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MwuacTteHuna (Myasthenia Gravis) -

MwnacteHna — XpoHn4eckoe
ayTOMMMYHHOE HEPBHO- \
MblLLe4YHOe 3aboneBaHue, ACh receptor (ACHR)
KIUHUYECKN o
nposasnarLleeca B Buae Y IO INAIR gy
cnabocTn 1 NaTonorn4eckKou 3
MbILLEYHOWN YTOMIAEMOCTH, U
06yCnoBneHHbIMM w/y
obGpasoBaHNeM ayTOaHTUTES R v,

K pa3nnyHbIM aHTUTEHHbIM e !
MULLEHAM !
nepudpepmnyeckoro

HENPOMBbILLIEYHOro annapara.

O Acetycholine (ACh)
Comploment ativation

Crosshnking




SMNMNOAEMNOIIOI A

« HacToTa MmacTteHnm B HacTosLlee BpemMs coctaBndaeT 20 cnydaes Ha 100
000 HaceneHus.

* COOTHOLLUEHNE MY>XYUH U XEHWWUH paBHO 1:3.

* B noxxunom BO3pacCTe COOTHOLWEHWE BblpaBHNBAETCA, MYXXHNHbI bonetoT
TaKXe 4YacCToO, KaK N XXEHLNHbI.

* [1e610T 3a00neBaHNs y XEHLMH YaLle NnpoucxoamnT B PEPTUNbHOM
BO3pacTe (cpeaHun Bo3pacT 3aborneBanuns 31,7 neT ¢ AByMA NUKaMU
3abonesaemMmocTn — B 20-29 neTt 1 ctapuwe 50 neT), y My>X4nH B 30-40
neT.

e [leTckag MumacTeHus coctaBnseT 10-24 % OT Bcex 3aboneBLUmnX.



I TUOJIOTNA N TTATOIMEHES

[1pn MnmacTeHnumn aytoaHTUTENA NOpaXxarT aHTUreHHbIE MULLIEHU
nonunenTuaHoW NpMpoAbl, pacnonoXeHHble Ha
NOCTCUHANTUYECKON MeEMOpPaHE N B MbILLIEYHON KIETKE:

v/ MbllLUeYHbIN aueTunxonmHoBbin peuenTop (AXP),

v/ MbilLeYyHas cneundgunyeckasa TMpo3nHKkMHasa (MuSK),
v/ puaHogmMHoBLIN peuenTop (RyR),

v/ TUTUH-NPOTEUH K Apyrne 6enkn MMoLUUTOB.

+ oOHapykeHbl AT K HEKOTOPbIM LIMTOKMHAM, raHrnmnmo3naam
MWUENMHA HEPBHOWN TKaHU



Neuromuscular
junction (NMJ)

Axon terminal

Vesicle

Acetylcholine —+—Antibodies

Acetylcholine Receptor
receptors destroyed

Receptor

Muscle fiber attacg(ed

Normal NMVJ | Myasthenia gravis



PN MUACTEHWMI:

» PaccTtosHne mexay HepBHbIM OKOHYaHUEM U MOCTCUHANTUYECKON
MeMOpaHOW yBENUYEHO;

» Cknagkm noCcTCMHaNTUYECKON MeMOpaHbl, KOTopble cogepXaT
peuenTopbl, OKa3biBalOTCA Boriee LWMPOKNUMMN, HO MEHEE rMYyDOoKNMU,
4yeM B HOPME;

* CHmxkeHune yncna AXP BeOeT K YMEHbLLUEHUIO NOTEHLUMarna KoHUEBOM
NACTUHKU

B BOBNeYeHHbIX MbiLLLLAX HE reHepunpyeTcd noteHuunarl NENCTBUA.

| Ecrm HapyLLaeTca nepegadya MMnynbCoB JOCTAaTOYHO OONbLUIOK YacTu

MbILLEYHbIX BOJIOKOH, pa3BMBaETCs KNUHUYECKU BblpaKeHHas!
MbllleYyHasa cnabocTb. [1py NOBTOPHOM COKpalleHUN HapyLleHne
nepenayun pacnpocTpaHsaeTcs Ha Bce bornbllee Konm4ecTBO CUHArCOB,
1 curia MblLULbl MPOrPECCUBHO YMEHbLLAETCS.



Right lobe

Left lobe

TuMyc SBNSeTCA aKTUBHbIM
MHOYKTOPOM ayTOMMMYHHOTO
npouecca.

Cpeau nauneHToB C MMACTEHNEN
75% nMmerT 3aboneBaHund
TUMYyca (rmnepnnasus, TMMoma).

Jlrogu c onpegeneHHbIMU TUNamu
HLA (HLA-A1, -A3, -B7, -B8, -DRw3,
and -DQw?2 ) UMeloT
rEHETUYECKYIO
npenpacnorioXXeHHOCTb K
ayTOMMMYHHbIM 3a005ieBaHUSAM.



KINTACCUOUKALIUA
(1982 r. b. M. 'ext n H. A. InbuH)

Mo cTeneHn reHepanusauum gBUraTenbHbIX PAaCCTPOMNCTB:
« IOKAJIbHAA dopma:

rmasHas;
bynbbapHas;
TYNOBULLHAS;
MUMMYECKas.

- 'TEHEPAJIM3OBAHHAA dopma:

reHepannioBaHHaga 6e3 oynbbapHbIX HApYyLLIEHNN;
reHepannioBaHHaga 6e3 HapyLIEeHUS ObIXaHUS;
reHepann3oBaHHasa Cc HapyLleHNe AbIXaHus.



Mo TAaXecTun gBUraTenbHbIX HAPYLUEHUMN:
* flerkaq gopma;

e cpeaHeTsaenas dopma;

* TAXXenaqa gpopma.

[lo xapakTepy Te4yeHuUs:

* MMACTEHUYECKME 3NN304bl;

* MMACTEHUYECKOE COCTOSIHUE;

* CTaUMoOHapHOe TeveHne 3aboneBaHuns;

* NporpeccupyroLlee Te4yeHmne;

* 35I0Ka4YeCcTBEHHada hopma (ObICTpOE pas3BUTUE C NPUCOELNHEHNEM
B6ynbbapHbIX 1 AblIXaTENbHbIX PACCTPONCTB B TEYEHNE NEPBbIX HEAEb).

[lo cTeneHn KOMNeHcaunun aoBUraTenbHbIX HAPYLUEHUMN:
* MOJIHa4;

e JOCTATOYHaY;

e HejocTaTo4YHasa (nnoxas).



KINACCNOUKALUNA MUACTEHUN TT1O BO3PACTY
BO3HUKHOBEHWA

* MnacteHusa HOBOPOXAEHHbIX (HeEOHaTanbHas) — 3TO NpexoasLlee
COCTOSIHNE, KOTOpOe HabntogaeTca y 10-20 % aeten, maTepu KOToOpbIX
bonelT MnacteHmen. [laHHoe coCTOAHWE CrieqyeT oTnn4aTh OT }
BPOXAEHHON MMaCTEHUN — camMomn peakor opmbl, 06yCrioBNeHHOW
reHeTU4eCKn JeTePMUHUPOBAHHBIM NOPaXKeHNeM HMC, npu koTopon
NPOrHo3 6ones3Hn KkpanHe HebnaronpPUATHLIN.

e OHOLWeckas (toBeHUNbHaA) MMacTeHnUsa — B 75 % criyvyaes
3aborneBaHne Ha4yMHaeTcsa B Bo3pacTe cTtaplue 10 net. Yalle Bcero
BCTPEYaTCA NopaKeHue rmasHbIX MblILUL, HAapyLeHUa ObiXxaHua —y
40 %. MoxeT HabngaTbca OCTPOe MONMHUEHOCHOE TeYeHue
3abonesaHu4 B Bo3pacTte 2-10 net. be3 cBoeBpeMeHHON AUarHOCTUKN
N TWaTeNbHOro NneYyeHnsa nporHo3 nyioxou.

e MnacrexHus B3POCHbIX — J1IOKallbHaA U reHepasjin3aoBaHHaA.



