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Tenepanuzosannas muacmenus epasuc — 3mMo XpoHutecKkoe aymouMMyHHoe 3a001e6anue, KOMopoe 0nocpedo8ano amakoil Ha cmpyKmy-
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Generalized myasthenia gravis is a chronic autoimmune disorder characterized by an attack on the structures of the neuromuscular junction
and by fluctuating muscle weakness and pathological fatigue, involving the ocular, bulbar, respiratory and skeletal muscles. Modern treatment
of generalized myasthenia gravis aims to achieve sustained control of the disease, reduce the risk of exacerbations and myasthenic crises, and
maintain the patient's quality of life. Some patients continue to experience a significant burden of disease, reduced daily activity, a need for long-
term immunosuppressive therapy, and a risk of developing adverse events. A personalized approach to the treatment of generalized myasthenia
gravis should take into account serological status, disease activity, the frequency of exacerbations, comorbidities, tolerance to treatment, the pos-
sibility of reducing the dose of glucocorticoids, and the patient's preferences.

Keywords: myasthenia gravis; generalized myasthenia; treatment; personalized approach; quality of life.
Contact: Tatyana Mikhailovna Alekseeva; atmspb@mail.ru

Hesponoeus, neiiponcuxuampus, ncuxocomamuka. 2026, 18(4):122— 127 122



Ob30Pbl/ REVIEWS

For citations: Boyko OV, Alekseeva TM, Gilvanova OV, Kasatkin DS, Korobko DS, Marskaya NA, Rudenko DI. A personalized approach
to the treatment of generalized myasthenia gravis. Nevrologiya, neiropsikhiatriya, psikhosomatika = Neurology, Neuropsychiatry,
Psychosomatics. 2026;18(4):122—127. https.//doi.org/10.14412/2074-2711-2026-4-122-127

MmuacteHus rpaBuc (myasthenia gravis) — 3To Kiaccuye-
CKO€ ayTOMMMYHHOE 3a00JieBaHNe, KIMHUIECKUE TTPOSIBICHMUS
KOTOPOTO B BUIE CJIA0OCTU U TATOJOTUIECKON YyTOMIISIEMOCTH
00YCIIOBJIEHBI SIBIIEHUSIMU ayTOATrpecCu ¢ 00pa3oBaHUEM ayTO-
AHTUTEJT, HAITPaBJIEHHBIX K Pa3IMYHBIM aHTUTEHHBIM MUIIIEHIM
nepudepruyeckoro HeiipomoTopHoro amrapara [1—8]. Tenepa-
JIM30BaHHasi hopMa MUACTEHUU UMEET OCOOYI0 KIIMHUYECKYIO
3HAYMMOCTh, TTOCKOJIBKY acCOIMMPOBAaHAa C BBHICOKUM PHCKOM
Pa3BUTHSI MUACTEHUYECKUX KPU30B, KOTOPBIE SIBIISTIOTCS KU3HE-
YIPOXAIOLIMMU COCTOSIHUSIMU M TPeOYIOT HEOTJIOXKHOW Tepa-
M1U, BKJIIOYAsl PECIIMPATOPHYIO MOAIEPKKY, MJIa3MOOOMEH WU
MpUMEHEHUE BHYTPUBEHHBIX MMMYHOrI00yanHoB (BBUT) [2,
9, 10].

3a mocyieHNe NeCSITUIETUSI pa3BUTHE HEMPOMMMYHOIIO-
TUW CYIIECTBEHHO W3MEHWIO TIPENCTaBIeHUSI O TaToTeHe3e
ayTOMMMYHHBIX HEBpOJIOTHUeCKuX 3aboneBaHuii. Unentudu-
Kalys ayTOAaHTUTEJN, aCCOMUPOBAHHBIX C TIOpaXKEHNEeM HEepB-
HOW CHUCTEMBI, MO3BOJIWJIA ITOBBICUTh TOYHOCTh NTUArHOCTUKU
U YCKOPUTb TTOCTAHOBKY auarHo3sa [3, 4, 11].

[To Mepe HAKOTUIEHUST TAaHHBIX O POJIA ayTOAHTUTE, KOM-
MJIEMEHTa W IPYTMX 3BEHbEB ayTOMMMYHHOIO OTBETa MOIXO[
K JICYEHUIO TeHepaiu3oBaHHOI MuacteHun rpasuc (I'MTI) no-
CTENIeHHO CMeIllaeTcsl OT TeHepalu30BaHHONW MMMYHOCYIIpec-
cuu K 6ojiee nuddepeHIMPOBaHHOMY U MATOTEHETUYECKH OpH-
€HTUPOBaHHOMY BbIOOpY Tepanuu [4, 7, 12—14].

TpanuumonHas tepanusi [ MI' BKiItouaeT aHTUXOJUHACTE-
pasHble Tipernaparsl, rmokokopTukouas! (I'K), mmMyHocympec-
CaHTBI, TUMAIKTOMUIO, a Takxke BBUI, y oTnenbHbIX Kateropuii
MaIMeHTOB — JOTOJIHUTETbHO Tuta3MoooMeH. [losiBneHue tap-
TeTHBIX TTPeTiapaToB MO3BOJIMJIO BO3IEHCTBOBATh HA OTIEIbHBIE
3BeHbsSI UMMYHOIATOTeHe3a 3a00JieBaHUsSI W PACIIMPUIO BO3-
MOXHOCTH JICYCHUST TTAallMEHTOB C HEIOCTaTOYHBIM KOHTPOJIEM
aKTUBHOCTH 3a00JieBaHUsI MPU MCMOJIb30BAaHUU CTaHIApTHOMN
Tepanuu |2, 8, 14].

