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KnuHnyeckuin cnyyaii / Clinical case
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Pesiome

Muactenus rpasuc (Ml npencraBnseT coboi ayToMMMyHHOe 3aboneBaHue, XxapakTepusytrolieecs 06pa3oBaHMEM aHTUTEN K MOCT-
CUMHaANTMYeCckoM MemMbpaHe HEPBHO-MbIWEYHOTO CMHAMNca B NPOM3BO/bHbLIX Mblwlax. Cpean Bcex npossnenuii Ml Hanbonee
TSOKENbIM SBASETCA AbIXaTeNbHas AMCPYHKLMS, BO3SHUKAKOLWASA Kak cnefcTBue cnaboctu anadparmbl, MexxpebepHbix U BCMoMora-
TeNbHbIX MbILLL, @ TaKXKe MbILUL, IOTKM U ropTaHu. lNpoBeaeH aHanm3 AbiXaTeNbHblX HAPYLIEHWI Yy NaUMeHTKU 29 neT, cTpajatoLeit
BbICOKOAKTMBHOM pedpaKkTepHOM reHepann3oBaHHOM MI C tOBEHUAbHBIM LEeOKTOM U HaNMUMEM aHTUTEN K ALETUIXONMHOBOMY
peuenTopy. M3yyeHbl MoKasaTenu CnMpoMeTpun, UMMyAbCHOM OCLUNNIOMETPUN, ANPPY3MOHHOM CNOCOBHOCTM NErkux, a Takxke Cubl
[bIXaTeNbHbIX MbILUL,. BbiiBNEHO BblpakeHHOE HapyLleHMe CUbl LbIXaTeNbHbIX MbILL, @ TAKXKE NPU3HAKM BPOHXMANbHOW acTMbl
C Npeo6nafaoLLMM NOPAXKEHUEM MENTKMX AbIXATeNbHbIX MyTEMH, KOTOPas, BEPOSTHO, ABASETCA ayTOMMMYHHbBIM KOMOPOUAHbLIM COCTO-
SHWEM U NpeacTaBnseT coboi He303MHOPUbHbIM IHAOTUMN BOCMANEHUS AbIXaTebHbIX NyTei. [auneHTka Havyana nonyyaTb TapreT-
HYIO MMMYHONOMMYECKY0 Tepanui MMAcTeHUM MOHOKIOHAbHbIMK aHTUTenamMu K C5-KOMMNOHeHTY KoMnneMeHTa. lNocne Havana
Tepanuu GyHKLUMOHaNbHAs OLEHKA AbIXaTeNbHOM CUCTEMbI Oblna NPOBEAEHA B LMHAMMKE, BbISBIEHO Y/yyLlEHWUE PecnMpaToOpHOM
DYHKLMU MO NOKA3ATENIM: XKM3HEHHAS €MKOCTb NIErKmnx, GOPCUPOBAHHASN KM3HEHHAS EMKOCTb IErKMX U 06beM GOPCUPOBAHHOIO
BbI0X3, AN dY3MOHHAA CNOCOBHOCTb NErkux, 4To NOAYEPKMBAET POsib MHIMOUTOPOB KOMMIEMEHTA B IeHEHUU HEPBHO-MbILLIEYHOW
amcdyHkumm. OnHaKo nokasaTenu Cubl MHCIMPATOPHbIX M 3KCMMPATOPHbLIX MbIWL, (MAaKCMManbHOE AaBNEeHWE HA BAOXE U BblAO-
Xe) He uaMeHunuco. ccnepoBaHme GyHKLMKM BHELHETO AbIXaHWUS SBASETCS HEOOXOAUMBIM YCII0BUEM A1 YTOUHEHMS COCTOSHUA
[bIXaTeNbHOM CUCTEMbI, CUbI MbILLIL, UCKIOYEHUS CONMYTCTBYIOLLEN NaTONOrMKU Nerkmx u GpoHX0B, @ UCCNefoBaHME NApaMeTPoB
[bIXaHWS B AMHAMMKe N03BONSET 06bEKTUBU3UPOBATb IPPEKTUBHOCTL TAPreTHOW Tepanuu.
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Abstract

Myasthenia gravis (MG) is an autoimmune disease characterized by the formation of antibodies to the postsynaptic membrane
of the neuromuscular junction in voluntary muscles. Among all manifestations of MG, the most severe is respiratory dysfunc-
tion, which results from the weakness of the diaphragm, intercostal and accessory muscles, as well as pharyngeal and laryn-
geal muscles. An analysis of respiratory disorders was conducted in a 29-year-old female patient suffering from highly active,
refractory, generalized MG with juvenile onset and anti-acetylcholine receptor antibodies. Parameters of spirometry, impulse
oscillometry, lung diffusion capacity (DLCO), and respiratory muscle strength were studied. Significant impairment of respira-
tory muscle strength was revealed, along with signs of bronchial asthma with predominant small airway involvement, which
is likely an autoimmune comorbid condition and represents a non-eosinophilic endotype of airway inflammation. The patient
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began receiving targeted immunological therapy for myasthenia with monoclonal antibodies against the C5 complement
component. After the initiation of therapy, a dynamic functional assessment of the respiratory system was conducted, revealing
an improvement in respiratory function based on parameters such as vital capacity, forced vital capacity and forced expiratory
volume in one second, and DLCO, which highlights the role of complement inhibitors in treating neuromuscular dysfunction.
However, parameters of inspiratory and expiratory muscle strength (maximal inspiratory and expiratory pressures, MIP and MEP)
did not change. Pulmonary function testing is essential for clarifying the state of the respiratory system and muscle strength,
ruling out concomitant lung and bronchial pathology, while dynamic assessment of respiratory parameters allows for objective
evaluation of the efficacy of targeted therapy.