KINNACCUNOUKALUNA MUACTEHUN KAK
AYTOUMMMYHHOE 3ABOJIEBAHUE

1-a rpynna - Cepono3antuBHaa MMacTeHUSA C peructpaumnen IgG-
AT k AXP; oenntca Ha 3 noarpynnebi:

* 1.1. MnacteHunsa «monogbix» (0o 40 NeT) C COOTHOLLEHUEM
XXEHLLUNH N MY>XYMH KaK 4: 1, XapaKTepusyeTca rmnepnnasmen
MO3roBoro BewjecTtBa B)X, yactbimu accoumaumnsamu ¢ HLA B8
(9TO HAanbonee MHoro4YncrneHHaa noarpynna).

*1.2. MmnacTeHunsi ¢ Nno3gHMM Ha4variom, Korga npeobnaaatoT
MY>XYUMHbI; TMCTONOrnMYyeckn — atpodua BX.

« 1.3. BonbHble ¢ TUMOMOW — NPMBNM3NTENBLHO 10 %.
2-71 rpynna - CepoHeratuBHasi MMacTeHuUs.



KIMIMHUYECKAA KNACCNOPUKALUUNA MUACTEHUN, OCHOBAHHAA HA
OLUEHKE TAXXECTU SABOJIEBAHUA, ETO MPOMHO3E U PEAKLUUA HA
JIEHEHME

[‘pynna | - nokannsoBaHHas HenporpeccupyoLwas goopma
MWACTEHUN C NPOSABIIEHNEM, HANPUMEP, TONbKO NMTO3a Unu
aunnonun. B bonbLUINMHCTBE crny4aes nposBreHns 3aboneBaHns
KYNUPYKTCA aHTUXONMHACTEPAa3HbIMM NpenapaTtamMu.
Pe3ncTeHTHOCTb K NEKapCTBEHHOM Tepanun oTMeYaeTcs pegko.
[1POrHO3 OTNUNYHBIN.

[‘pynna Il - reHepannu3oBaHHasi MMacTeHUA C BOBe4YeHnem bornee
OLHOW rpynrbl NoNepeYHononocaTbiX MbiLUL, (Kak KpaHWarbHbIX,
TaK U CKeneTHbIX). [locTeneHHoOe pa3BuTue 3aboneBaHusa. JTa
ymMmepeHHas opmMma MOXXET OCTaBaTbCHA CTAaTUYHOMN B TEYEHUE
anuTensbHoro BpemeHn. MoxeTt HabntogaTbes (paHbLUe Nnu
No3)ke) CrOHTaHHAasa pemMmuccus. Jta rpynna 00nbHbIX 00bIYHO
OTBEYAET Ha NEKAPCTBEHHYIO Tepanuto. [NporHo3 OTHOCUTENBHO

BrnaronpuaTHLIN.



KIMHUYECKAA KNTACCUNPUKALUNA MUACTEHUM,
OCHOBAHHAA HA OLUEHKE TAXECTU SABOJIEBAHUA, EINO
MPOIMHO3E N PEAKLUMU HA NEYEHUE

[‘pynna lll - reHepanm3oBaHHasd MMaCTEHUS C OCTPbIM PYNbMUHAHTHLIM
Hayanom u TaxenbsiMn bynsdapHbiMn NposasrneHnsamMn. ObbIYHO
OTMeYaeTcs paHHee BoBneYveHne abixaternbHon MycKkynaTypbl. Bckope
nocne Havarna 3aboneBaHns BO3MOXXHO pa3BUTUE MNACTEHNUYECKOTO
Kpnaa. llekapcTBeHHaqa Tepannua Manoag@eKTUBHA; MNPOrHo3 nioxou.
‘pynna IV - no3gHAs Taenas MmacTeHus1, Kotopas 00bI4YHO
pa3BMBAETCA HE MeHee YeM Yyepes 2 roaa nocne BO3HUKHOBEHMUS
CUMNTOMOB, YKa3aHHbIX aAng | unu ll rpynnel. [porHo3 nnoxon.
‘pynnaV - MbllwevyHaqa aTpodus. Y 0onbLUIMHCTBA TakKUX OONbHbIX
3aborneBaHmne Ha4MHaeTCs CUMNTOMaTUKOW, yKa3aHHOM Angd rpynnsoil |,
HO Yyepes 6 MecdLeB (U1 No3aHee) NOABNAETCA MblledHas atpodus,
He CBA3aHHagda C XxapakTepom MmacteHun. BHellHMe nNposBnNeHns
3aborneBaHusa BecbMa HarnaaHbl. [porHo3 3aBUCUT OT APYrux
NpPOoABMNEHUN.



KIMHWYECKAA KINIACCUDOUKALIUA
MMUWACTEHUN MGFA

(Myasthenia Gravis Foundation of America)

e KINTACC 1. I'TTA3HAA dbopma: nobast cnabocTth rnasHbIX MbiLuL, (MOXET
ObITb CNaboCTb 3aKPbITUA rNa3); curia BCex ocTanbHbIX MbiLLL
HopMarbHas.

 KITACC 2. JIEM'KAA mbilievHasi cnabocTb (MOXET CONpoBOXaaTbCS
CrnaboCTbto rMasHbIX MblLL, JTIOO0N BbIPpa)XEeHHOCTH):
KITACC 2A: goMnHmnpyeT cnabocTb MycKyrnaTypbl KOHEYHOCTEN N/NNn
akcumanbHOM MycKynaTtypbl (MOXET CONPOBOXOaTbCA MeHee BblpaXeHHOU
crnabocTblo opodrapuHrearisHOM MyckyrnaTypbl);
KITACC 2B: gpoMmunHunpyet nopaxkeHne opodpapuHrearisHou MyckynaTtypbl
n/Unn abixatenbHOW MyCcKynaTypbl (MOXET TakKke BKNoYaTb MeHee
Bblpa)eHHOoEe NN 3KBMBANeHTHOE NnopaeHne MycKynartypbil
KOHEYHOCTEN U/MNn akcmnanbHON MyCcKynaTypbl).



KIMHW4ECKAA KITACCUDUKALUA

MUACTEHUWN MGFA
(Myasthenia Gravis Foundation of America)

 KITACC 3. YMEPEHHA$A mbilwevyHasa cnabocTb (MOXeT
CONPOBOXAAaTbCA CNAabOCTLIO rMa3HbIX MbILLLL JTIOO0M
BbIpaXXeHHOCTN):
KITACC 3A: goMmnHmnpyeTt cnabocTb MycKynaTypbl KOHEYHOCTEN
/NN akcmanbHOU MycKynaTypbl (MOXET CONPOBOXAATbLCA
MeHee BblpaeHHOW crnaboCcTbio opodrapuHreansbHoOu
MYyCKynaTtypbil);
KITACC 3B: goMnHUpYET nopaxeHme opodapuHreanbHom
MYyCKynaTypbl U/unun abixaTenbHOM MyCKynaTypbl (MOXET Takxke
BKITIOMATb MEHEE BblIpaXXEeHHOE UIN SKBMBANEHTHOE rnopaxeHue
MYCKyraTypbl KOHEYHOCTEWN U/NNN aKCcnanbHOW MyCKynaTypbl).