HepeweHHbie BONPOCHl COBPEMEHHOH

KNAMHNYECKON NPAKTHRM

Benenue nmauuentos ¢ 'MI TpeOyeT nmepcoHaiM3upoBaH-
HOU OLIEHKN KIMHUYECKUX U MMMYHOJIOTUIECKUX XapaKTepu-
CTHK 3200JIeBaHMSI, TTIOCKOJIBKY BBIOOD TepaIruy JOKEH YUUThI-
BaTh HE TOJILKO TSKECTh KITMHUIECKUX TIPOSIBICHUI, HO U aK-
TUBHOCTb 3a00JieBaHUS, CEPOJIOTMUYECKUI CTAaTyCc, BO3pacT Ma-
LIMEHTA, MAaTOJOTUIO0 TUMYCa, KOMOPOUIHOCTb U OTBET Ha Mpe/-
mecTByoliee jJedyeHue [2, 7]. OnHoOU U3 aKTyaJbHBIX MPOOIeM
SIBJISIETCSI HecBOoeBpeMeHHasi nuarHoctuka ['MI, mockonbky
KJIMHUYECKUe MPOSIBJIEHUSI Pa3HOOOPa3Hbl U MOTYT BKJIIOYATh
[J1a30/1BUTaTeIbHbIE PACCTPOICTBA, MTO3, C1a00CTh U MATOJIOTU-
YeCcKyl0 YTOMJIIEMOCTh MUMUYECKHUX, KEBAaTeIbHbBIX U CKeNeT-
HBIX MBI, a B TSDKEIBIX CIAydasXx — CIabOCTh JIbIXaTeIbHbIX
b [3, 5, 9]. JlomoTHUTENbHYIO CIOXHOCTD JIST AMATHOCTU-
KU TIpeACTaBIIsIeT MITIOKTYUPYIONINI XapakTep CUMIITOMOB: BbI-
PaXXEHHOCTh YTOMJISIEMOCTH MOXET U3MEHSIThCS B TeUSHUE THS,
YCUJIMBATBCS Toce (pUu3nueckoil Harpy3ku, Ha (hoHe cTpecca,
TpreMa JIeKapCTBEHHBIX TMPENapaToB MM W3MEHEHUS CXeMBbI
tepanuu [1, 3, 9]. OnHako gaxe NMpU YCTAHOBJIEHHOM IMAarHO3e

123

y 4acTH MAlMeHTOB Ha (hOHE TTPOBOANMON TPATAULIMOHHOU Tepa-
MU CUMIITOMBI 3a00JIeBaHUSI OCTAIOTCSI HEAOCTAaTOUHO CKOM-
TMEHCUPOBAaHHBIMU U COXPaHSIETCS 3HaUYMMOe Opems 3aboeBa-
HUSI, BKJTIOYAsl OTpaHUYeHNE TTIOBCEIHEBHOM aKTUBHOCTH, CHU-
JKEHUEe TPYIOCIIOCOOHOCTH, UTO CYIIECTBEHHO HAapyIllaeT dMO-
LIMOHATTLHOE COCTOSTHUE W CO3/IaeT HEYIOBIETBOPEHHOCTh TeKY-
LM KOHTPOJIEM CUMIITOMOB [4].

Poccuiickue vccienoBaHus TaKKe MOATBEPXKAAIOT 3HAYM -
MO€ MEIMKO-COIIMaTbHOe OpeMsi MUACTEHUM B pealbHON KIIM-
HUYECKOI MpakTUKe. B ccaenoBaHuu, B KOTOPOM y4acTBOBaIU
622 manueHTa ¢ MuacTeHuen u3 26 peruoHos Poccuiickoit de-
Jepalty, XEHIIUHBI cocTaBIsuin 65,3% BbIOOpPKM, 58% maiu-
€HTOB ObUIM B Bo3pacTe 55 jieT u crapiite, a 76% uMesin COmyTCT-
BYIOLLIME XpOHUUECcKUe 3a0osieBaHus [15]. MHBaIMIHOCTD ObL1a
ycraHosieHa y 48,7% maunenroB. HazHaueHHYIO JIeKapCTBEH-
HyI0 Tepanuio nonaydainu 89,2% ompolleHHbIX, onqHako 49,2%
WCITBITBIBAIN CJIOKHOCTHU, CBSI3aHHBIE C JIEKAPCTBEHHBIM Jieue-
HUeM; Hanbosiee 4acToit MmpoobaeMoii ObLIM Mepedou ¢ JIeKapCT-
BEHHBIM obecIieueHreM, OTMeueHHbIe 36,6% mauueHToB [15].

[Ipy HEMOJHOM KOHTPOJIE aKTUBHOCTU 3a00JIeBaHUS TPe-
OyeTcst peryisipHasi olieHKa 3(p(OeKTMBHOCTU U 0e30MacHOCTH
Tepanuu, MOoCKOJbKY He0CTaTOYHAsI KOMITEHCAllMsi CUMIITTOMOB
MMACTEHUU MOXET yrpoXaThb pa3BUTHUEM O0OCTPEHUIT K MUACTe-
HUYECKMX Kpu30B. [Ipu 3TOM BO3HMKAaeT HEOOXOAUMOCTh MPO-
TIOJDKEHUS [UTUTEIbHONM MMMYHOCYIIPECCUBHOM Teparuu, KOTO-
past COTpsTKeHa ¢ pa3BUTHEM IIIMPOKOTO CIIEKTpa HeKesaTelb-
HBIX SIBJICHUI 1 CHIDKGHUEM KadyecTBa XKU3HM TatneHTa [4, 7, §].

OueHka KoHTpona 3aboneBanunsa

W KPUTEPUN HEOOCTATOYHOIO OTBETa

[1aBHOI 11€JTbI0 COBPEeMEHHOM Tepanii MUACTEHUY STBJISI-
€TCsl JIOCTVDKEHUE HAWIYYIlero KOHTPOJS Hal KIMHUISCKUMU
MPOSIBJICHUSIMU 3a00J1€BaHUsI, BOCCTAHOBJICHMS KauecTBa K13~
HU TAIIMEHTOB MPY MUHUMU3ALUU HeXeJlaTelbHbIX 3(hdekToB
tepanuu. OlLeHKa KOHTPOJISI OIKHA ObITh KOMIUIEKCHOM, MO-
CKOJIBKY TOJIbKO KJIMHMYECKUI OCMOTp He BCeraa oTpaxaer pe-
QJIbHYI0 BBIPAXXEHHOCTh CUMIITOMOB U TSKECTh 3a00JieBaHUS
y ManyeHTa ¢ QIIOKTYUPYIOIINM TedeHueM 6osie3Hu |2, §].