Keywords: myasthenia gravis, respiratory disorders, myasthenic crisis, C5 complement component inhibitor, eculizumab, bron-
chial obstruction, small airway asthma
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BBELOEHME

MuacteHus rpasuc (Ml - ayToMMMyHHOe 3aboneBaHue,
npy KOTOPOM aHTMUTeNna MpOTMB MOCTCMHANTUYECKON MEM-
HpaHbl B HEPBHO-MbILIEYHOM CUMHAMCe NPUBOAAT K cnaboctu
CKeNeTHbIX U ObiXaTenbHbiX Mbiwl. Mpn Ml MoxeT Habnto-
[laTbCs NOPaXKeHWe Kak MHCMMPATOPHBIX MbIWL (anadpar-
Mbl, HAPYXXHbIX MexXpebepHbIX), TaK U IKCMMPATOPHbLIX MblLLLL
(BHYTpEHHMX MexpebepHbIX, MbllWL, nepefHeln BpoLWHOM
CTEHKM) C pa3BUTUEM PECTPUKTMBHOIO TUMA AbIXaTeNbHOWM
HeLoCTaTOYHOCTW. PecnMpaTopHble HapyLLeHUs SBASIOTCS Of-
HWUM U3 Hanbonee cepbe3HbIX KIMHUYECKUX CUMMTOMOB 3a-
6oneBaHMs M B Cy4Yae pa3BMTMS MUACTEHMYECKOTO KpU3a
NpeacTaBnftoT OCHOBHYIO Yrpo3y AN XM3HM nauueHTa. Heob-
XOLMMO OTMETUTb, YTO AblXaTeNbHble PACCTPOICTBA NPU AaH-
HOM 3aboneBaHMM MOryT 6biTb 06YCIOBNEHBI MHOTMMM NpU-
unHamu. CneunduUYeckMMm NaToreHHbIMU GakTopamu Cyxat
aHTMTENa K HUKOTMHOBOMY aLETUAXOAMHOBOMY peLenTopy
(AXP), MbilweyHoOW cneuuduyeckon TMpO3nMHKMHa3e (muscle-
specific tyrosine kinase, MuSK), nnnonpotenH-cBI3aHHOMY
6enky 4 (lipoprotein receptor-related protein 4, LRP4) [1].
AHTU-AXP aHTUTENa aKTUBMPYIOT CUCTEMY KOMIJIEMEHTA, MPU-
BOAS K GOpPMMPOBaHMIO MeMBpaHOoaTaKyloLWero KoMnaek-
ca (MAK) 1 nospexaeHunio HepBHO-MbILLEYHOrO CHHanca [2].
[MoMKMMO HenocpeacTBEHHOMO MUACTEHUYECKOTO MOPaXEHUS,
K LbIXaTeNbHbIM pacCTPOMCTBAM MOTYT MPUBOLAMTbL CONYTCTBY-
foLLMEe XpOHUYecKMe 3aboneBaHns BPOHXONEroYHOM CUCTEMBI
(BpoHxuanbHasg actMa, XpoHuyeckas 06CcTpyKTMBHas 6onesHb
Nerkux), MHTEpKYPPEHTHbIE UHMEKLMU Ha POHE MMMYHOCY-
NPpeccMBHOM Tepanuu [3], cTeponaHas MMONaTus Npu aau-
TeNbHOM NpuMeHeHun rokokoptukoctepomaos (MKC), nato-
reHeTM4eCKMX NpenapaToB NePBOM NUHMM [4].

HecMoOTpa Ha OYEBMAHYIO BAXHOCTb OLEHKM Hanu4yums,
XapakTepa W BbIPAXXEHHOCTU PeCcrnMpaTOPHbIX HApPYLUEHW
npu MI, CTaHAAPTU3MPOBAHHbIN ANTOPUTM UX BbISIBIEHUS HE
pa3paboTaH. Kak npaBmno, s OUEHKM AblXaTeNbHOM dyHK-
LM npu Ml NPUMEHSHTCS KIIMHUYECKME METOAbI: TECT C NoA-
CYETOM OJHOTO AbIXaHWS, MOAMDULMPOBAHHAS LWKANA OLEHKM
onbiwky CoBeTa N0 MeaAMUMHCKUM mccnepoBaHuam (Modified
Medical Research Council, MMRC), oueHKa CUAbl MbILULL WeW.
Bo3MOxHble MHCTPYMEeHTaNbHble METOABI BKIKOUAOT CMMpOMe-
TPUIO C OLLEHKOM CnefytoLmx nokasatenei: GopcMpoBaHHas
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XM3HeHHas eMKocTb nerkux (forced vital capacity, FVC), 06b-
eM (hOpCMPOBaHHOIO BbILOXA 3a NepByto cekyHay (forced ex-
piratory volume in 1 sec, FEV1), nukoBas CKOpoCTb BblA0OXa
(peak expiratory flow, PEF), MakcuManbHOe faBneHue Ha BAO-
xe (maximal inspiratory pressure, MIP) n MmakcumanbHoe aaB-
neHve Ha Bblgoxe (Mmaximal expiratory pressure, MEP) [5, 6],
a TaKXe OLEHKY NMMKOBOM CKOPOCTU Kawng [7]. MmMnynbcHas
OCLMANOMETPMS NO3BONSET U3Y4YUTb MPOXOAMMOCTb AblXa-
TenbHbIX NyTel 1 npoBecTn AnddepeHLManbHy ANarHoCcTu-
Ky C BpoHxoneroyHoi natonoruein [8].