KIMHW4ECKAA KITACCUDUKALUA
MMACTEHUU MGFA

(Myasthenia Gravis Foundation of America)

* KITACC 4. BbIPAXXEHHAA mbllweyHasa cnabocTts (MoXeT
CoMNpoBOXAaTbCA CNaboCTbio rMa3sHbIX MblLLL, N0O0U BblpaXXEeHHOCTH):
KITACC 4A: poMuHmpyeT cnabocTb MyCKyaTypbl KOHEYHOCTEN N/UNK
aKkcnanbHOM MyCKyraTypbl (MOXET CONPOBOXOaTbCHA MeHee
BblpaXX€HHOW CnaboCTbio opodrapuHreansHOU MyCKynaTypbl);

KINNACC 4B: pomnHmpyeT nopakeHune opodapuHreanbHOU
MYCKynaTtypbl U/vnn AbixatenbHOoW MyCKySiaTypbl (MOXET Takke
BKNOYaTb MeHEee BblpaXXeHHOE 1N 3KBUBaNEeHTHOE Nnopa)xeHue
MYCKynaTypbl KOHEYHOCTEWN U/NNN akCcnanbHON MYCKynaTypbl).

* KITACC 5. UHTYBALIUA, conpoBoxparoLiaaca/He
COMNPOBOXAaloLLAaaACa MeXaHUYEeCKON BEHTUNALNEN, KDOME PYTUHHOIO
nocne-onepaunoHHOro BegeHua (Npu UCnonb3oBaHUM
Ha3oracTparnbHoro 3oHaa 6e3 MHTybauum naumMeHToB OTHOCAT K
Knaccy IVB).



KITMHNYECKAA KAPTUHA

|El,J'IFI MUaCTeHNN TUNNMYHO XPpOHUYECKOE TEHEHNE C Nepnogny4eCknmm
O6OCTpeHI/IFIMI/I N pemMmnccnamMmm n BOSMO>XKHbIM Pa3BUTUEM TAXKENbIX
COCTOSAHUWN, Ha3blBaEMbIX Kpn3amn.

I Begywmm KNMMHNYECKUIN CUMNITOM — cneundunyeckas MbllleYHad
crnabocTb K naTonornyeckas MbllleyHasa yToOMIA€eMOCTb.

[Ona mMblllie4HOM cnabocTu MPU MUACTEHUMN XapaKTEPHO:
v ycunmBaeTcsa Ha PoHe PU3NYECKNX Harpy3oK Unu K KOHLLY OHS;

¢/ YMeHbLLaeTcs Nocne oTablxa Unm npuéma aHTUXonuUHICcTepPasHbIX
npenapaTtos;

v |/|36|/|paTeanoe nopaxXeHne OoTAeJ1bHbIX MbILUEYHbIX Py,

¢/ HECOOTBETCTBME NoKanusaumnm cnadbocTtm 30He MHHepBaLMM OTAENbHbIX

HEepPBOB (B T.4. CYXOXWUIbHble pedrieKChl, a TakKe YyBCTBUTENbHOCTb He
N3MEHAIOTCSA);

o RLINAWAHUKIA YOOahAWUIAA CIAMAOTOMATIAVA R TAUAWUIAE CV/VTOVK I4 120 MUa R




B 75% cny4yaeB nepBble CUMMTOMbI MMACTEHUN CBA3AHbI C MOPaXXeHNEM
3KCTPAOKYNAPHbIX MbILLL;

1) MTO3 «— cnabocTtb m. levator palpebrae superioris.

2) OUNTMNONMNA «<— cnaboctb musculi oculomotorii.

! MbilueyHaa cnabocTb

peaKo orpaHn4nBaeTcS
TONbKO 9KCTPAOKYNAPHbLIMU
MblLLLLAMW, 8 UMeeT
TeHAEeHLUUIo K reHepanmsaLunu.



| OCOBEHHOCTW rna3HbiX CUMNTOMOB :

v/ ACUMMETPUYHOCTb (MNTO3 MOXET ObITb OAHOCTOPOHHUM UNK
OBYCTOPOHHUM, MOXET HabnogaTbCAa TO C O4HOW, TO C APYrov CTOPOHbI B
pa3Hble Nepnoabl BpeMeHM 1 CoOnpoBOXAaTbCA peTpakunen
NPOTUBOMOIIOXHOIO BEPXHErO BEKA; rmasogBurateribHble HapyLUeHUS
TaKXKe aCCUMETPUYHDI).

v/ Kak npaBuro, BoBrekaeTcs bornee 1 3KCTPaoKynApHOU MblLLLbI N HE
orpaHny4mBaeTcs MbllLLAMWU, UHHEPBUPYEMbBIMU OQHUM YEPEMHbLIM
HepBOM (!).

v/ AMHaAMUYHOCTb CUMNTOMOB: YTPOM MTO3 MOXET ObITb MEHbLLE, YEM
BEYEPOM, MOXET yCcunumBaTbCcs Npm donukcaumm B3opa 1 OBMKEHNSAX
rmasHbIMn 10f10KaMn B CTOPOHbI; AUMNIIONUA MEHSIETCS MO BbIPaXXEHHOCTU
- YCUNUBAETCSA NMpun 3puUTenbHOU 1 PU3NYECKon Harpyske, Ha ApKoOM CBETY,
BO BTOPOW NOSIOBMHE OHS, Oornee BbipaXkeHa npu B3rnsge.

v/ 3paykoBbIn pedrnekc coxpaHeH (!).



MblillUbl rofnoBbl NP1 MUACTEHUU
l
CnabocCThb XeBaTefbHbIX MbILLILL:
v/ YTOMIIEHUNE NMPU XKEBAHUU;
v/ OTBUCAHUE HWKHEWN YENIOCTU «— cnabocTb m. masseter U m. temporalis;

v/ OornbHble BO BpeMs edbl NoaaepKuBatoT YerntocTb U NOMoratoT cedbe npu
)KEBAHUN PYKOWN.

CnabocTb MUMUYECKUX MbILLILL:

v/ BblpaXkeHa B BepXHeW NonoBuHe nuua — m. orbiculasis oculi,
YCUNMMBAETCA MNPW MOBTOPHOM 3aXXMypuBaHMKU, BO3SMOXEH narograrnbMm;

v/ 3aTpyagHeHue Npu HagyBaHUN LLEK;

v yNbiOKa «pbl4aHUsA», pexe — «nonepeyHasa» ynblbka <— cnabocTtb m.
orbicularis oris.




[1BYCTOPOHHUI NTO3, TMNOMUMUS, «yIbIOKa Narodtansbm.
PblYaHNS».



BYJIIbBAPHbIE HAPYLULEHUA NPU MUWACTEHUMN:

v/ HapylleHue rnotaHusa (nonepxmsaHue, nonagaHne XwWaKou nuin B
HOCOBbIE XOAbl);

v/ THYCaBOCTb;
v Onsaptpus;

| 3Tn HapylweHna mMoryT gocTuratb KpanHew CTEMNeHU BbIpaXKEHHOCTY
— HEBO3MOXHOCTb MOTaHUA U pa3roBopa.

bynbbapHble HapyLLeHUA Takke HOCAT AMHAMUYHbLIN XapaKTep —
NoABNAOTCS/YCUNMMBAKOTCA MNpPU peyvyeBon, obLuen dnsnvecKkon
Harpyske, BO BpeM4 efbl (0CODEeHHO npu npuemMe ropsayen nmum, NnTbA).