B KJIMHUYECKUX UCCIACIOBAHUSX U PEATbHON TPAKTUKE
WCTIONB3YIOTCSI pa3IUYHble WHCTPYMEHTHI OIIEHKM, BKITIOYast
knaccudukanio MGFA (Myasthenia Gravis Foundation of
America), mkany MG-ADL (Myasthenia Gravis Activities of
Daily Living), xonuuectBeHHyo umikairy QMG (Quantitative
Myasthenia Gravis Score), KOMIO3UTHbBIE LIKAJIbl U [TOKa3aTeIu
KayecTBa Xu3HU. Hanbonee 000CHOBAaHHBIM SIBJISIETCSI COUETa-
HUE TaHHbBIX, MOJYYEHHbIX HA OCHOBAaHWHU BpaueOHOM OIICHKU,
MalMeHT-OPUEHTUPOBAHHBIX IIKAJI, JAHHBIX O YaCTOTE MUACTE-
HUYECKUX KPU30B, MOTPEOHOCTH B HEOTIOXHOM Teparnuu, Ha-
JIMYMsI OTBETA Ha MPOBOIUMYIO TEPAIUIO U €€ TePeHOCUMOCTH
[2, 16].

B coBpeMeHHBIX MOIX0AaX K BEACHUIO MUACTCHUM OOJIb-
11oe 3HaYeHNe UMeeT He TOIbKO OlleHKa TSKeCT! 3a00IeBaHus,
HO ¥ OTIpelieJIeHre YPOBHST KOHTPOJIST HaJl 3aboieBaHueM. B co-
OTBETCTBUU C HEMEIKUMU KIMHUYECKUMU DPEKOMEHIAISIMU
MOXHO BBIIEJIUTH HECKOJIBKO YPOBHE KOHTPOJIS: TTOJTHBIN KOH-
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TPOJTb 3a00JIeBaHMS, TIOJHBIN KOHTPOJIb ¢ MUHUMAJTbHBIMU OC-
TATOYHBIMM TIPOSIBJICHUSIMU (6€3 OOHapyXMBaeMOl aKTUBHO-
CTH), HETIOJTHBIM KOHTPOJIb C COXPaHSTIOIIMMMCS UJTH BHOBb BO3-
HUKAOIIUMHA KITMHUYECKUMU TTPOSIBICHUSIMU, @ TAKKE OTCYTCT-
BUE KOHTPOJISI MPU BICOKOI aKTUBHOCTU 3a00JIeBaHUsI, pa3BU-
TUM O0OCTPEHMI, MUACTEHUYECKMX KPU30B WJIM PE3UCTECHTHO-
CTH K Tepanuu [7].

Hepnocrarounblit KoHTpoab npu I'MIT — 310 cocrosiHue,
MpH1 KOTOPOM Ha (OHE MPOBOAMMOI CTaHIAPTHON MMMYHOCY-
npeccuBHoi Tepanuu ('K + kak MUHUMYM OIWH MMMYHOCY-
MpeccaHT BTOPOI TMHUU, HAIIPUMED a3aTUONIPUH VI MUKOdEe-
HoJslata MOGeTHI) B afeKBaTHBIX J03aX M B TEYCHUE JOCTATOY-
HOro BpeMeHU (0ObIYHO He MeHee 6—12 Mec) y maLueHTa coxpa-
HSIEeTCSl yMEepeHHasT WIK TsKeslasi MbIIeuHast C1abocTh, OTpaHu-
YUBalolas TOBCEIHEBHYIO aKTMBHOCTb. B KOJIMUYeCTBEHHBIX
[IKaJlaX 3TO YaCTO COOTBETCTBYET CyMMe OaJlJIoB >6 1O OMpoc-
Huky MG-ADL wiu >11 no mkane QMG. Takxe K HemocTa-
TOYHOMY KOHTPOJIIO OTHOCSIT HEBO3MOXHOCTb CHU3UTD 103y ['K
HUXe 6e30macHoro ypoBHs (00b19HO <10—15 Mr/cyT B mepecue-
Te Ha MPEeIHU30JI0H) 06e3 BO3BpaTa CUMIITOMOB.

YacTto mcrnonb3yeMblii TepMUH «pedpakTepHass MUACTe-
HUs» — 0oJiee IMPOKOe TTOHSITHE, BKIIIOYaroIiee B ceOsl KaK MU-
HUMYM TpH acliekTa: Hea((GHEeKTUBHOCTD JICYCHUSI, €r0 Helepe-
HOCUMOCTb M/WJIK 3aBUCUMOCTh OT TTOCTOSTHHOU TTOAIEPXKIBA-
follell Tepanuu. DTO KIMHUYECKU TSKEJIBIA BapUaHT TEUECHUS
3a00JIeBaHMsI, KOTOPBIN XapaKTepu3yeTcsl HAJTUYUEeM XOTS Obl
OJIHOTO U3 CJIEAYIOLIMX MPU3HAKOB, HECMOTPSI Ha ajeKBaTHOE
JleyeHue:

* [lepcuctupyrouuii HeIOCTaTOUHbIN KOHTPOJIb CUMIITO-
MOB TOCJIe TPUMEHEHHUSI MaKCUMaJIbHO MEPEHOCHUMBbIX
103 KaK MUHMMYM ABYX pa3HbIX MMMYHOCYNPECCaHTOB
BTOPOI JIMHUM (C YUYETOM MPOTUBOIOKA3aHUI U UHAM-
BUIyaJIbHOI TTEPEHOCUMOCTH).

HeBo3MOXXHOCTE CHU3WTH 103y IperapaToB: CTOMKast
MoTpedHOCThL B noaaepxuBaromux no3ax 'K, Bei3biBa-
IOIUX TsKeJible TTo0ouHble A(hdeKThl (Harmpumep, ca-
XapHbI1 AMa0eT, OCTEONopo3 ¢ MePeIOMaMU, TICUXO03bI),
WJTM HEBO3MOXXHOCTH X OTMEHEI.