Ewe ooHOM BaXHOW, HO HELOCTAaTOMHO M3YYEHHOM Npo-
6nemMoit ABNSeTCS OLEHKA LMHAMUKKM PECMPATOPHbIX Hapy-
WeHni Ha hoHe Tepanun, ocobeHHO B KOHTEKCTe onpeaene-
Hus ee 3ODEKTUBHOCTM M HEOBXOAMMOCTH NEPEKIYEHUS Ha
NeYyeHne HOBbIMM TapreTHbIMK Npenaparamu.

MNpeacTaBneHHoe KAMHUYeCKoe HabntoaeHe AeMOHCTPU-
pyeT 0COBEHHOCTH AbIXaTeNbHbIX PACCTPOMCTB Y MALMEHTKM
C TsHKenbIM TedeHneM MI, a Takke M3MEHEHME UX BbIPaXKeH-
HOCTM B NepBble 3 MecC. 1evyeHns NpenapaTtoM 3Kyan3ymab
(MHrMbuTop C5-KOMMOHEHTA KOMMIEMEHTA).

KJIMHUYECKUIA CNYYANA

MaumeHTKa, 29 net, nebrot Ml 16 net (2012 r.) co cnabo-
CTW KOHEYHOCTEN, MMMUYECKMX M BynbOapHbIX MbILLL, OAbIL-
Ku. YcTaHoBNeH nuarHo3 MI; BnocnencTsmMm BbiSIBAEH Bbl-
COKMI TUTp aHTWUTeN K aueTunxonuHy. Yepes rog (2013 r.)
npoBeaeHa TMM3KTOMMS MO NOBOAY TMMOMbI, MPK 3TOM Cylle-
CTBEHHOrO 3 dekTa AOCTUrHYTO He bbino. [Monyyana npegHu-
30/10H B TeyeHue 13 net 6e3 BO3IMOXHOCTM NMOMHOM OTMEHbI
M3-33 yCUNEHUS CMMMATOMOB; NOCAEA0BaTeNbHOE Ha3Haye-
HME a3aTMOMNPUHA U LMKIOCMOPUHA HE MPUBENO K yayyLle-
Huto. B TeyeHune Bcero neprofa HabnAEHUS COCTOSHKUE CO-
OTBETCTBOBaNO knaccam Tsxectn llIb-1Vb no knuHuueckow
knaccudumkaummn Myasthenia Gravis Foundation of Ameri-
ca (MGFA), roe knacc | cooTBeTCTBYET M30/IMPOBAHHbLIM Na3-
HbIM CMMMNTOMaM, a knacc V — HeobXoaMMOCTU MHTYDaLmMK.
KpoMme TOro, 3apeructpupoBaHo 8 MMacTEHUYECKUX KPU30B,
noTpeb0oBaBLWMX NPOBEAEHUS UCKYCCTBEHHOW BEHTUNALMK
nerkux u nnasmadepesa. 0coboro BHMUMaHUA 3acNyxmBa-
eT Kpu3 Bo Bpems bepemeHHoct B 2017 r., noTpeboBaBsLUniA
3KCTPEHHOrO KecapeBa CevyeHus u aautenbHoi (30 gHew)
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pecnMpaTopHOM NOAAEPXKKM C TpaxeocTomunen. OTMeYanuch
peLManBUpYIOLLME MHEBMOHMU, BbI3BAHHbIE MONMPE3UCTEHT-
HbiMK BO3byauTenamu (Klebsiella pneumoniae, Pseudomonas
aeruginosa, Acinetobacter baumannii.

pu amMbynaTopHbIX BU3UTAX U BO BPEMS roCnmTanm3aumi
nauMeHTKa NpeabsaBasaa akTMBHbIE Xanobbl Ha OAbILLIKY, YTO
MOCNYXXMNO OCHOBAHWEM L1 MPOBeAeHUS AeTaNbHOro uccne-
[LOBaHWUA PeCnmnpaTopHON byHKLMUK.

