Kadenpa HepBHbIX bonesHemn
C KypCOM OETCKOW HEBPOSIOTMN N HENPOXNPYPIUmn

Tumyc n MmmacTeHun
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| ‘H B ocHoBe 3aboneBaHnsa MMacTeHuun nexart

ayTOMMMYHHbIe pacCTPOUCTBA, CBA3aHHLIE C
nopaxxeHNem BMNOYKOBOW Xenes3bl U NpMBoasLLme K
NOSAIBIIEHUNIO B KPOBU DOMbHbIX ayTOAHTUTEN K
HUKOTMHOBbLIM aLETUNIXONNHOBLIM peLienTopam
NOCTCUHANTUYECKNX MeMOpPaH HEPBHO-MbILLIEYHbIX
coeaunHEHUMN.

[Mpu cBA3LIBAHMM ayTOAHTUTEN C XONMHOpeLenTopamm
HapyLLaeTcs nepenadva Bo3byXaeHust ¢ HepBa Ha
MbILLLY, YTO NPUBOAMUT K NaTONOrM4ecKom

YTOMSTAEMOCTM 1 Cr1aboCTU MbILLIL.
[TaTOrorn4eckoe N3MEHEHNS B TUMYCE BCTPEYatoTCS

y 60% nauneHToB
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l H HUKOTUHOBbLIN aUeTUNXOSNIMHOBLIU

peuenTop
e\ e Ha Ha4anbHbIX STanax
i & &\ N3y4eHns1 Ponn BUITOYKOBOW

Xenesbl Npyu MMacTeHnn B
KynsType TUMYCHOW TKaHU
BOsIbHLIX ObINM 0OHapPYXeHbI
KITETKU, HECYLLME peLenTopbl
K aueTtunxonuny (AX),
KOTOpble SABNSATCS
- nepBuYHbIMUK AT,
Y A —— MHOYLUMPYOLWMMUN

— ayTOMMMYHHY0 peakunto
NPOTUB MbilleYvHbIX N-AXP.




3ameHeHna B BUNOYKOBOM Xesfie3e MoryT
BO3HUKHYTb NEPBUYHO MO BIIUSAHUEM
o0LWMX MHPEKUMIN, MHTOKCUKALMK, UK Ha
noyBe 3HOOKPMHHOW NepecTponKm
(bepeMeHHOCTb, poabl, BO3BMOXHO Ha (poHe
rMnodpyHKUMM HaaNO4YEeYHNKOB) NN B
CBA3M C 3HOONeHHOW MyTauueW; B 3TUX
cny4yasx umeet mecto myasthenia

aeneris.

[Tpn OUCOYHKLNM BUITOYKOBOM Xeresbl B
CBA3M C pas3BUTUEM OMyXOJIeBOro npotiecca
peyb ngeT 0 MMacTeHUM Ha no4ee

TUMOMBLI.

Ecnun nsameHeHnsa BUNOYKOBOW XKernes3bl
BO3HMKAIOT BTOPUYHO, 3a CYHET
naTornornyeckmnx BAUAHUA rmnoTanamo-
rmnocpusapHon obnactn, obycrnoBreHHbIX
opraHM4YecKkMm NPOLLECCOM B rONTOBHOM
MO3re), AnarHoCTUpyeTcsl MMacTeHus
npv 3aboneBaHUAX rofioBHOro Mo3ra
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l H [Tpn MmacteHun HabrnogaloTcAa ABa BapuaHTa
N3MEeHEHNN TUMYyca:

1 doopma xapakTepusyeTcsa noBbiLLEHNEM NPOaYKLUN
TUMUYECKNX TOPMOHOB B COYETAHUN C YBENMNYEHUEM
obbemMa NCTUHHON NMNapEHXNUMbI, CHUXKEHNEM MPOLIEHTHOIO
cogepxaHuga T-numdounToB, NOBLILLEHNEM
abcontoTHOro ymicna O- n B-numdountoB, CIOHTaHHOW
peakumeun brnactrpaHcdopmaymm NMMAOOLNTOB U

npeobnagaHmem xennepHou akTMBHOCTU. Habntogaetcs
y 2/3

2 hbopma xapakTepusyeTca CHKEeHUeM
npoayKumMm TUMUYECKUX FTOPMOHOB
Npu BblpaXXeHHOW B pa3HOW CTeMNeHn

aTpoum UCTUHHON NapeHXUMbl, OCODEHHO
KOPKOBOW 30HbI.