PerynsipHass moTpeGHOCTh B TPOBENEHUM <«OBICTPOI»
MMMYHOMOIYJTUPYIOLIE Tepaliui B CUTYaIUsIX YXYI-
weHus wiu kpusa (rnasmadgepes uau BBUI) vaiie yem
1 pa3 B 3 mec 1t moaaepKaHusl MPUEMJIEMOrO YPOBHSI
AKTUBHOCTH.

Tsaxenvle HemepeHOCHUMBbIe TTOOOYHBIE 3(h(HEKTH OT
CTAaHIAPTHOW MMMYHOCYIIPECCUBHOU TEpanuu, Iear-
1I1ie HEBO3MOXHBIM ee MpoaokeHue [2, 4, 7, 10].

Jo mosiBiieHuss MHIMOMTOpoB CS5-KOMIIOHEHTa KOMILIE-
MEHTa [UISl MALMEeHTOB ¢ pedpakrepHbiM TeueHueM ['MI orcyt-
CTBOBAJIa TapreTHasl MaToreHeTUdeckKasi Teparusi, HalrpaBIeH-
Hasl Ha TIpeayIpekIeHWe TOBPEXICHUS MOCTCUHANTUISCKON
MeMOpaHbl HEPBHO-MBIIIIEYHOTO CUHATICa. B 3TuX ycioBusX je-
YeHHe TIPEUMYIIECTBEHHO OrpaHUIMBAIOCh ICKajallMeill CTaH-
JNapTHON UMMYHOCYNPECCUBHOM Teparuu, IIUTeIbHbIM ITpUMe-
HenueM 'K v TMOBTOpHBIM MCITOJIb30BaHMEM ILJIa3MOOOMEHA
n kypcoB BBUI B Bbicokux mpo3ax. Muruouroper C5-Komro-
HEHTa KOMIUIEMEHTa Ha CETOMHSIIHUI AeHb SIBJISIOTCST €MHCT-
BEHHON 3aperMCTPUPOBAHHON OIMUMEN IJIS TEPAITUU TTALIUEHTOB
¢ pedpaKkTepHBIM T€YCHUEM MUACTCHUM.

Jnss ¢popMUpOBaHUS ONTUMAIBHOUM TepareBTUUECKOI
CcTpaTeTuH ISl KaXKI0T0 KOHKPETHOTO MallueHTa ¢ MUACTeHUEH
Heo0X0on1MOo 0003HaYaTh CTETNIEHb TSKECTU 3a00JIeBaHUSI, KOTO-
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pasi oTpenesisieTcs] aKTUBHOCTBIO ayTOMMMYHHOTO IIpoliecca
Y TIPOSIBIISIETCS PA3IMYHON CTETIEHBIO BEIPAXKEHHOCTH KITMHUYE-
CKUX CUMIITOMOB B KOHKPETHBI MOMEHT.

B 2023 1. 6b110 NIPENIOKEHO HOBOE TTOHSATUE — «BBICOKO-
aKTUBHAasI MUACTeHUs» [7]. DTo HOBasi KOHLIETILIMS B ONpeaese-
HUU TSKECTM MUACTEHUH, OLEHMBAIOLAs AMHAMUKY 0OJIe3HU
U ee OTBEeT Ha Tepanuio. BeicokoakTMBHOE TeueHue 3aboseBa-
HUST MOXKET TMAarHOCTUPOBATHCS IMPU COXPAHEHUM KITMHUUECKUX
nposiBieHuit He HKe Kiacca I1b mo MGFA (T. e. oT ymepeHHOI
IO TSOKEJIONM TeHepalM30BaHHOM c1aboCTH, 3aTparvBarolicit
Oy/IBOApHYI0 M/WIN ABIXaTeIbHYI0 MYCKYJIATYpy), HAIMUUM HE
MeHee JIBYX TSKEeJIbIX 000CTPeHU I TN MUACTEHUIECKUX KPU30B
B TOJ, KOTOpPbIe TTOTPeOOBAIA TOCTIUTATTU3ALINKA WIK TIPOBEJIe-
HUS 9KCTpeHHOU Tepanuu (tuiazmadepes wiu BBUT), a takxke
COXpaHEHMM KJIMHUYECKUX MPOSBICHUI B TeueHUe 2 JIeT U 60-
Jlee, HECMOTPSI Ha aieKBaTHYIO CTAHIAPTHYIO M CUMITTOMaTHYe-
ckyto Tepanuto [7]. TloHsATME BBICOKOAKTUBHON MHUACTCHUU
MMeeT MpaKTUYecKoe 3HaAUeHHUe, TakK KakK MO3BOJISIET BbIACIUTH
IpyNIy MalMeHTOB, Y KOTOPBIX 0OJe3Hb HE KOHTPOJMPYETCS
JIOJDKHBIM 00pa3oM CTaHIApPTHOM MMMYHOCYIIPECCUBHOM Tepa-
MHUeil, CIoCOOCTBYET paHHEMY IEPECMOTPY TeparneBTUIECKOM
CTpaTeruu v repexoay K 60yiee COBpeMEHHBIM U MOIITHBIM METO-
JIaM JICUCHUSI.

Takum 06pa3oM, HEOCTAaTOYHBINM KOHTPOJIb 3a00IeBaHUS
CJIeyeT paccMaTpUBaTh KakK KIMHUYECKYIO CUTYAIINIO, TTPU KO-
TOpOI HeoOXOoMMMa KOMIUIEKCHAsT OlleHKa aKTUBHOCTH 3a00J1e-
BaHMsI, IPUBEPKEHHOCTH TePaiuy M IMTePEHOCHMMOCTH JICUSHUSI
IUTSL pellieHusT Bompoca 00 ONTUMMU3AIMKU TepaneBTUYeCKOn
crpareruu |2, 8].