B ¢espane 2025 a. (8usum 1) COCTOSHWE NALMEHTKM OCTaBa-
NOCb TSHKENBIM: BbIPKEHHbIN BynbbapHbIi CMHAPOM, TeTpana-
pe3 (MGFA 1VB).[poBeaeHo nccnenoBaHne GyHKLUM BHeLIHe-
ro AbixaHus (PBL): cnnpomeTpums, UMNynbCHas OCLMANOMETPUS,
6oamnneTuamorpadums, onpenenexHne auddy3noHHoM cnocob-
HOCTW NIErKUX U U3MEpeHUe MaKCUMarbHOTO AABNEHMS Ha BLO-
Xe W BblAOXe (OLEHKa CWbl AblXaTenbHblX MblwL). Mccnenosa-
Hue npoBoamMnoch Ha annapate Cosmed C MCMOb30BaHUEM
CUCTEM AOMKHBIX BENMMYMH: ANS UMMYIBCHOM OCUMNIOMETPUN —
Oostveen, Hantos, ong cnupometpumn — Global Lung Function
Initiative (GLI), ans 6ogmunnetmamorpacdum — GLI (Lung Volume,
BBox), ang anddysmoHHon cnocobHoctn nerkmx — GLI (diffus-
ing capacity of the lungs for carbon monoxide, DLCO), ans
MaKcuMManbHoro aasnexnuns — Evans. CnupomeTpus BbisBUNA
nerkyto pecrpukumio (FVC = 75%, FEV1 - 79%) npu Hopmanb-
HoM cooTHowenun FEV1/FVC 89,5%. UmnynbcHag ocumnno-
MeTpUa NPOAEMOHCTPUPOBANa yBEIMYEHNE PECNIMPATOPHOro
conpotusnenuns Ha yactote 5 My (R5) no 145%, HopmanbHoe
3HayeHue conpoTueneHns Ha yacrote 20 My (R20) — 97%, cHu-
XEHWe peakTMBHOro ConpoTueneHus Ha Yactote 5 T (X5) po
120%, yBennyeHue 0bnactv peakTMBHOIO CONPOTUBAEHUS (AX)
0 437% v pe3oHaHCHOM YacToTbl (Fres) po 185%, uto xapak-
TEPHO ANs 0O6CTPYKLMM MENKMX AblXaTeNbHblX NyTei. bogmnne-
TM3Morpadus BbISIBUNA CHUXKEHWE XXM3HEHHOM eMKOCTU Nerkmnx
(vital capacity, VC) Ha ¢oHe HOpManbHOrO 3Ha4YeHMs 0CTaTou-
Horo obveMa nerkux (residual volume, RV), nerkoe cHmxe-
Hue obLier emkocTu nerkux (total lung capacity, TLC) - 70%.
Onpepnenenve anddy3MoOHHOW CNOCOBHOCTHU NErkMX Mokasa-
Nno HopManbHoe 3HadeHne DLCO B coyeTaHUM CO CHUXKEHUEM
anbBeonspHoro obbema (alveolar volume, VA) - 77% v Hop-
ManbHbIM nokasatenem KCO (coefficient for carbon monoxide)
(DLCO/VA), 4tO CBMAOETENLCTBYET O HANIMUMM HEPBHO-MbILLEY-
HOW AncdyHKUMM. MiccnefoBaHME MaKCMMAbHOTO LaBNEHMS HA
BOXE M BblA0OXe NPOAEMOHCTPMPOBANO KpaWHe TsKenoe CHU-
YXEHWEe CUNbl IKCNUpaTopHOM Myckynatypsbl (MEP) — 17% v k-
cnupatopHow Myckynatypsl (MIP) — 18%.

MauuneHTka Bblna rocNUTanM3npoBaHa AN NpoBefAeHUs
nnasmadepesa, KOTOPbIA OKa3an BPEMEHHbIN NONOXKMUTENb-
HbIR 3 dekT.

Buzum 2 (mapm 2025 2., yepe3 2 Hed. nocae naamage-
pe3a). Npu 06bEKTUBHOM OCMOTPE COXPAHANCS BblIPAXKEH-
HbIi BynbOapHbIA CUHAPOM, Nerkuin TeTpanapes 1 AbixaTesb-
Hble pacCTPOWMCTBA, YTO COOTBETCTBOBANO KNACCY TSAXKECTU
IVB no MGFA. MynbTcnupanbHas KoMMboTEpHas ToOMorpa-
¢dwna (MCKT) opraHoB rpygHoOM KneTku BM3yanusupoBsana
04aroBble U3MEHEHMS MO TUMY «MaToBOro crekna» (amdbde-
peHUManbHbIA ANArHO3 Mexay BpOHXMONUTOM M 04aroBOM
NHEBMOHMWEW). Pe3ynbTaTbl GYHKLMOHANBHbIX UCCNeA0BAHMUMA
[bIXaHWS: MPU CMUPOMETPUM COXPAHANUCL NPU3HAKK Ner-
KOW pecTpMKTUBHOW AblXaTenbHOW HegocTaTouHocTu. MNpoba

¢ canbbytamonom (400 MKr) No AaHHBIM CMUPOMETPUM U UM-
NyNAbCHOW OCLMANOMETPMM Bblna OTpULATENBHOW: NPUPOCT
FEV1 coctasun 1% (30 mn). Mo AaHHbIM MMNYAbCHOM OCLMA-
nomeTpun 6bin 3adUKCMPOBAH AMCCOLMMPOBAHHbIA OTBET.
3Hauumoe ysennyeHune X5 Ha 55% roBopuT 0 nmonoxuTens-
HOM OTBETe CO CTOPOHbI 3N1ACTUYECKUX CTPYKTYP NErKMUX U He-
ceT nHdopmaumio 06 06paTUMOCTU OBCTPYKTUBHbLIX M3MEHe-
Hui. OgHaKo He HblAn JOCTUTHYThI KOMMAEKCHbIE KPUTEpUK
NoNoXUTENbHOM Npobbl: CHMXKeHWe R5 Ha 40%, ysenuyenune
X5 Ha 50% u cHuxkeHWe Ax Ha 80% - npoba cunTaeTcs oTpu-
uatenbHor [9]. boannnetnamorpadums: 3HaUMMON AUHAMUKM
Nno CpaBHEHUIO C BU3UTOM 1 He oTMeyeHo. DLCO: 3apernctpum-
poBaHa oTpuuaTenbHas anHamuka. Mokasatens DLCO cHu-
3uncs go 61% ot pomkHoro, VA — no 61%. Cuna abixaTenbHbix
MbILLLL: COXPAHSN0Ch KpUTUYECKoe cHmxkeHne MIP n MEP 6e3
3HauYMMOon AnMHaMukm (18% un 17% cOOTBETCTBEHHO).