CNABOCTb MblLUL KOHEYHOCTEM

TUNMYHbl AN MMacTeHUn
¢/ cnabocTb NpPoKCUManbHbIX MbILLL, KOHEYHOCTEW;
v/ npeobnagaHue cnaboctu pasrnbatenen Hag crmbatensimu;
v/ ycuneHue cnaboctu npu nsndeckon Harpyske;
¢/ CYLUECTBEHHOE YMEHbLUEHNE CrabocTn yTPOM W Mocrie oTablxa.
Hanbonee nopaxkaemble MblLLIEYHbIE [PYMNbI:
e fenbroBMaHasA MblWLA;
« TPEXrNaBasi MbilLLA Nneva;
* NOAB3O0LLUHO-NOACHUYHAsA MbILLLA;

HO B0O3MOXHO Takke nosiBneHne crnaboctn nocre Harpys3ku (Mnv ycuneHue ee) B
OPYTUX MbILLEYHbIX Fpynnax:

e pasrmbarensix KUCTem n cTon;

e OABYrNaBbIX MbllULAX Nieya;

* yeTblpexrnaBblX MbllULax benpa;
* MENKUX MbILLLIAX KNCTEN.




CJIIABOCTb MbILUL TYNOBULLA U LLEU
l

¢/ COrHyTas No3a 3a cyeT cnabdocTu MblLLL, CMIVHbI;

v/ CBUCaloLasd ronose 3a cyeT cnabocTtu 3agHen rpynnbl MblLUL, LLEN
yallle BCTPEYaEeTCs Y NaLUMEHTOB MOXWUNOro BO3pacTa

| Hannune cnabocTy MbIWL Wen gaxe B OTCYTCTBUM

bynbbapHOro cMHApomMa OOMmKHO HacTOPOXUTL Bpada, Tak Kak 4acTo
crieiom 3a 9TMM CUMNTOMOM pa3BuBatoTCA OyribbapHbIe U
OblxaTerbHble HapyLUEeHUS.



CnabocCTb MbILLULL LLEN [NaymeHTKa, nocne nHbekumm 2 mn 0,05%
pacTBopa nNpo3epuHa






ObIXATEJIbHbIE HAPYLWWEHUA

NMPUYNHbBI:
1. cnabocTb MexpebepHOU MyCcKynaTypbil;
2. cnabocTb gnadpparmel;

3. 3anajeHue HaaropTaHHUKa BCreacTBue ocnabneHns mMbilll
ropTaHu (pexe).

PecnnpaTopHble HapylleHUsa y OO0SIbHbIX MMACTEHUEN
XapakTepusyrTca:

v/ 3aTPyOHEHUEM BOOXA,

v/ ocriabneHmem KaluneBoro Tornyka — HakonsfeHue 6onbLloro
Konn4yecTtBa ClIM3NCTOU MOKPOTbI BO PTY U B AblIXaTeJ1bHbIX MYTAX.



«MaHeBpbI», NpUMeHseMble NPU NOAO3PEHUN
Ha MMaCTEHUIO

1. YcuneHue nNTo3a BEPXHEIO BEKA MNMpn HernpepbiBHOM B3rmdge
BBEpPX B TedeHne 60-180 ceKkyH/.




«MaHeBpbI», NPUMEHAEMbBIE NPU
NoaoO3PEHUN HA MUACTEHUIO

2. Lid twitch (=Cogan sign)




«MaHeBpbI», NPUMEHAEMbBIE NPU
NoaoO3PEHUN HA MUACTEHUIO

3. [NonbiTKa Bpaya nogHATbL bonee
onyLleHHoe BepxHee BEKO
NPMBOAMUT K YCUNEHUIKO NTo3a
KOHTpanareparibHOro BepxHero
BeKa (=enhanced ptosis, curtain

sign).

4. «Peek sign» - cCUNbHOE
3a)KMypuBaHme (0cobeHHO
NOBTOPHOE) rNa3 Bbl3bIBAET
cnabocTtb 1 paccnabnexHune m.
orbicularis oculi — rma3s yacTn4HoO

OTKpbIBaeTCHA U BUAEH Y4aCTOK
CKrepbil.




«MaHeBpbI», NPUMEHAEMbBIE NPU
NoaoO3PEHUN HA MUACTEHUIO

5. NMosiBneHne gunnonum npmu 6OKOBOM B3rnsae B TedeHue 60 CeKyH.

6. [MoacyeT BCcnyx ot 1 4o 50 — nosBrieHne/ycnneHne an3apTpum
nosiBfeHue oAbIWKK (Ha HaYanbHOM 3Tane nauneHT roBopuT
OTHOCUTENBbHO YETKO, Aanee pevb CTaHOBUTCA bonee An3apTpu4HoOm
nn gaxke HepasbopymnBon).

7. BeiTarmBaHue pyk nofd yrnom 90 (120 cek) — nauneHT He MOXET
bornblue aepXXaTb PYKU B BbITAHYTOM NOMNOXEHMEe Unm cnabocts byaer
NOABNATLCA NPU MOBTOPEHUN OAHHOIO TecTa.

8. BbITArmBaHue Horn nog yrriom 45 °B NONOXeHunU nexa (90 cek) —
naymMeHT He MOXET Donblue AepXXaTb HOry B BbITAHYTOM MOSIOXKEHNE
nnun cnabocTtb byaeT NoABNATLCA NPU MOBTOPEHMN OAHHOIO TECTA.



«MaHeBpbI», NPUMEHAEMbBIE NPU
NoaoO3PEHUN HA MUACTEHUIO

9. [Mogbem co ctyna 6e3 nomMmoun pyk (4o 20 NOBTOPEHUN) —
yTOMIIeHUEe NOCre HECKOSTbKNX MOMbITOK.

10. [TaTorHOMOHU4YeH doeHoMeH M. Yonkep: NOBTOPHbIE CXXUMaAHUSA
N pasxMMaHus KNCTEWN BblI3bIBAIOT C1abOCTb HE TONMbKO MbILLL
npegnne4vynn, HO N HapacTaHue nTo3a.



KPU3bIl NP MNACTEHNW

=BHe3amnHble HapyLleHUa BUTanbHbIX PYHKLUA
(BCcTpeyatoTca y 10-15% naymeHToB)

MMACTEHWHECK XOJIMHEPIMYEC
NV KA

CMELIAHHbLIN




MUACTEHUYECKUU KPU3

9TO BHE3adlHO pa3BuBLIeeCH KpVITI/LLeCKOe COCTOAHUE Y OOJIbHbIX

MUacTeHuen, KOTOpOe cBuaeTeNnibCtByeT He TOJIbKO O

KorimyeCTtBeéHHOM, HO U O Ka4eCTBEHHOM U3MEeHEeHUNUUN XapPaKTepa

npouecca.

[laToreHes Kpu3sa cBsi3aH He
TOJIbKO C YMEHbWEHUEM
rnraomHocmu
XOIIuHopeuernmopos
NOCTCUHANTNYECKON MeMBpPaHbI
BCie4CTBME KOMMNIEMEHT
onocpenoBaHHOIO UX
paspyLleHns, HO N C UBMEeHEeHUEeM
QQYHKUUOHabHO20 COCMOSIHUSA
ocmasuwuxcs peuyenmopos u
UOHHbIX KaHarlos.