Ctepoun-cbeperaromuil noaxon

M 6e3onacHoOCTb Tepanum

I'K ocrarorcst 2 eKTUBHBIM KOMITOHEHTOM TE€PaITiy M-
aCTEHWH W IIUPOKO TTPUMEHSIOTCS TSI JOCTVKEHUST KIIMHUYE-
CKOTO KOHTPOJISI, OMHAKO TMPOMODKUTEIbHAS Teparus MOXKET
COTPOBOXAATHCS IIUPOKUM CIICKTPOM HEXeIaTeIbHbBIX SIBJIC-
Huii. K HanbGojee 3HAUMMBIM OCJIOXKHEHUSM JJTUTETbHON CTe-
pouaHoit Teparnuu ipu ' MIT oTHOCSITCS yBeTMUEHNE MAacChl Te-
Jla, J€KapCTBEHHBII TUITEPKOPTUIIM3M, apTepHalbHasi TUIEepP-
TEH3UsI, HApylIeHUs YIJIEBOJHOrO oOMeHa, caXapHblil AualerT,
OCTEOIOopOo3, MaTOJOTMYeCKUe MepesoMbl, KaTapakTa, MH(EK-
LIMK ¥ TICUXO3MOLIMOHAIbHBIE HapylueHus [2, 17, 18]. Heobxo-
NVMMOCTb OTPaHUYEHMS HOJTOCPOYHOM CTEPOUIHOMU HArpy3Ku
OTpakeHa B COBPEMEHHBIX HAIlMOHAJIbHBIX PEKOMEHAALIMSIX
Ppa3HBIX CTpaH. B SIMOHCKUX KIMHUYECKUX pEeKOMEHIAIIMSIX TTep-
BOIi TepareBTUYECKOM 1IeJIbIO IIPU MUACTEHUH OIIPEeAeSIEHO T0C-
TIDKEHUE MUHMMAJIbHBIX TIPOSIBICHUM 3a00JI¢BaHMS TIPU 03¢
MepOPATLHOTO TIPEIHNU30JI0HA <5 MT/CYyT; TIPH 3TOM PEXKUM BbI-
COKMX 103 mepopanbHbix 'K ¢ mocnenyommuM mocTeneHHbIM
CHIKEHUEM 03kl He pekoMmeHayeTcst. 'K qoJIKHBI TPUMEHSITh-
¢S B 103€, COOTBETCTBYIOIICI aKTUBHOCTH 3a00JI€BaHMSI, B TeUE-
HME KaK MOXXHO 00jiee KOPOTKOI'O Nepuo/a, a JUIMTebHas Tepa-
MUs 103aMU BbIllIEe TTOpora pa3BuTusl cuHapoma KymiuHra (Ha-
MpUMep, MPEIHU30JIOHOM >7,5 MI/CyT) He JOJKHA pacCMaTpU-
BaTbCsl KakK OINTHMAaJIbHASl MOJTOCPOYHAsl CTPaTerusi; CTCPOUI-
cOeperaroliye MoaXoabl CAeIyeT TPUMEHSITh Ha PAaHHMX 3Tarax
BefleHUs manuenTa |7, 19].

KoMopOMIHOCTD ABISIETCST OMHUM M3 KITIOYEBBIX (DaKTO-
POB MepCOHAIM3ALIMH TePAITK, ITOCKOJIBKY COMYTCTBYIOIINE 3a-
0oJIeBaHUS MOTYT OTpaHMYMBaTh MpuMeHeHne 'K, TpaguimoH-
HBIX UIMMYHOCYIIPECCAHTOB MJIM OTHCJIBHBIX TapTeTHBIX Mpera-
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paToB. Y MarMeHTOB MOXUIIOTO BO3pacTa BEIOOP Tepary 4acTo
OCJIOXKHSIETCS] HATMYMEM caxapHoro nuabdeTa, apTepruaabHOM -
MePTeH31H, OCTEONOPO3a, CEPACUHO-COCYIUCTHIX 3a00JIeBaHMUIA,
XPOHMUYECKUX MHMEKIWIA WM OHKOJOTHYECKOro aHaMHesa |2,
7, 9].

Takum o0pa3oM, nojarocpouyHasi crparervs geyeHust [MIT
JOJKHA TIpelyCMaTpuBaTh 3allJlaHUPOBaHHOE CHUXXEHUE TO3bI
'K 10 MUMHMMAaJIbHO BO3MOXHOM MPU COXPaHEHUU KOHTPOJIS 3a
aKTUBHOCTBIO 3a00j1eBaHus. boJibllioe 3HaUeHUe TaKOM MOaXO0/
WMEET y MAallMeHTOB ¢ BBICOKMM PUCKOM METa0OJUUYECKUX, Cep-
JIEIHO-COCYAMCTBIX M KOCTHBIX OCJIOXKHEHMI, a TAKKE ITPU YXYII-
IIEHUU COCTOSTHUS Ha hoHe cHkeHus no3bl [K [7, 17, 19].

