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Muacrenust BO BpemMs
0epeMeHHOCTH:
AaHEeCTEe3HO0JI0rHYeCKue
U AKyUIEPCKHE ACTEeKThI




Muacmenus: XPOHUUYECKoe aymoumMmyHHoe 3abo0neeanue nonepeuno-
noJsiocamplx mouluily, Komopoe nHapyuiaem HEPEGHO-MblUICUH) IO nepedalty

”.

Hl}l'l MaJBHAR HEPBHO-MBIIIE*THAH

nepenada HAMHHAETCH ¢ DOTeHIHAIA IoTennuana JeiicTBHA JOCTHIAET
AelicTBHA KHA3Y OT BATATENhHOTO HepBHOH TEPMHHAIH H AKTHBHPYET
HelipoHa KAJLINHAEBEIE KAHAJBI

Hosepimenpe yposua Ca++ npusoauT K Beifpocy AX
H3 CHHANTHYECKHX NY3LIPLKOB B CHHANTHYECKYIO Welb

HensgecTHnlii Mexanmsm sanycka
DarTopsl pHCKRa:

T-k/aeTKH BhIpabaThiBaloT AT K penentopam - AYTOHMMYHHOE 3a060/1eBAHNE
AX, uTo HApYIIAET HelipoTPAHCMHCCHIO = — - HATOJIOTHA THMYCA
MHACTEHHA - redeTHMeckuii nederT

3 MexaHHIMA:
1. Mpamoe aeiicTBHe HA pellenTOpPLI NYTeM GJoKa cpsssiBanna AX u nonapaenns AX penentopor
2. Crumynauus >uponutosa AX, npusoasiman k gerpagannu AX penentopos
3. Pa‘;pymenne MOCTCHHATITHYeC KO NOBEPXHOCTIH, MPHBOAAIIEE K YMEHLICHHIO KOJHYMECTBA AX pemenTopos

CHn:xeHne HepBHO-MHI]IE‘II[Oﬁ mepenratin n Mueimeunas c1a6ocTs 0 YTOMJIAEMOCTE HPH NOBTOPHBIX IBHACHHAX =

HA CReJIETHYH MYCRY/JAAaTYPY MHACTEHHMECKAH YTOMIHEMOCTE

Kannuveckne NPHIHAKE MHACTEHII:

- MHIIONH

- IT03

- €MAAHHOCTH peYn

- nucarns

- HOCOBOIT 0TTEHOK roJioca

- ¢1a00CTh B MPOKCHMAJIBHEIX OTAEIAX KoHedHocTeli
- ¢1AG0CTh ABIXATENLHOH MYCKYJIATY PRI




Hamo¢u3uwwzuﬂ MUAcCmenuu




Dopmbt Muacmenuu:

" [eHepann3oBaHHAaA (Camasi pacIpOCTpaHEHHAs )
» [masznas (10—20%)

" bynwOapHas (BCTpeyaeTcss HEYacTo)

Peoxue ¢hopmwi. neTcKasgs MUACTEHHUS, FOBEHUIbHAs MUACTCHHUS,
MHACTEHHUS C TYJOBHUIIHON CI1a00CThI0, MUACTCHHUS

B COYETAHUU C KOJIJIAT€HO3aMU, MUACTEHUS B COUETAHUU

C ayTOMUMMYHHBIMH 3200JICBAHUSIMH, MUACTCHUS C aTpOPUIMHU

Ptosis (parpado caido)

>

FADAM,




QOPMbl mMuacmenuu.

= KoHreHUTalbHAasg MUACTCHUS. OUYCHbD pPE€AKOC I'CHCTUYCCKOC
336OH6BaHI/I€, InepeaacTces 110 HaCJICIACTBY.

OTnruue OT MUACTEHUH — HET d(P(PEeKTa OT MPEIHU30JIOHA,
HENOCTATOYHAs PEAKIMs HA KAJIMMUH, OTJIAYA€TCS JTAaHHBIMU
OHMI, TuTp aHTHUTEN K XOJMHOPEENTOPAM HE ITOBBIIIIEH.

B ocnose — mymayuu cenos paznuuHvlx nooveouHuy
auemuIXoJUHOBbIX PeUenmopos




* Bo Bpems OEpEMEHHOCTH CUMIITOMbI MUACTEHUH
moryT ycunuBarbes (40%0), ymenbimarses (28%0)
WM ocTaBaThes npexkHuMu (31%0).