Yepes 4 pHa nocne NpoBeLeHMs UCCNefoBaHUI Y NaLu-
EHTKM 3aduKcnpoBaHbl GebpunsHas nnxopaaka (oo 39,0 °C),
HapacTaHue OAbILLIKKU, MPOAYKTUBHbBIA KalleNnb C OTAENEHNEM
FHOMHOM MOKpPOTbI, KaTapasbHble ABNeHUs U 60nb B rPyLHOM
knetke. Ha doHe aMnupuyeckon aHTMBaKTepuanbHOM Tepanmm
0TMeYanach NonoXUTeNbHas AMHAMMKA B BUAE HOPManu3aLumm
TemnepaTypbl Tena, O4HAKO OApILLIKa NPOLOMKaNa Nporpeccu-
poBaTb. 31.03.2025 naumeHTKa Hbl1a 3KCTPEHHO roCAMTaNu-
31pOBaHa B OTAENEHME peaHUMaLMM U MHTEHCMBHOM Tepanum
(OPUT) B CBS3M C HapacTaHWeM AblxaTeNbHOW Hef0CTaTou-
HOCTW M HapyLWeHWeM roTaHus, rae bbina Hayata pecnupa-
TOpHas NOAAEPXKKA (MCKYCCTBEHHAs BEHTUAALMSA Nerkmx, VIBJ)
W 30HO0BOE NUTaHKe. [IMarHoCTMPOBaH MUACTEHUYECKMI KpU3
(BocbMoM no cyety). Mo gaHHbIM KoHTponbHOM MCKT Bepudu-
LMpoBaHa KapTuHa 6poHxuonuTa. CHopMynnpoBaH KIMHUYeE-
CKWUM AMArHo3: MMaCTEHUYECKMI KpU3 Ha QOHEe reHepannso-
BAHHOM MUACTEHWUW; XPOHUYECKWIA THOMHBIA OBCTPYKTUBHBIM
6poHxmT (J44.1), acCOLMMPOBAHHDIN C MONMPE3UCTEHTHON MU-
kpodnopoi (Klebsiella pneumoniae, Pseudomonas aeruginosa,
Acinetobacter baumannii); abiIXaTenbHas HeLOCTaTOYHOCTb CTe-
nexu Ill. HasHayeHa KOMBUHMPOBAHHAs aHTMBaKTepuabHas
Tepanus (MeponeHeMm) u Tepanus NpeLHU3010HOM. Ha ocHo-
BaHMM OMArHO3a «reHepann3oBaHHas BbICOKOAKTUBHAS ped-
pakTepHas AXP-n0o3uTMBHas MUACTEHMS» U NPU OTCYTCTBUM
NPOTUBOMOKA3aHWI BbINO NPUHATO pelleHne 0 Havane Tepa-
MUK MHIMGUTOPOM KOMMIEMEHTA 3KYM3ymMaboMm (Inusapus®,
AO «leHepuym»). JleyeHne NPOBOAMIOCH COMIACHO CTaHAAPT-
HOM CXeMe: HauanbHbIW LMK COCTOSN U3 4 exxeHeaeNbHbIX UH-
dy3ui no 900 Mr ¢ nocnenyWwmMM Nepexofom Ha NOAAEPKN-
BatoLwyto o3y 1200 mr kaxable 14 = 2 aHa. MNepsas MHDy3us
npenapaTa BbIMOMHEHA Ha BTOPOM [eHb MWACTEHUYECKOrO
kpu3a B ycnosuax OPUT. MNposeneHne BTOpoW MHDY3MM Tak-
e He CONPOBOXAANoCh HexenatenbHbiMK aBaeHuamu. OT-
MeyeHa XOopoLas NepeHOCUMOCTb Tepanuu C BblpaKEHHbIM
MONOXMTENbHBIM 3(P(EKTOM — Ha 7-e CyT. NauMeHTKa bbina k-
CTyBMpPOBaHa C BOCCTAHOBNIEHUEM CaMOCTOSITENBHOIO [bIXaHUS
M BO3MOXHOCTbIO NpreMa npoTepTon nuwwm. Yepes 12 aHeit ot
Hayana Kpu3a AOCTUIHYTa CTabunusaums COCTOSHMS, MO3BO-
NMBLIAS MepeBecTU NauMeHTKY B HEBPONOrMYecKoe oTaene-
Hue (MGFA knacc IVb); oueHka no wkane MG-ADL (Myasthenia
Gravis Activities of Daily Living) coctaBuna 16 6annos [10].
pun BbINMCKE COXPaHAnach Tepanus NpegHn30a0HOM 45 Mmr
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yepes [feHb U MMpUaoCTUrMmHom 240 Mmr/cyT, ¢ oTMevaeMon
MONOXMTENBHOM AMHAMMKON B BULE YNYULWEHWS AbIXaHWS, 0-
TaHWA U HApacTaHUS CUMbl B KOHEYHOCTSX MPU COXPaHEHUU
rnasofBuraTenbHbiX U BynbOapHbIX HapyLWeHW.