TapreTHaa tepanuia

B PAMKAX NEPCOHANU3INPOBAHHOIO NeYeHnq

AChR-no3nTtuBHoi IMT

[losiBneHue TapreTHOl Tepanuu CTaIo OAHUM K3 Haubo-
Jiee 3HaYMMBbIX U3MeHeHui B jeueHun ['MI, mocKoibKy 1mo3Bo-
JIVJIO TePEeNTH OT Hecneun(PUIECKO UMMYHOCYIIPECCUU K BO3-
JEUCTBUIO Ha OTIENbHbIE 3BeHbsSI UMMYHOTMATOTeHEe3a 3a00eBa-
Husl. K OCHOBHBIM COBpEMEHHBIM HAIPAaBICHUSIM Teparuu MU-
aCTEeHUM OTHOCSTCSI WHTMOMPOBAHWE TEPMUHATBLHOTO MYTHU
KOMIUTeMeHTa, Oyiokaga HeoHaranbHoro Fc-pemenropa
C yMeHbIlIeHneM ypoBHs naToreHHbIX IgG u Bo3melicTBue Ha
B-xJieTouHOE 3B€HO UMMYHHOIO OTBETa y OTAEJIbHBIX KaTero-
puii naueHTtoB |7, 12, 13]. I1pu AChR-no3utusHoit ['MTI ak-
TUBAIIMS CUCTeMBbI KOMIUIEMEHTA SIBJISIETCST OMTHUM 13 KITIOYEBBIX
MEXaHU3MOB TMOBPEXIEHUSI MOCTCUHANTUYECKON MeMOpaHbl
HEPBHO-MBILIEYHOTO CUHArca. AHTUTeNA K alleTUJIXOJUHOBOMY
peLenTopy CrocoOHbl aKTUBUPOBATh KJIACCUUECKU I IMTyTh KOMIT-
JIEMEHTa ¢ MnocieayiuM ¢GopMupoBaHUEM MeMOpaHOaTaKylo-
1IEro KOMIUIeKCa U CTPYKTYPHBIM MOBpPEXIeHUEM MOCTCUHAI-
TUYECKOi MeMOpaHbl. B cBsi3u ¢ atum mHrubuposanue C5-
KOMTIOHEHTa KOMITJIEMEHTa TPEACTaBIsieT co0O0il MmaToreHeTH-
4ecKr OOOCHOBAHHBIN TapreTHBI TOAXOA Y TMAlUeHTOB
¢ AChR-nosutusHoit I'MT [12, 14, 20]. B akTyaJbHBIX MeXIy-
HapOIHBIX PEKOMEHIALIUSIX TT0 JICUSHUI0 MUACTEHUH MECTO Tap-
TEeTHOU Tepanuu onpenenaseTcs aKTUBHOCTbIO 3a00JieBaHUS
U CEPOJIOTMYECKMM CTAaTyCOM IalMeHTa. B HeMelKuX peKoMeH-
nauusix mpu AChR-nosutuHoit IMTI nerkoit win ymepeHHOM
AaKTMBHOCTH 0a30BbIM UMMYHOTEPANIEBTUYECKUM MTOJIXOIOM OC-
Taercss ucnoyib3oBaHue 'K M Kiaccmyeckux MMMYyHOCYMpeC-
CaHTOB, TIPEUMYILECTBEHHO a3aTtuornpuHa. [Ipu BeICOKOAKTUB-
Hoit AChR-Ab-nosutuBHoit 'MI, Bkitlouast pepakTepHoe Te-
YeHue, THTUOUTOPBI KOMIUIEMEHTA BKJTIOUEHBI B BAPUAHTHI Te-
pamnuu TepBOro BbIOOPa, MOAMMUIIMPYIOIIEH TedeHue 3abome-
BaHus [7]. B pexomeHpauusx mis HeBpoJjioroB Mapawis nipu
BBICOKOAKTUBHOM WJIN pedpakTepHOM TedeHUU 3a00sieBaHMS
TaKXe TMPeayCMOTPEHO TPUMEHEHNE COBPEMEHHBIX TapreTHBIX
TpernaparoB, BKITIOYass ”HTUOUTOPHI KOMIUIEMEHTA U MOMIYJISITO-
pbl FcRn [21].

MHruburop KoMmIuieMeHTa paByJM3ymMad IMPOJAEMOHCT-
pUpoBall BBICOKYIO 3(DGhEKTUBHOCTD Y B3POCIBIX MalUEHTOB
¢ AChR-nosutuBHoit I'MI' B uccnemoBanuu III ¢pasbr
CHAMPION MG [22]. Ha ceroaHsiHui AeHb YXe MOJy4YeHbl
¢uHaTbHBIE pe3yabTaThl OTKPBITOTO TEPHOAA MCCIEI0BAHUS
CHAMPION MG, koTopble MOATBEPAUIN CTONKOCTh KIMHM-
YecKu 3HAYMMOTO 3 dheKTa 1 6e30MacHOCTh TPUMEHEHNUS PaBy-
nm3ymaba Tpy TUTETbHOCTH Teparuu A0 4 JIeT. YAydIieHus 1o
mkantaM MG-ADL, QMG u MG-QOLI15r (Myasthenia Gravis
Quality of Life — mepecmoTpeHHast 15-TIyHKTOBas IIKaja Kadye-
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CTBa XM3HM TIPU MUACTEHUU) COXPAHSUINCH HAa TIPOTSDKEHUU
BCero repuoja HaodmoneHus; cpeau 113 mauueHToB, mojydyan-
mux 'K B oTkpbITOM Tiepuone uccienoanus, 14 (12,4%) mon-
HOCTBIO TIPEKPAaTUIM UX MPUMEHEHUEe K MOMEHTY (hMHAIbHOM
oleHKU. JlaHHbIe pealbHON KIMHUYECKOU MPAaKTUKHU AOTOJHS -
10T pe3y/bTaThl PETUCTPALlMOHHON MPOrpaMMbl: B OINKCATEb-
HoM aHaiu3e rinobanbHoro peructpa MG SPOTLIGHT, Bkitio-
yyBHieM 97 MalMeHTOB, MOJYy4YaBUIMX PaBYIM3yMald, CpemHUit
6am1 mo MG-ADL cocraBun 7,5 no Havyana CS5-HampaBieHHOH
Tepanuu 1 2,9 TIpu olieHKe cIycTs 6ojiee 15 Mec mocie Havaia
Teparuy paByJM3yMabOM; HOBBIX CUTHAJIOB CO CTOPOHBI 0€30-
IMACHOCTH M CJIydaeB MECHUHTOKOKKOBOW MH(MEKIINU BEISIBIICHO
He Obuto. C yyeToM HaOIIONATEeIbHOTO IM3aiiHA perucTpa 3Tu
PE3yJIBTaTHI ClieMyeT MHTEPIIPETUPOBAThH KaK TOIep>KIBAIOIINe
NIaHHbIE pealbHOI KIMHUYECKOU pakTuku [23, 24]. HecMmoTps
Ha ToJTyYeHHbIe JaHHbIe, TPUMEHEHWe Tepariui MHTMOUTOpaMu
C5-KOMINOHEeHTa KOMIUIEMEHTa TpeOyeT 00s13aTeJIbHOTO COOJTIO-
JIEHUsI TUTaHa YIpaBAeHUS] pUCKaMU, B YaCTHOCTU 00s13aTeIbHOM
BaKIIMHALIMU TIPOTUB Neisseria meningitidis 3a 2 Hell 10 Havaya
JIeYeHUs] ¥ MHQOPMUPOBAHUS TTAalIMEHTa O CUMIITOMaX MHMeK-
uvu [22].