(mf

EMERGENCY
MEDICINE



MWNACTEHWYEKNW KPU3

[NMPNYNHbI:
1. WHdeKkymoHHble 3aboneBaHuns;
2. Jltobble n3ameHeHnst ropMmoHanbHoro dooHa (poabl, aboprT,

o U kW

BbIKMAbILL, pexe — MeHCTpyauus);
CTpecc;

OnepaTnBHble BMeLLATENbCTBA;
dusunyeckoe nepeyTomreHue;
[Tpnem HekoTopbIx J1C.



IepeyeHns AEKAPCTBEHHBIX CPEIACTE, BLIILIBAKMINX VXYIIICHHE IPH MHACTEHNN

AHTHMHKPOOHEIC CPCACTEA

AHTHOHOTHER:

[Mporueocyopoikibic npenapars
AHTHICHXOTHYCCKNE CpeacTaa

[Npenaparss, aciicrayromme Ha cep-
ACHHO-COCYAHCTYIO CHCTEMY

Canypernxu
Heparo-muineunsic Gokartopsl

Apyrue

cpeactea

AMHHOITIHKO3N/Ib! (ICHTAMHIHHE, CTPCITOMHIMH KAHAMMHIHH, MOHOMHIIHH, TOODpaM#HIH,
CHIOMMUME, AMHKALMHE, AMAC30KCHKaHaMuIH-B, Hermivume);

Maxponsist (1OKCHUMKIMH, I3pHTPOMMUMH, TCTPALIMKIMH, aSHTPOMMIIMH);

DOropxuHoions (AHoKkcaunH, Hopduiokcauuy, unnpoduoxkcauns, odguaokcauut, guepokca-
unH, nomeduiokcanuy, cnapduiokcanns);

AHTHMANAPHHHBIC CPCACTEA: ( XHHMHEL, XJIOPOXMHMHLL)

YpocenTuki: npenaparsl HATHAHKCOBOH KHCI0THE (11ainH)

@euuronn 1 kapbamascnus

Heitponenmks (peHOTHAIHHEL, CYNBITHPHA, KIO3AIIMH)

P—Aapenobnokarops! (Bee, BKIIOMAR THMOJION, — [TIA3HLIC Kall/in)

a- u f-Gnoxaroput — naberonon;

Biokaropsl kanbUMeBLIX KaHanos (Bepanasu, Huduacnus);

Anmnapurvusn | xnacca (XHHMIHMH # NpOKaMHAMKL)

Ninornasmael, gypocemu, KpoMe BEPOLIIHPOHA H APYIHX CIHMPOHONAKTOHOS

MuopeaakcanThi (PeaaHnyM ), HCACTIOIAPHIYHOUINC MHOPCIAKCAHTE! { KypapenotobHbic

npenaparsl — TyOOKYpapsH, apjyaH ); ACHOIHPHIYIOUINE MHOPCIAKCAHTH (CYKUMHIIXOIMH),
LCHTPANLHEIC MHOPCIAKCAHTE (UIMTeILHO AciicTeyloue Gcnzoanasenuunl, Saxnoden):

MectHble adecreTuke (IMA0KaMEH )

Borynorokcus (MHbexkunn Sorokca)

D-nenmupuiiamus (Kynpesun);

a-uHTepdepon:

INpenaparsl Mmaruns (Marsms cynbgar, NaHaHIMH, acnapxkam )

Houcoaepsanie paokoH TpacTHele BelliecTsa
Mepkazonil, craTHisl # rabancHTHH — «C OCTOPOKHOCTLIOR




XONMUMHEPTMYECKWUN KPU3
l

9TO COCTOsIHME, OOYCrOBNEHHOE N3DLITOYHOW akTUBaLMEN
HUKOTUHOBBLIX N MYCKapUHOBBIX XONMHOPELENTOPOB BCNEeACTBUE
nepeno3npoBKN aHTUXONUHECTEPA3HBIMM NpenapaTamum.

I B ocHOBe aBuUratenbHbIX M BEreTaTUBHbIX PACCTPOWCTB NMpwu
XOINMMHEPIrMYeCcKoM Kpun3e NeXxuT rmnepnonsapusauus
NOCTCUHANTU4YECKOU MeMOpaHbl u AeCeHCUTU3auus
XOJINHOPEeLUenTopoB, YTO CBA3aHO C BblpaXkeHHOW briokaaou
aUueTUNXoNMHacTepasbl U BbI3BaHHbIM 3TUM N30bITOYHbLIM
NoCTynfeHneM aueTunXxonmHa K XxornmHopeLenTopam
NOCTCUHANTUYECKON MEMOpPaHbI.

XonuHeprnyeckne Kpusbl BCTPEYaTCA JOBOSMbHO peako (y 3%
OONnbHbLIX) .



Obwue npn3Hakm MMacTEHNYECKOro U
XONMMHEPrn4ecKoro Kpu3on

* HapacTatouwiasi cnabocTtb abixaTerbHon, bynbbapHom
MYCKynaTypbl;

[ NasogBuratesibHble HapyLeHUs;

« CnabocTb Apyrnx rpynn MbiLuL;

* [lcnxomoTopHOE BO30YXaeHME N OECNOKONCTBO;

* CNyTaHHOCTb CO3HaHUA Ha POHEe HapacTaroLEeN rMMOKCUMN.



bbicTpoe pa3sutne (4acbl, MUHYThI)
Mwuaopunas

CyXOCTb KOXWU

BriegHOCTb KOXHbIX NOKPOBOB

CHWKeHune CritoHoOOTAENEHMS BMNOTb A0
NOJTHOW CyXOCTHh BO pPTY, CryLieHune CJ1oHbl

AunaTtaumsa 6pOHX0B CO CHUXKEHNEM UX
TpaxeobpoHXnarbHOM cekpeLmn

[ToBblieHne ALl, Taxukapams
3agepXka MovyeuncnyckaHus
[Tapes Knwe4vHuka
OTcyTtcTBMeE dhacumKynsaumn

Peakuunsa Ha BBegeHne AXOI -
NonoXutenbHasa

MenneHHoe pa3suTue (CyTkn n bonee)
Mwno3s

[Mneprugpos

[MNnepemMmns KOXXHbIX MOKPOBOB

[Mnepcanueauus

CyxeHne DpPOHXO0B C YBESIMYEHMNEM
CEKPETOPHOW COCOBHOCTH

CHumxeHune ALl, bpagukapaus
YyalleHHOe MoYeunucnyckaHue
YcuneHwe nepuctansTukn, guapes
Hanun4dune dpacumnkynauum

Peakuuna Ha BBeaeHne AXIOI — HET peakumn
U HapacTaHne crabocTu



CMELLAHHbIU KPU3
l

COYETaET B cebe KNMHNYECKNE YEPTbl MMACTEHNYECKOIO U
XOJIMHEeprnyeckoro Kpmn3os ( =“nomkum” (“brittle”) Bcnegcreue
NPOTUBOMNONOXHOCTU MEXaHN3MOB OEUCTBUS, Nexallnx B ero
OCHOBe).