MNpu KOHTPONbHOM 0bCNenoBaHMKU Yepesz 1 mec. mepanuu
(anpens 2025 2., 8u3um 3) KOHCTaTUPOBAHO COXPaHEHWE HEBPO-
noruveckoro gedpuumta (MG-ADL 16 6annos) npu obbekTuB-
HbIX NMpu3Hakax ynydwenms OBM: Hopmanusaums TLC (84%),
yBeNMYEHNE MHCNUPATOPHOM eMKocTm (Inspiritory Capacity,
IC 73%) Ha GOHe COXPaHAOLLErOCS KPUTUHYECKOTO CHUXEHMS
CUAbI apixatenbHon Myckynatypel (MIP 18%, MEP 17%).

Yepes 2 mec. mepanuu (uroHs 2025 2., 8u3um 4) oTMeyeHa
3HaYMTeNbHAg NONOXMTENbHAS AMHAMMKA: YAYULIEHWE He-
Bponormuyeckoro cratyca (MG-ADL 8 6annoB) C BOCCTaHOB-
NEHWEM Cubl NPOKCMMaNbHOM MyCcKynaTypbl 40 5 6annos,
HOpManu3sauus nokasatenen aAnGOY3nOHHOM CNOCOBHOCTH
nerkmux (DLCO 83%, VA 85%) npu coxpaHsoWweMcs 3Hauu-
TENbHOM CHWXKEHWUM CWAbl AblXaTebHbIX MblwwL, Ha doHe cTa-
6unM3aLmMm COCTOSHUS HA4aTo NMOCTENEHHOE CHUXEHUE [03
NpeaHU30M0Ha U MUPUAOCTUTMUHA.

[OuHamuka nokasatenein OB neTanbHo npencraBneHa
B mabn.1n 2.

OBCY)XXOEHUE

B npencraBneHHOM KNIMHMYECKOM Cllyyae reHepanunso-
BaHHaa AXP-no3nTnBHas MMaCTEHMS C HOBEHUbHBIM Aebto-
TOM XapakTepu3yeTcs NpU3HakaMu BbICOKOM aKTUBHOCTU
M pedpakTepHOCTM K CTaHaapTHOM Tepanuu [11]. OcobeHHo-
CTbtO J@HHOIO HabnLeHMS IBNSIOTCS NepCcUCTUpYoLWme Abl-
XaTenbHble HapyLIEHWS, MOBTOPHbIE MUACTEHUYECKME KPW3bI,
COMpOBOXAABLIMECS Pa3BUTUEM AblXaTeNIbHOW HeaoCTaTou-
HOCTW u TpeboBaBalume nposeneHus MBJI. PecnupatopHblie
PaCcCTPOCTBA NPU MUACTEHUM CITYKAT BAXKHBIM MHAMKATOPOM
TSXKECTM 3ab0NeBaHNS M ero BbICOKOM akTUBHOCTW. [Tpu 3TOM
pecnupaTtopHble Xanobbl Hepeako OCTaTCH HEeA0OLEeHEH-
HbIMK Ha GOHe B6ynbbapHbIX, IMa30ABMraTeNlbHbIX CUMMNTOMOB
WUNKM cnaboctm B KOHEYHOCTaX. Ang nx o6bekTUBHOM OLLEHKM
HeobXxoAMMOo NpoBeLieHne KOMNNEKCHOro nccnenosaHuns OB,

B naHHOM HabnofeHuM npumeHeHne QYHKLMOHANbHbIX
NEroyHbIX TECTOB NO3BOMWMO BbISIBUTb HapyLUEHWE HepB-
HO-MbILLEYHOWM Nepefayn B ApixaTeNibHOM Myckynatype. CHu-
xeHue nokazatenei FVC n FEV1 npu HopManbHOM coOT-
HoweHun FEV1/FVC no gaHHbIM CIMPOMETPUM yKa3biBaeT
Ha PeCcTPUKTMBHbBIA TUN HapyweHUs BeHTUAsUMK. MNpu 3TOM

Ta6nuua 1. JuHaMuka nokasaTenei UMNyAbCHOM OCLMANOMETPUN U CMIMPOMETPUMU
Table 1. Dynamics of impulse oscillometry and spirometry indicators

9 =
( d)eé‘;aj']ﬂa;(;‘zag’f)pe“ 145% 97% 123% 18931y (185%) |  437% | 2490 (75%) | 2,230 (79%) |  89,5%
7 - vepes 2 Hel nocie 181% - 131% - 178% - | 21,431 (209%) - | 690% - | 2,291 (69%)-| 2,00 n (70%) - 87% -
nna3M§ dJepeaap" po npobbl / | ponpobbl/ | Ao npobbl/ [0 npobel / nonpobbl / | [0 npobebl / £o npobel /| [0 Npobbl /
(Mapr 2025 1) 113% - 96% - 80% - 12,24 Ty (120%) - | 148% - 2,19 n(66%) - | 2,02 n (71%) - 92,3 -

P ’ nocsie Npobbl | nocie npobbl | nocnie Npobbl | mocie npobbl | nocie npobbl | nocie Npobbl | Nowie npobbl | Nocie npodbl
3 - yepe3 1 mec. nocne
KpH32 W Havana Tepanu 165% 118% 136% 2(29385/8” 511% %6273/;; 5720/)‘ 89,6%
(anpens 2025 1) . . °
4 - yepes 3 mec. noue
KpW3a W Havyana Tepanuu - - - - %7%%/]; %832%’/; 89,1%
(ioHb 2025 1) N °

[Mpumeyanue. R5 - pecnupaTtopHoe conpoTusnexune Ha yactote 5 i; R20 - pecnimpatopHoe conpoTueeHue Ha Yactote 20 fi; X5 - peakTMBHOE conpoTuBneHue Ha Yactote 5 i
Fres - pe3oHaHcHas yactoTa; Ax — 06nacTb peakTuBHoro conpotueneHus; FVC - GopcupoBaHHas )13HeHHas eMKocTb nerkux; FEV1 — 06bem GpopcMpoBaHHOTO Bblgoxa.