PasgenatoT 60MbHbIX MMacTeHMEN Mo BUAY nNaTtonornm Tmmyca
(TMmoma, runepnnasusa, atpodusa), Bo3pacty Hayana
3aboneBaHus n HLA accoumaumm (human leucocytes antigens —
aHTUreHbl TKAaHEBOW COBMECTUMOCTN).

Mo gaHHbIM nuTepaTtypbl NpuMepHo B 9-16 % HabnogeHnn
reHepann3oBaHHad MMaCTEHUSI COMETAETCHA C TUMOMaMM -
Hanboree 4acTo BCTpevarLmMMmncs HoBoobpa3oBaHNSAMMU
nepeaHero cpeaocTeHus.

He cywecTtByeT onpeageneHHon HLA accounauunm y 60nbHbIX
MUaCTEHUEN NPU HANMMYNUU TUMOMBbI. QPDEKTUBHOCTL
ornepaTmMBHOIO fie4eHUst y BOMNbHBLIX MMACTEHMEN C TUMOMaMM

oueHmBaeTCd No AByM NnapameTpam:. Halim4vme Usn
OTCyTCTBME peumnamnBoB OMYyXOJIN N XapaKTep
Te4eHNAa MMacTteHn4YeCcKoro rnpouecca nocrie
TAUMOMTUMO3KTOMUMN.

Human Leukocyte
Antigens (HLA)




B. Myasthenia Gravis
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[MpMeHS0TCS Kak TpaguLnOoHHbIE MeToabl
XUPYPruyeckoro neveHne reHepanmnsoBaHHON
MUACTEHUU (TUMIKTOMUS NI
TUMOMTUMIKTOMMUSA N3 TOPAKOTOMHOIO 4OCTYna,
MNOSTHON CTEPHOTOMUMN), TAK U COBPEMEHHbIE
MeToabl (TUMIKTOMUSA U3 MUHUCTEPHOTOMHOIO
OOCTyrna 1 Bugeotopakockonuyeckas
TUMIKTOMMUS).

B HacTosiuee Bpema BeayLumne crneumanuncTol
CUMTAIOT “30S10TLIM” CTAaHAAPTOM HEMOJTHYHO
CpeanHHY0 CTEPHOTOMMUIO, KOTOpada npu
HeobxoauMOoCTN (MHBa3UBHbIE TUMOMbI
bonbLWKX pasMepoB) MOXET ObITb NPOAOIKEHA
00 nornHon. B nocnegHee BpemMs BCE valle
NPUMEHSIETCA BMOEOTOPAKOCKONMyeckas
TUM3KTOMUS, obecneymBaroLLas nyynm
KocMeTunveckum adppekt n bonee KOPOTKNU
nepuog rnocneonepaymoHHOro
BoccTaHoBneHna. OgHako, AaHHbIN BUA
ornepauunmn BbINOMHAETCS MO onpeaerniéHHbIM
NoKasaHuAaM




OcHoBoun npegonepaLmMoHHON
NOArOTOBKN ABNSAETCHA MakCUMarbHO
BO3MOXXHas MegnKkaMeHTO3Has
www.hemofenix.ru KOMMeHcaumsa nposiBrieHni
MUacTeHuM nytem nogodopa n
cTaHgapTu3auum ageksaTHom
CYTOYHOMW 4O3NPOBKU
aHTUXONNHACTEPA3HbIX NpenapaToB
(TEH3UNOH, NPO3EePUH, KarIMMUH ).
BeeneHue npenapara
pacnpegensieTcst Takum obpasom,
YTOObI Ha MNPOTSKEHUM BCEX CYTOK (M
OHEM M HOYbIO) COCTOSIHME BONBbHOIo
ObIno ctabunbHbIM, 6€3 NeprnogoB
MWaCTEHNYECKOro UCTOLLEHUS.