» CocTrogHue 0OOBIYHO U3MEHICTCA
B [IEPBOM TPHUMECTPE WIIU MOCIIC POAOB

» [IpepriBaHME OEPEMEHHOCTH
O0OBIYHO
HE PEKOMEHIYETCS —
BO3MOKHO 00OCTpEHUE

" MarepuHckas cMepTHOCTH 3,4-4%




Jlekapcmeennvie npenapameot,
Komopuwle ycyzyonsaiom ciadocms npu MUACMeHUU

AHTHOMOTHUKHN: aMUHOTJIMKO3UbI, IOJIUMHUKCHH,
TETPALMKINHBI, SPUTPOMULIAH, KIVHIAMHUIIMH,
(TOPXUHOJIOHBI, AMOUIWIIMH, D-neHnnunamMux

AntHapuTMuueckue rnpenaparsl — lidocaine

KypapenogoOHble MUOPEIAKCAHTBI, XWHUH,
(TopcosiepKaIme CTEPOUIbI, TOPMOHBI IITUTOBUITHOMN
KeJIe3bl, 0eTa-0JI0KaTOphl, aHTATOHUCTHI KaJIbIIHS,
npenaparbl MarHus (CEpHOKHUCIIask MarHe3us, NaHaHTvH,
acrapkaM), pEeHTT€HKOHTPACHBIC BEIIIECTBA, JUYPETHUKH (32
MCKJIFOYEHUEM CITMPOHOJIAKTOHA), HEUPOJCHTUKH U
TPAHKBHJIM3ATOPHI (32 UCKIOUYEHUEM IrpaHiakcuHa),  OMK




AKywepckuit acnekm
" POJBI IIPOXOJAT OBICTPEE YEM Y 37I0POBBIX;

" YBCIIMYCHUC KOJINYCCTBA NIPCKACBPEMCHHBIX POJOB U
IPCKACBPCMCHHOI'O pa3pbiBa IIJIOAHBIX O6OHO‘ICK;

" BO BpCMA pOJOB JOIIOJIHUTCIIBHO
BBOJAT aHTUXOJIMHICTCPA3HLBIC IIPCIIAPATHI,

" YBEJIMYCHUE KOJIMYECTBA aKyLIEPCKUX MOCOOHUH B poaax;
" KECapeBO CEYECHUE MPOBOIAT IO AKYIIEPCKUM MOKA3AHUAM;

" BBICOKHU PHMCK HEOHATaJbHOM 3a001€Ba€MOCTH
M CMEPTHOCTH (MHACTECHHS HOBOPOXKACHHBIX — 2090).




Ilpu ocnabnenuu pooosoi oeamebHOCMU.

" HMubeKiuu npo3eprHa IMOJIKOKHO
1,5 mn 0,05% pactBopa (uHTEpBan 4 yaca)

= (KCHUTOIIUH

= [Ipocramiangun




Ilpu yxyowenuu cocmosanus nocje poooé ¢ nosej1eHuem
OynbOapHbIX HAPYULEHUIL:

" [Ipegnn3osion per 0S 1 mr Ha 1 kT Maccel Tema, yepes ACHb,
BCSI /1032 B YTPEHHUE YaCHI;

» Kamumun 30—60 mr 2—3 pasa B JeHb
(Mo HEOOXOIMMOCTH)




Ioka3zanusn K npepsleanuro 6epememtocmu
npu muacmenuu.

1. Tsoxensle, mporpeccupyromne GopmMbl MUACTCHUH,
He rmoanaronmecs jJeueHno A X

2. HapacTanue cMMITOMAaTHKH BO BpeMsl OEpEMEHHOCTH

3. MuacteHn4eckue Kpru3bl B aHAMHE3¢€




AHecme3uoiocuyuecKuil acCneKkm

= [IpoTuBOIIOKa3aHO BBEICHUE CEPHOKUCIION MArHE3Uun

TUIS1 JICUCHHUS MPEAKIAMIICUHU (YTHETEHHUE BBICBOOOKICHHUS
AX B HEpBHO-MBIIICYHBIX CUHAIICAX U CHUKEHUE MOTOPHOM
YyBCTBUTEIBLHOCTH) - YTHETCHUE HEPBHO-MBIIICYHOMN
[epeIaym.

= [IpeanoyTuTenbHO MPOBEIECHUE PETUOHAPHON AHECTE3UN.