Hapsimy ¢ maHHBIMM MeXXIyHApOTHBIX KIMHUYECKUX MC-
CJICMOBAHUIT M PETUCTPOB B PeaJIbHOM KIMHUYECKOI MPaKTUKE
B OKCIIEPTHBIX LieHTpax Poccuiickoit denepaiiy Takke HaKarm-
JIMBAETCS OTBIT IPUMEHEHUs Teparuu nHruoutopamu CS5-Kom-
noHeHTa komriiemeHTta npu AChR-nosutusHoit 'MTI. [1pakTu-
YecKoe 3HAYeHHe TaKOTO OIbITa CBSI3aHO C HEOOXOIMMOCTHIO
6oJiee paHHETO BBISIBJICHMS ITALIMEHTOB C HETOCTATOYHBIM KOHT-
poJieM 3a00JieBaHusl, MPU3HAKaMU BHICOKOAKTUBHOTO TEUEHMSI,
BKJIIOYAsl MMAacTeHUYeCKue Kpu3bl. Poccuiickue MeanKo-coLm-
aJibHble JaHHbIC IOMOJHUTEIbHO TOMAYEPKUBAIOT 3HAYMMOE
OpeMsi MUACTEHUH, BIMSHUE 3a00JIeBaHMSI HAa Ka4yeCTBO KU3HU
U aKTyaJIbHOCTh PACIIIMPEHUS JOCTYIIa K COBPEMEHHBIM T1aTOTe-
HETUYECKN OPMEHTUPOBAHHBIM ITOAXOAAM Y TAIMEHTOB C CO-
XpaHsIoIIecs akTUBHOCTBIO 3a0osieBaHus [15].

Hakorutenne nanubix 06 addexruBHocTH C5-UHIMOUPO-
BaHus npu AChR-nosutuHoit 'MI' nociyxuiao ocHoBaHUEM
IUTSL TaJTbHEeMIIelr pa3paboTKy TIpernapaToB, HAIPaBIeHHO BO3-
NEUCTBYIOIIMX Ha TePMHUHAJIBHBIN ITyTh KoMIUleMeHTa. OmHOI
13 MCCIIeIyeMbIX MOJIEKYJT TAaHHOTO Kjlacca sIBJIsieTcs redypyJiv-
Mab, Takxke obo3HauaBmmiica kKak ALXN1720. DTo oucnenu-
¢puueckoe VHH-aHntuTen0, HanpasieHHOe Ha MHTMOUPOBaHUE
C5-KoMMnoHeHTa KoMILieMeHTa. MoJieKyJsipHass KOHCTPYKLMS
redypynumaba BkioudaeT CS5-CBS3BIBAIOIINM TOMEH U albOy-
MMH-CBS3bIBAIOIIMI JOMEH: TMEpPBBIi obOecreunBacT OJIOKamy
akTuBanuu C5-KOMIIOHEHTa KOMILIEMEHTa, BTOPOIl CIIOCOOCT-
BYET YBEJIMUYCHUIO TIPOIOJIKUTEIIBHOCTH IIUPKYJISIIIAM TIpeTiapa-
Ta 3a CUET CBSI3BIBAHUS C ATbOYMUHOM. OTHOCUTEIHBHO HEOOb-
was MosiekyJsipHas macca VHH-dopmara u ocobeHHOCTH KOH-
CTPYKIIMUA MOJIEKYJIBI TTO3BOJISIIOT MCITOJIB30BaTh redypyanMad
IIJIST TTIOIKOXHOTO BBeneHMs 1 pas B Hepeno [25, 26]. B uccieno-
Banuu III ¢aser PREVAIL B panmomMu3upoBaHHBINA ABOMHOM
cenoil IIalnebOKOHTPOJIUPYEMbIIA TIEPUOA ObLIM BKJIIOUEHbI
260 manueHToB: 131 mauMeHT mosydan redypyiaumad, 129 —
iane6o. I[penapat BBoAWICS MOAKOXHO 1 pa3 B Heleso B pe-
KMME CaMOCTOSITEIbHOTO BBeAcHMS. [lepBUYHON KOHEUHOM
TOYKOI1 ObLIO M3MeHeHre cyMMapHoro 6ata MG-ADL k 26-i
HeZese, KIII0YEBOW BTOPUYHON KOHEUHOU TOYKOW — U3MEHEHUE
6ayuta mo QMG « 26-ii Hezene [27]. Tedypynumab mpoaeMOHCT-
PUPOBaJ JOCTIKEHHUE MIEPBUYHON KOHEYHOM TOYKHU MCCIICI0BA-
HMS: K 26-11 Hexelle oTMedeHo cpenHee ndmeHeHne MG-ADL
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110 METOy HAMMEHBIIINX KBanpaToB -4,2 B rpyrie redypyimma-
6a 1 -2,6 B TpymIe ianebo; MeXTpyImnoBasi pa3HUIIA COCTaBU -
na -1,6 6amna (95% moseputeNbHBINA MHTEPBaI OT -2,4 10 -0,8;
p<0,0001). Ynyumenue mo MG-ADL Habmonanoch yxe Ha 1-ii
HeJlesle U COXpaHsutoch 10 26-it Heaenu. 1o mkane QMG ynyu-
ILIEHUE MoKa3aTesieil B rpyrine redypyinmada oTMedanoch ¢ 4-it
HeIeIn; K 26-i1 Helelie MeXTIPYIINOoBasl pa3HULIa ¢ TPYIIIION ia-
1e6o cocraBuia -2,1 6amna (95% noBepuTeNibHBIN UHTEPBAI OT
-3,1 mo -1,1; p<0,0001) [27].