2 chasbl:

1 — MMacTeHn4eckKas - nposiBnseTca ycyryoneHmem byrnobapHbIX v
OblXaTenbHbIX HAPYLLEHUN, reHepanu3aumnen geuratenbHbIX
PACCTPOUCTB N aAeKBATHOWN peaKLnen Ha npuem
aHTUXONMHACTEpPa3HbIX NpenapaToB; 2 — XOJfIMHepru4yeckas -
XapaKTepusyeTca KNNMHNYECKUMN NPOABIEHUAMUN XONTMHEPTNYECKOIO
Kpun3a.



KnnHmnyeckune xapaktepuctmkn Anti-MuSK-positive
MWACTEHUU

* MUSK+ cocTaBnstoT NpuMepHO %z BCEX NALUMEHTOB C CEpOHEraTMBHOU popmon
MWaACTEHUMN,

» bornee 3Ha4YnTenNbHOE NpeobnagaHne XeHLWmH n bonee paHHUN Oe0IOT
MnacteHum (0o 35 ner).

* [lpenmyLlecTBEHHOE BOBNEYEHME B NPOLIECC MUMUYECKON U DynbbapHoOM
MYCKynaTypbl (>)kanobbl Ha 3aTpyaHEHUE rNoTaHUA 1 NPOU3HOLLEHUS) MPU
OTHOCUTESIbHO peaKOM nopaxXeHUU 3KCTPAOKYNAPHbIX U TYNOBULLHbIX
MbILUL,.

* Y yactn MUSK+ naumeHToB HabnogaeTca atpodmst MUMUYECKON MYCKyrnaTypbl 1
MbILLL, 3bIKa, Y APYror YacTu - CaboCTb MbILLL, LUEW N PAHHME AbIXaTenbHble
HapyLLEeHus.

* MnacteHun4eckune Kpn3bl y MUSK+ MaumMeHToB BCTpeyaloTcd Yalle.

* OCcOBEeHHOCTbLIO BeAeHNdA cepoHeratnBHbIX (B T. 4. MUSK+) nauMeHTOB SABMAETCH
X PE3UCTEHTHOCTb K TPaANLMOHHOMW NaToreHeTu4yeckon Teparnmm MmacTeHum:
crnabasi/HeratmBHasa peakumst Ha AXOIl1, HegocTaTouHbIM 3P MEKT Ha
[MIOKOKOPTUKOUOHYIO Tepanuto, OTCYTCTBME OTBETA HA TUMIKTOMMUIO.



OVNATHOCTUNKA MUACTEHUI

4 OCHOBHbIX KpUTEpUSA:
1) KnunHunyeckuu;

2) dapmaKkonornyeckum;

3) SOnekTpodPumn3noriornvyeckul ﬂ
4) NmmyHOnornyeckun.




LLIkana oueHkn Taxxectn mmacteHmn (QMGS)

[1Nns1 oOObEKTUBHOW OLIEHKU TSIXKECTU KIMHUYECKNX NMPOSABNEHNN
MWUACTEHUK, NCMOMb3YIOT KONMTMYECTBEHHYIO LWKany (QAMGS),
npeanoXxeHHyr Barohn R.J. et al., (1998).

!

B npaHHOW LWKane oueHnBaloT BblpaXXeHHOCTb (0; 1; 2; 3) BOoBNe4YeHud
B NATONTOMMYeCKNUM NpoLiecc pasnnUYHbIX MbiLLL
(rmasogBuraTenbHbIX, OyrbbapHbIX, MUMUYECKUX, OblXaTeNbHbIX,
NpoOKCUManbHbIX U AUCTalbHbIX MblLLL, KOHEYHOCTEN, a TaKXe MbILLL
LLIen).

! ilccnenoBaHue npoBoaAUTCS Ha poHe npeaBapuTenbHOU OTMEHD!
aHTUXOSNIMHACTEpPAa3HbIX NpenaparTos.



LLIKaNa OUEeHKW TAMECTH KIMHUYECKUX NPOABAeHMK muacTeHun (QMGS)

INpeaveT nccneaosaumus OrcyrcrByer VMepeHHBIH Cpeaunit Taxenwi
TaxecTs (BLIPAXKEHHOCTL CHMITTOMA) 0 1 2 3
HAunnonusg npu 60KOBOM B3rjsiie 61 11—=60 1—10 CnoHTaHHo
BJIeBO MJIM BIIPaBo, C
[Tro3 (B3rnsa Bepx), ¢ 61 11—=60 =10 CnoHraHHo
Muinus aMua Hopmansnoe Ionuoe, caraboe. [Toanoe, Henonuoe

3aKpLITHE BEKa HEKOTOpOe 6e3 conpoTHBRIeHns
CONMPOTHRICHHE
Imoraumne '/, crakana Boas! Hopmansuoe MunuMansHoOe no- Taxenoe KauuisHbLe, He moxer
KauIMBaHHe Win VAVIILS MM HOCOBas roTarb
APOYHCTKA ropia perypruraums

Pasrosop nocne cuera scayx or 1 ao Orcyrereyer HAuszaprpus na 30—49 HAusaprpus HAusaprpus
50 (Hagano Au3apTPHUM) Ha S0 Ha 10—=29 Ha9
Buimarusauue npasoit pyku (907, cu- 240 90—239 10—89 =9
asdee NoaoxeHue), ¢
Burmsarusanue nesoit pyku (90° cuna- 240 90—239 10—=89 0—=9
yee nojoxeHue). ¢
AKuiHeHHas eMKOCTh Jerkux, % or 280 65—=79 S0—64 <50
AONKHOIO
AunnamvomeTpus, npasas pyka, krB

MYKYHHEL 245 15—44 5—14 0—4

XKEeHUIMHB 230 10—=29 5—=9 =4
JduHamomeTpua, nesas pyka, krB

MYKYHHBEI 235 15—=34 S5—14 =3

AEeHIUIHHE 225 1024 5=9 =4
[Moaresm ronossl (45° B nonoxXeHHHU 120 30—=119 1—29 0
JleXa Ha CrIHMHe), ¢
Buimarusanue npapoit Horu (45" 8 100 31—99 =30 0
MOJOXEHHH JIeXa HA CNHHe), ¢
BuiTarusanue nesoit Horu (45° B no- 100 31—=99 1—=30 0

JIOXKEHHH JleXa Ha CNHHE), C



dapmakonorm4eckmn TecT

npoba c BBEAEHNEM aHTUXONMMHICTEPAa3HbIX NpenapaTos

l

VICHOHngPOT HeOCTUrMMHa MeTvmcembqoaT (NMpu macce Tena nauneHTta 50-60 kr — 1,5
mMn; 60-80 Kr —2 mi; 80-100 kr — 2,5 mn 0,05 % pactBopa) unm nMpnagocTUrMmmHa
6pomua (npy macce Tena nauueHTta 50-60 Kr — 10 Mr; 60-80 Kr — 20 mr; 80-100 Kr — 30 mr). Y
OeTen 0o3a ykasaHHbIX npenapaTtoB cocTtaBnsget 1,0 M1 UK 5 Mr COOTBETCTBEHHO.