PernonapHapHasi aHanare3us/aHeCTe3usl

[Ipn Oone3HEHHBIX pojiax DA YMEHBIIAECT CTPECC U
YCTaJIOCTh POKECHUIIBI, TI03BOJISIET N30€KATh
pEeCUPATOPHOM NENPECCUHN, BBI3BIBAEMOU ITAPEHTEPAILHBIM
BBEIICHUEM OIIHMOU/IOB.

AHecTe3us MPOMEKHOCTH MO3BOISAET HAJTOKHUTD IIAIILBI,
YTO COKPATHUT MPOAOJLKUTEIBHOCTh BTOPOTO IIEPUOJIA POJIOB
Y YMEHBIIUT YTOMIISIEMOCTb.

B ciyuae kecapeBa ceueHust CA MOXKET BO3AECMCTBOBATH
Ha JbIXaTeJIbHYI0 MYCKYJIaTypy OoJice
areCCHUBHO W HEMPEJICKA3yEMO, YEM

DA WM HU3KOJIO3UPOBAHHAS
KCOA




PernonapHasi anecTe3usi/aHanre3ust

B Hacrosmee BpeMs B psJie €EBPOIEUCKUX CTPAH U CTPpAHAX
CeBepHOU AMEPUKH DA BKIIIOYEHA B CTAHIAPT
00€300JIMBaHKS POJIOB U ONEPAIIMH KeCapeBa CEUCHUS

IpU MUACTCHHUH.

a series of ten cases. Ann. Fr. Anesth. Reanim. 2004; 23: 459-464.

D’Angelo R., Gerancher J.C. Combined spinal and epidural analgesia
In a parturient with severe myasthenia gravis. Reg. Anesth. Pain. Med. 1998; 23: 201-203.




AHecme3uoiocuyuecKuil acCneKkm

" PernoHapHas aHECTE3Hs BBIINOJIHACTCS MPU OTCYTCTBUM
TSDKEJIBIX OyJIbOApHBIX paCCTPOMCTB, PUCKA JIBIXAaTCIbHOM
HEJIOCTATOYHOCTHU BBUAY BBICOKOI'O PaCHPOCTPAHEHHUS

OJoKa.

= Jlns uHayKOuy 0€300acHO MIPUMEHEHHE THOTICHTAlIA,
M KeTaMHHA.

= [IpeanoyTuTebHO MPUMEHEHUE HEACTIONAPUIY FOLIIUX
MBIIIICYHBIX PEJIAKCAHTOB — POKYPOHMSI OPOMHU/I.




OOI1mas aecTe3usd

D deKT TpOU3BOAHBIX CYKIIMHUIXOJIMHA TP MUACTCHUHN
HEIIPEICKA3YEM.

Tepanust ”HTHOMTOPAMU XOJTUHACTEPA3hI ITOBBIIIACT
YYBCTBUTEJIBLHOCTh KO BCEM HEJIEMOIAPU3YHOIIUM
MHUOPETTAKCAHTAM.

OnTumanbHOE COYETAaHHUE: POKYPOHUS OpOMU/T U
cyramaJiekc.

of Anesthesia

Eisenkraft J.B., Book W.J., Papatestas A.E. Sensivity to vecuronium in myasthenia gravis: g
a dose-reponse study. Can. J. Anaesth. 1990; 37: 301. &




IT

MuacteHus

“Reversal neuromuscular blocade with
sugamadex In patients with myasthenia”

H.D. de Boer, M.O. Shields, L.H.D. Booij.
ESA 2014:31:715-19

Cepus: 21 cimyyait; Bo3pact ot 26-81, n3 Hux 13
xKeHmuH. Cpeanuit Bec 77,6 xr. Jlo onepamuu Bce
AICHTHI 110J1yYali NUpUAOCTUIMUH. CyramMagekc - 2-
mr/krt ; poxyponwii 0,1-1,0. BpeMst BocCTaHOBIECHHUS
oT 60 10 280 CeKyH/I.




Anecme3usn u ananze3us npu muacmernuu

PeruoHapHasi aHajare3us

PeruoHapHas anecre3ust

Oo01mas anecre3sus

= PaHHee Hayaso.

= B03MOXHO HapacTaHHe
c1a00CTH TIPU BBEICHUHU
MECTHOT'O aHECTETHKA.

= OOBIYHO XOPOIIIO
MIEPEHOCHUTCS TIPH Pa3BUTUHU
61oka He Boie T10.

= CwmsrgaeT poJoBBIi cTpecc,
MEHBIIIE YTOMJIIEMOCTb MPH
COKpAIIIEHUH TJIaJIKOH
MYCKYJIaTypHhI.

= 30eraTh mpuMeHEHUS
MarHe3uu.