T.x npoBeaeHne nevyebHoro
) ' nnasmacdepesa, npy He0b6XoANMOCTH
S Fo0aD qiomk s — KYPC IMIOKOKOPTUKOCTEPOMAOB

A MembpaHHbiit hunsTp
© BoigenesHas spuTpomacca

@ [Mnasma ¢ BpeaHbIMK BELLECTBaMI




B npegonepaunoHHOM nepuoae
LenecoodbpasHo NpUMEHeHne
BUTaMUHOB rpynnbl B, ackopbuHoBOM
KMCNOTbl B OOMnbLUMX O03ax, npenaparbl
AT®, a Takke ButamuvH E,[.

Bonpoc o npegonepaluOHHOM
PEHTITEHOBCKOM 00STy4YeHUn obnactu
BUINOYKOBOMU XKenesbl K HacTodLemy
BPEMEHMU peLleH oTpulaTenbHO.




[MpakTnyeckn BceM 60nbHbIM NMOKa3aHO XMPYpruyeckoe
neyeHne. KoHcepBaTMBHOE NeYeHne paccMmaTpmBatoT Kak
NOArOTOBKY K onepawuu.

XUpypruiyeckmun MeTop fieyeHuns aendeTcs
BbICOKO3(PIEKTMBHLIM N NMAaTOreHETUYECKN OOYCNOBMEHHbIM
n gaet 0o 80% nonoXUTeSbHbIX Pe3ynbTaToB



MokazaHMAMU K TUMIKTOMUU ABNAIOTCA:

I Hanu4yme onyxonu BUITOYKOBOM Xenesbl (TMMoMa),
| BOBIIEYEHME B MpoLecc KpaHMobynbLbapHOW MyckynaTypsil,
I nporpeccupytowiee TedeHne MMacTeHUN.

Y geten TMMaKTOMUA nokasaHa npu reHepann3oBaHHOW dpopme
MMWaCTEHUN, MNOXON KOMMNEHcaUNN HapyLUeHHbIX OYHKLMA B
pesynsrate MeauKaMeHTO3HOro fiedeHnsa U nNpu
nporpeccupoBaHnn 60Me3HN.
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U TEmrestt L1 NG
a) naHopamHbIt U0 rpuU MOPaKOCKOMUYECKOU MUM3KmMomuu

6) aman ebiOernieHuUs rnpasou AosiU 8USTOYKOBOU XKerle3bl



I
II”H| HPOTMBOHOKa3aHMﬂMM K TUMOKTOMUHA

AnsoTca TKenble comaTnyeckme 3aboneBaHusi NaLWMEHTOB, a
Takke ocTpas dpasza MMacTeHUN (BblpaXKeHHbIE, HE
KOMMNEHCMPOBaHHbIE ByNbOapHbIEe HAPYLLEHUS, a TaKxKe
HaxoXxaeHne 60nbHOro B Kpnae). TMM3KToMuUS
HeLenecoobpasHa y 00nbHbIX, ANUTENbLHO CTpadatowmx
MMUacTeHnen Npu cTabunbHOM ee TeYEHUN, a Takke npu
noKanbHOM rnasHon doopme MnacteHun. [IpoTneonokasaHo y
aeten n B nybeptatHOM nepuoae.

a) amari ebiOerieHUs 5iegou 00U 8UJTI0HKOBOU XXerle3bl

0) ebiOerieHUe weuHo20 omaersia 8USI04KOB8OU XKerle3bl



Cnacmndoo 3a BHMMaHue