Ta6bnuya 2. lnHamuka nokasatenei 6ogunnetnamorpadum, suddy3noHHOM CNocoBHOCTU Nerkux, MakCMManbHOro AaBleHUs

Ha BOOXE U BblAoXxe

Table 2. Dynamics of bodyplethysmography indicators, lung diffusion capacity, and maximum inspiratory and expiratory pressure

(1¢;§;’aﬂﬂa23gza§’f)p“a 1,79 (82%) | 3,15 (70%) | 0,66 (65%) | 249 (72%) | 136(60%) | 94% | 77% | 120% | 18% | 17%
(ﬁﬁg;gg%é%;ﬂ PO 206 04%) | 361 80% (113'3% (2623) (})85;‘) 61% | 61% | 99% | 24% | 20%
;ap;rgi ‘Eeggﬁz;s“fgéﬁé"nin o0 | om0 | diom | e | gsm | 7| e | 1w | % | o
%}g%a: E?;E%?nggﬁim dn | am | men | o | g | % | 8% | 9% | 2% | 1%

lpumeyarue. FRC - dpyHKUMOHaNbHas octaTouHas eMKocTb; TLC - oblwas emMkocTb nerkux; RV — octatouHblit 06beM nerkux; VC - xusHeHHas eMKocTb nerkux; IC - ob6vem Baoxa; DLCO - anddysmon-
Has cnocobHoCTb nerkux; VA — anbeeonsipHblii 06bem; KCO - otHoweHne DLCO k VA; MIP - MakcumanbHoe uHcnupaTopHoe AaBneHue; MEP - MakcumanbHoe akcnupaTopHoe aaBieHue.
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KPMBas «NOTOK — 06beM» He MMeNa KNacCYeCKMX BU3yasbHbIX
MPU3HAKOB PeCcTPUKLMM, YTO MOATBEPXKAAET ee BTOPUYHbIN
(HeMpoMmbIweyHbI) xapaktep. O HEepPBHO-MbILWEYHOW NPUpPO-
e aMchYHKLUMM TakKe CBUAETENbCTBYIOT pe3ynbTathl 60am-
nnetmuamorpaduu: cHuxeHne VC Ha GoHe HOpMasbHbIX 3Haye-
HuI RV, a Takke gaHHble DLCO - HopManbHble 3HaveHns DLCO
B COYETaHMM CO CHMXKeHMEM VA 1 HOpManbHbIM OTHOLIEHWEM
DLCO « VA (KCO). Kputuueckoe cHuxenne MIP n MEP nog-
TBEPAWIO BbIPAXKEHHYIO C1ABOCTb AbIXaTeNbHbIX MbILLLL.

MeTon MMNYNbCHOM OCLMANIOMETPUM NO3BOAUA ONpene-
NUTb OBCTPYKLMIO HAa YPOBHE MENKMX AbIXaTeNbHbIX MyTen, KO-
TOpas MMena NepcuCTUpYIOLLMIA XapakTep, YTO B COYETaHWUM
€ xanobamu naumeHTkm (YXyaLeHue apixaHus Ha GoHe pecnu-
PaTOPHbIX MHAEKLMIA, 3NM304bl OAbILIKK, AUCTAHTHbIE XPUbI)
M OTATOLLEHHBIM CEMEeWHbIM aHaMHe30M (BpoHXManbHas actMa
y MaTepu) NO3BONSIET CAENATb BbIBOA O HaNMUMM BpPOHXMANb-
HOWM acTMbl C MOPAXEHWEM MENKMX [blXaTenbHbIX nyTen [12].
BaxHo otMeTuTb, 4To Nprem cucteMHbix [KC, nonHocTbio Ky-
nMpys KNacCM4yeckne CUMNTOMBbI acTMbl, MOXKET HE OKa3blBaTb
BbIPKEHHOMO BAMSHUS Ha OOCTPYKLMIO MENKMX AbIXaTeNbHbIX
nyTen. B nx cteHkax BO3MOXHO pa3BUTUE IOKANBHOMO HE303M-
HOMMABLHOIO BOCMANeHMs, NOAAEPXKMBAEMOTO B3aMMOLENCTBU-
€M Mexay CTPYKTYPHbIMU U UIMMYHHBIMW KNEeTKaMu 1 yCUnunBea-
IOLLEroCcs NoA AeiCTB1EM TpUrrepoB (Hanpumep, Bupycos) [13],
4TO NO3BONSIET PACCMATPMBATL AAHHYIO NATONOTMIO KaK MMMYH-
HOoe KOMOPBMAHOE COCTOsHME M 0BBACHAET NepCUCTUPOBaHNE
[bIXaTeNbHOM ANMCHYHKLMM U 0ApILLIKK. TakuM 0bpa3oMm, ans au-
arHOCTUKM AbIXaTeNbHbIX HapyLeHWH Npu MUACTEHMU Hanbo-
nee MHOOPMATUBHbLIM SIBNSETCS KOMMIEKCHOE MCCefoBaHue
®BJ1, Bk/tOYatoLLEE CMMPOMETPUIO, UMMY/IBCHYHD OCLMANOME-
Tpuio, boamnnetnsmorpaduto, onpegenerme anddy3noHHON
CMOCOBHOCTM NErknx U U3mMepeHre MakCMManbHOro MHCMUpa-
TOPHOTO M 3KCMMPATOPHOrO AABNEHMS.