* OctopoxHo! Onuonasl
1 OeH30aua3enuHb!!

= He nponycTuTh pa3BUTHE
MHACTEHUYECKOTO Kpr3a
Bo |l mepuosae ponos.

N30erarh UCIOIB30BAHUS
CJIOKHBIX 9(QUPOB MPHU IpUEME
AXDI — TOKCUYHO.

[Ipu ucnonb30BaHUM TUAOKAUHA
BO3MOXXHO Pa3BUTHE
MPOJITIEHHOTO OJI0KA.

[Ipu pa3BuTHHU OJI0Ka A0 YPOBHS
T4 BO3MOXHO pa3BUTHE
JIBIXaTENbHOM HEJOCTATOYHOCTH.
Xupypruyeckoe nocoorue Moxer
MHIYIIUPOBATh pa3BUTHE
MHACTEeHUYECKOTO KpHU3a.
Bcerna! momMHuUTH 0
BEPOSITHOCTH XOJUHEPTUUECKOTO
Kpu3a Mpu npueme
MUPUAOCTUTMUHA.

N30eratrh UCOIB30BAHUS
aMUHOTJIMKO3H/IOB,
(hTOPXHHOJIOHOB

U Ip. aHTUOMOTUKOB.

NmeeTcs pe3sucTeHTHOCTh

K CYKLIUHUJIXOJINHY,
YBEJIMYEHUE J103bI MOKET
IIPUBECTU K MPOIAJIECHHOMY
HEHPOMBIIIICUHOMY OJIOKY.
Brrpaxxennas
YyBCTBUTEIIBHOCTh

K HEJIETIOISPU3YOINM
MHUOPEIIAKCAHTAM — BO3MOXKEH
IIPOJIEHHBIN HEUPOMBIIICUHBIN
OJI0K.

AX Tepanusi MOXKET PUBECTH
K XOJIMHEPTUYECKOMY KPH3Y.
Maruesus B COY€TaHUHU

C HEAEMOJISIPU3YIOLIUMHU
MHUOpPEIAKCAHTAMUA MOXKET
IIPUBECTH K MPOIAJICHHOU
Onokane.

Mosxket norpedoBathes UBJI
B [10CJIEONIEPALIUOHHOM
epuoe.




Oobcneoosanue y nocmenu 001bH020

* byns0apHbIe pacCTpONCTBA
* ['unepcanuBanus
* PBoTHBIN pediiekc
* JluzapTpus (IuCPOHMS, YILIEMIICHHBIN, BIAKHBIH)

* C1ab0CTh AbIXaTEIbHON MYCKYIaTyphI
" AyCKyJbTalus JETKUX
* Jluadparma
= Karmenb
" BEeHTWIALIMOHHBIA PE3EPB
(cuutars ot 1 1o 20 npu BAOXE)




MuacreHu4YeCKUu Kpus

XO0JIMHEPruYecCKu Kpus

bricTpoe pazBuTHe — Yachl, MUHYThI

Muapuas

CyxocTb KOXHU

1TAJl, Taxukapaus
3azep:KKa MOUYEHCITYCKaHHS
[Tape3 kuieyHnka
OtcyTtcTBHe (hacUUKYISITUN

I[BIX&TGJIBH&H HEAOCTAaTOYHOCTH

MeneHHoe pa3BUTHE — CYTKH U Dojiee

Muo3

['unepruapos

| AL, 6panukapaus

Y4aneHH0€ MOYECHUCITYCKAHUE
YcuiieHue nepucTaibTUKY, TUapes
Hanuuue dacrukymsiiuii

I[BIX&TCJIBHEUI HEAOCTAaTOYHOCTh




Jleuenue xonunepzuueckozo Kpusza:
1. Ormena AXDn

2. B yrpoxaromei curyauuu — B/B 0,5—1,0 M
0,1% pactBopa arponuHa u 1,0 Myt B/Mm

3. IIpu orcyrcTBuu a¢pdexra — MBJI, mnazmadepes,
MMMMYHOIJI00YJIUH




MuacTeHUYECKHUM KpU3

Hepeno-movltueunan ovixamenvHasa HeOOCMamo4HOCmb
* Bener k pecnuparopHbIM HAPYILIEHUSIM ITOCPEACTBOM

TPpCX MCXAHHU3MOB.

