 3aboneBaHue 4yalie HAYMHACTCS C IVIA3HBIX CUMOTOMOB (ONMYyIIEHHUE BEK,
JIBOCHHUE).

2. OCOOEHHOCTBIO SIBJISIETCS AUHAMUYHOCTh CHMIOTOMOB: YTPOM IITO3 MOXET
OBITh MEHBIIIC, YEM BEUEPOM, IBOCHHE MEHSACTCS IO BBIPAKEHHOCTHU. 3aTeM
qanie IMPUCOCAUHSIETCS ClIa00CTh MPOKCUMAJIbHBIX OTACIOB  MBIIIII]
KOHEYHOCTEH (TPYAHO TOAHATHCS II0 JIECTHUIE, MOIHSATHCS CO CTYJa,
MOAHUMATh PYKH BBEPX).

3. IIpu sToM Ha (oHe (PU3NYECKON HArpy3Ku cIa00OCTh OTYETIMBO HAPACTAET
BO BCEX rpynmax Mbiil (mocje npoosl ¢ 10 mpucegaHusiMu ClIadOCTh
YBEJIMUUBAETCS HE TOJIBKO B MBIIIIAX HOT, HO U PYK, YCUJIMBAETCS TITO3).

4. MoryT npucoeauHAThCS OyabOapHbie HapylieHHs (Ha (GoHE TIMTEIHLHOIO
pasroBopa HWJIM BO BpeMs IpuéMa IHIIA TOJ0C IPHOOpETacT THYCaBBIM
OTTECHOK, MOSIBJISIETCS AU3APTPUsA, TPYAHO BhIrOBapuBaTh «P», «Ill», «C».
[locme otnpixa 3TH SBICHUS IPOXOIAT). [anee OynvbapHvle HApyuieHUs
MO2Yym cmamo Oojlee BblPANCEHHbIMU (NOSABAAEMC S HapyuleHue 210MAaHus,
NONEepPXUBAaHUsl, NONAOaHue HCUOKOU NULUU 8 HOC).
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KiimHA4YeCcKuii 0CMOTP Y BBISICHEHHE UCTOPUHN OOJIE3HHU.

OyHKIMOHANIBHAS Mpo0a Ha BBISIBJICHUE CHHJApPOMA IAaTOJOTUYECKOM
MBIIIIEYHOU YTOMJISIEMOCTH. DnekTpoMuorpaduueckoe
UCCIIENOBAHUE: JEKPEMEHT-TECT

IIpo3epuHoBas npooda
[ToBTOpHBIN JEKPEMEHT-TECT ISl BHISBICHUS PEAKIIMU Ha MPO3EPUH

Knuaudeckuii ocMOTp il BBISIBICHUS OOPAaTUMOCTH MUACTCHUYECKUX
M3MEHECHUH Ha PoHE mpo3epruHa

AHanu3 KpOBM Ha aHTUTENa K aleTWIXOJWHOBBIM pelenTopaM Hu
aHTUTEJIa K TUTUHY

KoMneroTepHass  ToMmorpadusi  OpraHoB  IEPEOHEr0  CPelOCTCHUS
(BUJIOYKOBOM KeJIe3bl, CHHOHUM: TUMYCA).



Jleuenue

B caydasix n€rxkoil BOEpBbI€ BBISIBICHHOW MHUACTCHUU W TJIa3HOM (POpMBI B JICUYEHUU
MIPUMEHSETCS TOJbKO KATMMUH W IPENnapaThl Kaausl.

B ciiyyasx BbIpa)k€HHOM MBIIIEYHOM CJIA00OCTH WM HAJWYUU OyIbOapHBIX HAPYIICHUN
MPUMEHSAETCA DIIOKOKOPTUKOWJIHAS Tepanus: MPEeAHU30JIOH B 03¢ | MI/Kr Beca
CTPOro 4epe3 JACHb B YTPEHHHUE 4Yachl (OOBIYHBIC J103bI cOCTaBIISIIOT 60-80 M B
CYTKH, MUHUMAJIbHO 3(P(EKTUBHBIE T03bI COCTABIISIIOT 50 MI' B CYTKHU 4€pe3 JICHb ).

[Ipr 000CTpeHMN MHUACTEHUM JIONMYCTUMO M ONpaBAaHO MpoBelcHUE Muiazmadepesa u
BBEJICHUE BHYTPHMBEHHOT0 MMMYHorooynuHa. [1nasmadepes nenecoodpasHo
npoBoauTh 1o 500 M yepes aeHb NS5-7 ¢ 3aMeleHneM I1a3MOM Uin allIbOYMHUHOM.

TumdkToMus. B HacTosiliee Bpems ornepanusi CYUTACTCA 1EIeCO00pa3HOM Y OOIbHBIX
C TMPOTrPECCUPYIONIEH CUMIITOMATHKON 3a00JieBaHUST B BO3pacTe, HayuHasl OT
nyoepratHoro nepuoja u 10 60 net. [leap — UHAYIIUPOBATh PEMUCCHIO.

AHTHXOJMHICTEPA3HbIE Npenaparbl — HEOCTUTMUH M MUPUAOCTUTMHH (mestinon),
OCOOEHHO B Hayajle pa3BUTHs 3a00JieBaHMs. B OOJIBIIMHCTBE CIydyaeB Ha3HA4YaroT
30-120 mr xaxxapie 4-6 u.




Crmacu00 3a BHUMAHUE