OueHKy pe3ynbTaToB TecTa NPOBOAAT B MHTepBane oT 40 MWH A0 1,5 4 nocne BBeeHUS
npenaparTa:

 [losauTnBHaA npoba - Npu NOSIHOM (yBernnyeHne Mblle4yHON Cunbl 4o 5 6ansos) u
HEeMnoOJIHOW KOMMeHcauun geuratenbHbIX HapyLlweHUn (yBenndyeHUeM CUrbl MblllLbl Ha
2-3 Oanna, Ho He gocTurasa 5 6annos) ;

e COMHMTENbHaNA - Nnpwv 4acTUYHOW KOMMNEHCcaUnK (yBeaneHmeM cunbl Ha 1 6ann B
oTAes1bHbIX MbliWLaX, TOrda Kak B APyrmx tTeCtmpyemMmbiX MblLLLaX HE N3MeHAnach);

 HeraTtnBHas (Npn OTCYTCTBUM peakuunm)



SJIEKTPOMUNOI PADINA

OOHMM 13 OCHOBHBIX KPUTEPUEB ANArHOCTUKN MUACTEHUN
ABNAETCA HapyLleHue HepPBHO-MbILLEYHOW Nepenayn,
BbIABNAeMOe NoCcpeaCcTBOM ANeKTPOPU3NONOrM4YeCcKoro
nccrnegoBaHnUAa USMEHEHUN BbI3BAHHbIX 9NEKTPUYECKUX
OTBETOB MbILLbI (M-OTBETOB) Npu ee HENPAMOWU
cynpamakcMmanbHOW CTUMYNALUK pasnnMYHbIMM YacToTaMm —
AEKPEeMeHT-TeCT — NP MMacTeHUn NPonCXoauT
YMEHbLUEeHUa aMnanTyabl naroro M-otBeTa No OTHOLLEHUIO K
nepBoMY (B NnpoueHTax) Npn HU3KOYaCTOTHOU CTUMYNAL UM
bonee Yyem Ha 10%.




NORMAL MYASTHENIA GRAVIS

81" compound action potential or
2t 2
E i E -
+— +—
c c
o } e |
Q 0F o 0F
Q Q
- no decrement in amplitude in - decline in amplitude with repeated
response to repeated stimulation stimulation because fewer muscle fibers
4L 4L in motor unit are firing action potentials
0 20 40 60 80 0 20 40 60 80
time (ms) time (ms)

time of somatic efferent ’ * ‘ * 4 4

neuron stimulus
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MMMYHOJTOI MYECKOE
NCCITEQOBAHUE

!

nccnenoBaHME CbIBOPOTKM KPOBU HA YPOBEHb ayTOAHTUTEN:

1) AHTUTENna K peuentopam auetTunxonuua (Y 10-15% 00nbHbIX C
KNMUHUYECKUMU MPOSABINEHUAMN MUACTEHUN OTCYTCTBYIOT
aHTuTtena Kk AXP B cbIBOPOTKE KPOBW)

2) AHTUTENna K CKENETHbIM MblLULA (BKINoYast aHTUTENa K TUHUHY,
PNaHOAVHOBLIM peLenTopam, MMO3UHY 1 anbda-akTUHY).

3) AHTUTENa K MUSK.



NTYYEBbBIE METO[bI

IlccnegoBaHne BUIMOYKOBOU
xenesbl (KT, MPT,
peHTreHorpagus).

I OBHapyXeHne TUMOMBI,
rmnepnnasmn nnum, pexe,
aTpodun BMNOYKOBOU
Xenesbl noagreepXxgaer
3anHTEpPEeCcoBaHHOCTb
naTtoriorm4eckoro npotecca
B NaTOSIOMrMMM BUINOYKOBOW
Xenesbl.




ICE PACK TEST




ONOPEPEHUMAIIBHAA ANATHOCTUKA
MUACTEHUA

[1pn HapyLueHnu
BynbbapHbIX MbILLIL, U
nnLeBoun ycKynaTtypbl

[1py HapyLLueHnn yHKLNN [1pn npenmyLiecTBeHHO

HapPY>XHbIX MbILLL, Fa3a CKerneTHon crnadocTu

e [lporpeccupytoLias e OHMK e Mnonatun n
HadbdAOdepHad e CTBONOBbLIE onyxonwu Munornatmn4yeckmne
opTanbmonseruns e BAC CUHMAOPOMbI

e OkynodapuHreanoHa e CuHapom [meHa-bappe
MblllevYHada ANCTOHUA e ToOKCunyeckoe

e DOHOOKPUHHAS nopaxkeHne HepBHO-
opranbmonaTus MbILLEYHOU Nepenayn

e PC (andptepunHag

e CuHgpom Tonoca- MeauKaMeHTOo3Has)
XaHTa e CuHgpowm JlambepTa-

NToHa



NNEHEHWE MNACTEHUW

CumnTomaTtmyeckasa Tepanus

e HanNpaerieHa Ha yny4lleHne HEPBHO-MbILLIEYHOM
nepegaym B cuHance.

[laToreHeTn4yeckasa Tepanus

e HaMNpaerieHa Ha nNMKBMaaLUnuto ayTouMMYHHOTO
npoLecca, rnexatllero B OCHOBe MUaCTEHUYECKNX
HapyLUEHU (KaK KOHCEPBATUBHbLIM, Tak U ONepaTUBHbLIM
cnocobamu).



CumnTomaTnyeckasa tepanms

l

AHTUXOJIMHIOCTEPA3HDbIE MNMPENAPATBI (AX3I1) — 6ba3ncHas
Tepanus

(HeocTUrmMmHa metTuncynbdar, NMPUAOCTUrMMHaA Gpomua)

l

MHIMOMPYIOT XONNHACTEpasy, NPenATCTBYs pacnaay
aLeTunxonuHa

l

ynyylleHne nepegaym B HEPBHO-MbILLEYHOM CUHArNCE 3a CYET
YBEMNUYEHUS KONMMYECTBA aUueTUNXonMHa U YasIMHEHUSI CPOKa ero
npebbiBaHNS B CMHANTUYECKOW LLENU




AHTUXOJTIMHOCTEPASHbIE MNPENAPATbI

HeocturmuHa metuncynbdgar
(Mpo3sepuH) — AX3Il1 c
ONUTENbHOCTLIO AencTBua 4o 2-3
4YacoB. B cBA3K ¢ KOPOTKUM U
CUITbHbIM OENCTBUEM
ncnonb3yeTcs Anga AnarHoCTUKK
MWACTEHNU, KYNUPOBaAHUA OCTPbIX

cuTyauun (MHbekumMoHHasa doopma).

nine methylsulphate

MPosepun-fapuyy

acrteo

P Angs WHbekyun

10 amnyn no 1 Mn

CTEPUNLH
0-B
eHyTpmeuUEﬂ

HHHHHH
HHHHHHHHHHHHHH

YTPUBEHHO.
HO'nOﬂKOH(HO

T———




AHTUXOJIMHOCTEPAS3HbIE MNMPENAPATDI

NupuaocTurmmHa Y .
opomupg (KanmmuH, '
MeCTUHOH) -

ONUTENbHOCTb AENCTBUS OT L(a”MMMH@) o0 H

4 0o 8 Yacos (B cpeaHeM 5-6 Tavégrﬁf LR Opomup

yacoB). HasHa4yatloT B
CyTOYHOW O03e oT 180 Ao

360 Mr, pa3gereHHon Ha 3-6
NpPNeMOB.
m Tabnertok
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[laToreHeTn4yeckasa Tepanus

1. UmmyHOCynpeccmBHaa Tepanua:
* [MOKOKOPTUKOCTEPOUAHAS;

* UMTOCTaTU4YECKas.

2. [Mna3smadpepes.