* HapylieHne ropTaHHO-TJIOTOYHBIX pE(PIIEKCOB
(pUCK actipaliyn)

* ["MIIOBEHTWJIAIIUSI BCIEICTBUE |
CcJ1a00CTHU NbIXaTEIbHOU ﬁ
MYCKYJIaTypbI

re

i
(L

= |IHEeBMOHMS M aTeIECKTa3HbI,
KOTOPbIE BO3HUKAOT
BCJICACTBHE BBIIIIC
ONHMCAHHOM I1aTOJIOTMH




MuacTeHUYECKHUM KpU3

JIpIxarenabHas HE4OCTaTOYHOCTb,
koTOopas TpeoyeT npoBeacHus NBJI

* YpoBeHb CMEPTHOCTHU CHU3MICS ¢ 42%0,
KOTOPBIM HaOmogancs B 1960-x rogax,
10 6% B konue 1970-x




MuacTeHUYECKHUM KpU3

Nudexuus 38%

baxmepuanvnas nneemonus 16%
Bupycrnoe ocmpoe pecnupamoproe 3abonesanue 8%
baxmepuanvrnoe ocmpoe pecnupamopnoe 3abonesanue 5%

Cencuc 4%
AcnupainosHbii MHeBMOHUT 10%0

Cmepouonas muonamus 2%
Ommena cmepoudos 2%
Ommena nupuoocmuemuna 1%
Amunoanuxozuowt 1%

bepemenHocTh/mocnepoaoBbii nepuog 4%




Ipunyunst oo6wezo yxooa:

HGpBHO-MBIIHG‘IHaH AbIXATCJIbHAA HCAOCTATOYHOCTD

1,

0,4 mr/kr

MuacTeHn4eCKrU Kpu3

[TogHATH TOJIOBHOK KOHELl KPOBAaTH

JlepkaTh HAroTOBE AHTUXOJIMHEPTUYECKHUE
penaparsl

YHacTblil MOHUTOPUHT KU3HEHHOU €MKOCTH JIETKUX
[IpodnitakTuka TpoMOO30B IITyOOKUX BEH MyTEM
MIOAKOKHOTO BBEJICHMS renapuHa

[TP1 JIFOBOM COMHEHIMM: uatybanus Tpaxeu
u nepexon Ha MBJI

[IpoduiiakTuka runokaaueMuu, runodocdareMun
IIpo3epun 0,05% 0,5-1,0m11 B/B, uepe3 15 MUHYT B/M
5 mur; mpeann3onoH 1,0 -2,0 Mr Ha Kr Beca

B yrpoxaromux cutyanusax — iMMyHon1o0ynuH G




MuacTeHn4eCKrU Kpu3

Ihazmaghepes

* Knuandeckoe ynydmenue y /5% manueHToB
* IIaTh ceaHCOB
* OCIIO)XKHEHMUS:

* [IHeBMOTOpaKC WK UHPEKIUS
(LEHTpaJIbHBIN KaTeTep)

" AprepualibHasi THIOTOHUS

= 3acToiHas cep/eyHas HeI0CTaTOYHOCTh

" YMEpEeHHas Koaryjaonarus

* He npoBoaunioChk paH10MU3UPOBAHHBIX
KOHTPOJIUPYEMBIX UCCIIENOBAHUN




MuacTeHUYECKHUM KpU3

Jlecamov nyHKmoe 011:1 ceedeHuss K MUHUMYMY
NPOOOIHCUMENBHOCIU MUACMEHUUECKO20 KPU3A

Gk owh =

~N O

9.

Panuss naTyOanIns Tpaxeu, pecnuparopHas NoIIePKKa

[IpexparuTh IpueM NUPUAOCTUTMUHA

Hauatp mmazMadepes Kak MOXKHO OBbICTpee

VICKIIIOYUTh IIpenaparhbl, yCyTryOsstomnye Te4ueHUEe 00Ie3HU
[TonoXUTEIBRHOE JIaBJICHUE B JbIXaTeJIbHbBIX MYTSIX,
TaKTHKAa BEHTWIALMU OOJbIIUMHU 00beMaMu

BrinoaHeHre OpoOHX0CKOIIUM

M30erarh «3MOUPUYECKOE» MPUMEHEHHE aHTUOMOTUKOB
[IpexparuTh BHYyTPUBECHHYIO CEIAlINIO,

HauaTh CPAP xak MOXXHO ObICTpee

I'emaTokput 6onee 30%

10. TpaxeocTomus (Ipu OTCYTCTBUU YJIYUIIICHUS B TCUCHUE
2-X HEJICHb).




ITO TO, UYTO HAM IIOKA U3BECTHO...
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