Ocobblii MHTepecC NpeacTaBnsgeT U3ydYeHUe AMHAMUKK pe-
CNUMPATOPHbIX PACCTPOMCTB Ha POHE TAapreTHOM Tepanuu UH-
rméutopamm komnnemeHTa (3Kynnm3ymabom, paBynm3yMabom),
6nokmpytowmmmn obpasosaHne MAK. MNatoreHeTnyeckas obo-
CHOBAHHOCTb TaKOro NOAXOAA NOATBEPXAAETCH 0OHapyxe-
HWEM OTNIOXKEHMIN KOMMOHEHTOB KOMMIEMEHTA B [blXaTesb-
HOWM MyCKynaType npu MmMacteHnm ¢ GOpMMPOBAHMEM CTOMKOM
MbilleyHon cnaboctu [14]. B npeacraBneHHoM Habnwope-
HWM peLleHMe O Hayane Tepanuu 3Kynu3ymabom B mepuog,

MMACTEHMYECKOTO KpM3a BblI0 MPUHSTO C YYETOM MHOIOKpaT-
HOM HE3IPHEKTUBHOCTU CTAHAAPTHOW Tepanuun KpM30B B aHa-
MHe3e, CONpOoBOXAABLLENCS anuTenbHon VIBJT n MHpeKLMOoH-
HbIMU OCNOXHEHUSAMU. [TpuMeHeHWe 3KynnM3ymaba npueeno
K 3HAYUTENIbHOMY KIMHUYECKOMY YAYULIEHUIO U HOPManu3a-
umm paga nokasatenen ®MBL; HexxenaTenbHbIX SBNEHUN He OT-
MeuyeHO. ONbIT NpUMeHeHus 3kynn3ymaba ans KynupoBaHUS
MMWACTEHUYECKOro Kpu3a B nnTepaTtype orpaHuyeH. Hanbo-
Nnee NpenCcTaBUTENbHbIM SBNSETCS OMUCAHWE CEpUM CyYaes,
BK/ItOYaBLLIEN 4 MaUMeHTOB, HaxoamBLIMXCS Ha MIBJ1 B cBa3un
C KpPM30M M NPOAEMOHCTPUPOBABLLMX 3HAYMTENBHOE YNyuLle-
HWE CUAbI TNA3HbIX, IMOTOYHbIX M FTOPTaHHbLIX MbIWL, Ha (HOHe
Tepanuu, Npu 3TOM BOCCTAHOB/IEHWE PECNMPATOPHON DYHK-
LMW pa3BmBanocb MeanexHee [15]. B npeacraeneHHoM Habnto-
[LeHMN Ha POoHe NeyeHns 3KyIn3ymMaboM OTMEYeHO ynyulle-
Hue noka3satenent FVC u FEV1, nonoxutenbHaa amHammka VC
n HopManmsaums DLCO. OgHako nokasatenu Cuibl AbixaTenb-
HbiX Mbiwy, (MIP, MEP) 3HaunMo He M3MEHUAUCb. ITO MOXET
ObITb CBA3aHO C pedpakTePHOCTbIO, BbICOKOW aKTUBHOCTbIO
W ONUTENbHBIM CTaXkeM 3aboneBaHUs, KOTOPbINA, aHaNOrMyYHO
KOHLEMNUMU «BPEMS — 3TO MO3r», ABASETC (HAKTOPOM pucka
CTPYKTYPHOrO M BUOXMMUYECKOTO MNOBPEXAEHUS HEPBHO-MbI-
WweyHoro cuHanca [16]. K pa3suTuio noBpexaeHus abixaTtenb-
HOM MYCKYNaTypbl TaK)Ke MOXET NPUBOAMUTL ANWUTENbHAA Tepa-
nns TKC npu 3HauMTeNbHOM NPOAOMKUTENBHOCTM Bonesnu [4].

3AKJTIOYEHUE

Kak MoxHO 6onee paHHee Hayano ctepounacbeperato-
Lei Tepanuu, B YaCTHOCTU TapreTHOM Tepanuu UHrnbuTopa-
Mu C5-KOMNOHEHTa KOMMAEMEHTA, Y NALMEHTOB C TSXKENbIM
TeYeHMEM MMACTEHUMU COOTBETCTBYET opraHocbeperatolei
KOHLLENUMMU U CBOEBPEMEHHOM 3aLLMTE HEPBHO-MbILLEYHOTO
cuHanca. Tepanuio 3KynM3ymMabom creayeT NpoaoIXXuUTb C Mo-
CTeNeHHOW OTMEHOW NMPUAOCTUIMUMHA BpoMmaa U NpeaHU3o-
NIOHA, @ KOppeKUMa nevyeHns KoMopouaHon BpoHXManbHOM
aCTMbl C NOPAKEHUEM MENKUX AblXaTeNlbHbIX MyTel co3naet
[LONONHUTENbHbIE BO3MOXHOCTM AJ19 BOCCTAHOBNEHMS [bIXa-
TeNIbHOM DYHKLMN.
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