3. JlekapcTBeHHbIe cpeacTBa KOPOTKOAEUCTBYIOLLEN
MMMYHOTEpanuUn (MMMYHOrnobynnH YenoBeka HOpMarbHbIN —
NIM'YH)

4. Xnpyprmyeckoe redyeHune — onepaumsa TMMIKTOMUS.



MiIMMyHOCynpeccnBHaa Tepanug

—— ===

FMIOKOKOPTUKOCTEPOWUbI (npeaHU30MOH U T —
MeTUINPeAHN30SI0H) Ha3HaYalTCs: i

lmyy  MeTunpep
* [1lpn oTcyTCcTBMM adpdpeKkTa oT npuema AXI3I1 (npwu il 16 v

B Rlddas,

aTom AX3SIT OTMEHSATCS U MPUHUMALOTCS B b e
MMHMMaanOr/’I ,D,O3e), 7Y MeTMNNpeaHU3onoH z:MeT“np:;
* Mpy HaNWuKMKM rnasoasUraTernbHbIX, Bynb6apHbIX, e
AblXaTenbHbIX HApYyLLeHW, Bbipa)keHHoW cnabocTtu B o SmRE e K
KOHEYHOCTSX.
[losnposka 1-1,5 Mr/Kr/cyTkn no NnpeaHn30NioHy T —
eXXeQHEeBHO Unn Yepes JeHb B Te4eHne Cpoka /] NPEAHU3ONOH

HeobxoaMmMoro Ansa JOCTUXKEHUST KOMIMEHcaL MK
CUMNTOMOB, C NOCNeayoWnm NocTeNeHHbIM CHUXEHNE
0o nogaepxusatowen ao3sbl 0,15-0,3 Mr/Kr. | 100 rabneror

®)




MIMMyHOCynpeccuBHasa Tepanug

NMMMYHOLOENPECCAHTbI HasHa4vatoTcs:

*[1pn OTCYTCTBUMN PEMUCCUUN HA
MoHoTepanuto [ KC;

* [laumeHTam c caxapHbiM AnabeToM,

athioprine Sandoz® 50 mng ‘
CUCTEMHbIM OCTEOMNOPO30M; o )
* MaumeHTam ¢ BbipaXKeHHbIMU 30 i = e
OynbbapHbIMKU U/UNn AblXaTenbHbIMU - ‘ :
HapyLleHUAMM, He oTBeYaoLWnMmM Ha

Tepanuto ['KC.

A3aTUonpuH (3-5 Mr/kr) B Te4yeHne 12 mec c
nocnegytoLlen nocteneHHon oTMeHoON—
npu oTcyTCTBUU 3dodoeKkTa Yepes 12 MecC -
MeTOoTpeKcaT N LUKINOCNOPUH A.



[Tna3madpepes n AIM'HH

HasHavaeTtca npwu:
* Bbipa)keHHbIX OynbbapHbIX /N OblXaTelbHbIX HapyLUEHUSX;
*[1pn Kpn30BbIX COCTOAHUSAX.

!

NMNMASMACEPES NI'YH ona B/B BBegeHUS

e Konnyectso onepauuun Ha e KypcoBaga [o3a cocTaBnsaer
OOWH KypC 2-4 C y4eTOoM 2 r/Kkr, pasgeneHHas Ha 5
TAXKECTU NauneHTa; aHen (0,4 r Ha 1 Kr macchl
NHTEpBanN Mexay Tena exxegHeBHO).
npoueanypamu 1-2 gHs; KpaTHOCTL KypcoB 1-3 pasa
KPaTHOCTb KYpPCOB B B rof.

TeyeHue nepsoro roga 1-3.



AJITOPUTM BelleHHUsI ManueHTOB ¢ MuacteHuen (A. Fauci et al., NY, 2005)

YcraHOBUTH TOYHBIM AUArHo3

1

/ IMoMCK acCCOIMUPOBAHHBIX COCTOSITHHUMN

IMa3Has popma leHepasu3zoBaHHasa ¢popma
l l Kpus
AX3II
MPT rosioBHoro Mosra 1
l BbisiB/IEHUE NOKa3aHUM K NHTEeHCUBHAas Tepanus
TUM3KTOMUWH (Hanuyue
a2l TUMOMBI U I'M)
l YcraHoBKa pakTopoB pucka, 2KEJI
IdPPeKT He AOCTATOYHBIN / IMnazmadepes uam
Huskuii puck BbICOKMIT pUCK ——— BHYTPUBEHHbIHN
(BbICOKME i (au3Kue S MMMYHOIVIOGY/IMH
IMoKa3aTeJIn MnMoKasaTeJan / \
THM3KTOMMA Yayumenue  Odbdexr

HeAOCTaTO‘lelﬁ

OneHKa KJAWHHYECKOro COCTOSIHHUA: €eC/H
Tpe6yeTcs - UMMYHOCynpeccusi

|

— Hmmyuocynpe;:guﬂ -




OCNOXHEHHOS TEYEHWE MHMACTEHMM

MuacTesseckui kpus XonuMHeprueacknin/CMelsarHei kpna
' .
AX3N” AX3N

Y Y

1. BJ1 B pexaase ywmepeHHo# runepaesTrnsumee 120-1300%"
2. Nnasmadepea 3-5 ceancoe ¢ yaanesivesm 35-40 smn nnasmel #a 1 kr BECa WK BHyT-
PUBEHHEIE MMMYHHOrMOGy nurer 400-2000 smr Ha 1 kr seca, xanensiseua Ne 3
3. Npaasnaoncs (Nynec-Tepanes) g Tesedme 3 cyr: S00-1000-1000 mr
4. XnopucTedt kanwi: 3 r cyxoro eewecTea Ha 200 Mn PUSHONOrM4ECKOro pacTeopa,
BHYTPMEEHHO, KaNaTe MeaneHHo (20-30 kanens/MuH)
5. Npearnaonos (per 0s) exaaHeaHo “no Tuny eecos™:
1) "Sonewan” ao3a (1-1,5 Mr Ha 1 xr Beca);
2) "sanan” noca (30-50% o1 “6onsuwoi”); C NOCTENEHMEIM YXO40M OT “Manoid”
A03E M aoeeaeHmes “Gonslioi” o 1 Mr Ha 1 «r seca
6. Bepowmepos: 0,025-0,05 r 3-4 paza/geHe
7. Npo@UnaKkTHER / NEYEHUE NHEEMOHWK | HE NPUMEHATS AMUHOMWUKO3M B )
8. CvamTOMaTIHECKER TEepanua
9. Cneumanesuii yxon

Puc. 1. AnOopsTM NENEHMA NPK OCNOXHEHHOM TEYEHWK MUACTEHMm. " BO BpemMa Kpui-

33 RCNONEINOTCA AXIN TONLKO KOROTKOMND SERCTENS (NPOSepuH). ** DEHOBPEMEHHOS NPU-
mape e AX3MN 1 MBS HefonycTHMO [CM. NOSCHEHUA B TEXCTE CTAToM).




m

=

Kanmanx 60:
yepea by
B \
Aanee
wapes3 6-8 4
3xcrybupoeats

Npozepux 2,0-0,05%
+ arponns 0,3-0,1%

L

Sddexr:

Ha4ano Yepes 20 mux,
MaKCHMyMm wepes 40 MuH,

Kosel wapes 4 4

Ecnu >3 cyr,
TO HANOXEHWS
TPAXROCTOME

nBn:
8 Teqeme | cyT

Y

Mpozepus 2,0-0,05%
+ arpones 0.3-0,1%

e

MNpozepux 2,0-0,05%
+ arpones 0.3-0,1%

HYepaz 4-54
B TewaHue 1 cyT

OT<noHnTE
wepes 30 MuH

¢ dexr:

BTeveHMe 24 4




CINACWBO 3A BHUMAHUE!