Tedypynumab usyvaics y B3pocibix mamueHToB ¢ AChR-
no3utuBHoii I'MI, k1accom MGFA I1-1V u ucxogHbIM 3Haye-
HueM MG-ADL >5 na ¢doHe cTabmibHOM cTaHIapTHOM Tepa-
MU, T. €. Y MAIMEHTOB C COXPAHSIOMIMMUCS KITMHUISCKN 3Ha-
YUMBIMU TIPOSIBIEHUSIMU 3a6osieBanusi. C ydeToM TOMYJISIIIT
uccienoBaHusi PREVAIL v nosoxeHuii COBpeMEHHbIX KJIUHU-
YeCKUX PeKOMEHIALNiA, redypyanMad MOXeT OBITh Tepamnueit
BbIOOpa y B3pocibix mnauueHToB ¢ AChR-mosutuBHoit 'MIT
M HEIOCTaTOYHbIM KOHTpOJIEeM 3a00JIeBaHuUsI, TPEXIE BCETO MPU
pedpakTepHOM TEUEHMU, COMPOBOXKIAIOIIEMCSI COXPAHSIOIIM-
MUCSI KJIMHUYECKMMU HapyIIeHUsSIMU, MOBTOPHBIMU O0OCTpeE-
HUSIMU, MUACTEHWYECKMMM KPHU3aMU M TOCIUTAIM3ALUSIMU.
MHrn6utopbl KOMIIEMEHTA ceifyac paccMaTpUBAIOTCS KaK Ba-
pUAHTBI TepaIlluy TEePBOrO BHIOOPA Y IMAIIMEHTOB C BHICOKOAK-
tuBHOU AChR-Ab-mtozutusnoii 'MI, Bkiiouast pedpakrepHoe
teyeHue [7, 21]. A1 maureHTOB BO3MOXHOCTb CaMOCTOSTE/b-
HOTO TTOJIKOKHOTO BBeIleHUs TIperapara 1 pa3 B HEIe0 MOXET
UMETh MPaKTUUYEeCKOEe 3HaYeHUE, OCOOEHHO MPU HEOOXOAUMO-
CTU TIPONOJDKUTEBLHON Tepanmvu M HaJIUYUM JIOTMCTUYSCKON
Harpy3ku, CBSI3aHHOM C peryJsipHbIM IMOCEIIEHUEM MEIULIMH-
CKOI opraHuzauuu. Takoil pexXuM BBEACHMSI MOTEHLIMAIbHO
MOXKET MOBBIIIATH YAOOCTBO TePANUU ISl MallMeHTa, MEAULIMH -
CKOTO TepcoHaa U JIUIl, OCyLIecTBIsIoIuUX yxoa. Bmecte ¢ Tem
CaMOCTOSITEeIbHOE BBEIEHME IperapaTta Mpearoaraet cooo-
JIEHUE peXXruMa Tepaliiy W PeryJsspHbIii MOHUTOPUHT 3(dek-
TUBHOCTH 1 6e3omacHocTH [7, 21, 27].

Obcympaenne

B coBpeMeHHBIX KIMHMYECKUX PEKOMEHIALIMSX BBEIOOD
teparmuu ['MI' paccMaTpuBaeTCsI ¢ yUETOM TSKECTH UM aKTHUB-
HOCTH 3a00JIeBaHUSI, CEPOJIOTUYECKOTO CTaTyca, MPeaIecTBY-
[OILIEro OTBETA Ha JieYeHUe, MePeHOCHUMOCTH Teparuy U WHIU-
BUAYaJIbHBIX XapaKTepucTuk mauueHTa. [1pu AChR-no3utus-
HOM BbIcOKOAKTUBHOI ['MI nnpuMeHeHre MHTMOUTOPOB KOMII-
JIEMEHTa OTpaXaeT BO3MOXHOCTb MaTOT€HETUIECKU OPUEHTH -
POBaHHOTO BBIOOpA JIEYEHUS Y MAIlMEHTOB ¢ HEAOCTAaTOYHBIM
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KOHTpoJieM 3a0oJieBaHUS Ha (poHE cTaHAapTHON Tepanuu |7,
21]. KitoueBoil 3amaueil COBpEMEHHOM KIMHUYECKOU HEeBPO-
JIOTUHM SIBJIIETCSI CBOEBPEMEHHOE BBISIBIICHUE TTALIMEHTOB C He-
JIOCTaTOYHBIM KOHTPOJIEM MHUACTEHHMU, MOCKOJIbKY (hopMajib-
HOE TMPOAOJKEHUE CTAHIAPTHOM Tepaluu He BCeraa o3HayaeT
3 (DEKTUBHYIO TEPANUIO U JOCTUXEHUE pealbHbIX e Jeue-
Hus. JlocTUXeHUEe YCTOMYMBOTO KOHTPOJISI 3a00jieBaHUSI HE
JIOJDKHO OCYIIECTBIISATBCS 1IEHOW JIMTENbHOTO MPUMEHEHUS
BbhIcOKMX 103 'K, eciu takasi cTpaTerusi COmpoBOXIAETCS He-
KeJIaTeJIbHbIMU SIBJICHUSIMU WJIU BBICOKUM PHUCKOM OCJIOXKHE-
Huii (4, 7, 17].

Tepanus nHruouTopamMu C5-KOMIIOHEHTAa KOMILIEMEHTa
pacimpuia BO3MOXHOCTHU raroreHeTnueckoro jJeyeHust AChR-
no3utuBHOi ['MI, MOCKOIbKY JaHHBIM MOAXOM HaMpaBieH Ha
OIIMH M3 KJTIOUEBBIX MEXaHU3MOB IMOBPEXKICHUS TTOCTCUHAIITH -
YecKOi MeMOpaHbl HEPBHO-MBIIIEYHOIO CHHAIca — KOMILIe-
MEHT-OIOCPEIOBAHHOE TMOBPEXIECHUE MPU HAIMYUU aHTUTEI
K alleTWJIXOJIMHOBOMY pelienTopy. HakormieHHble TaHHbIe K-
HUYECKMX MCCIEAOBAHUI U JOJTOCPOUYHOrO HAOIIOAEHUS MOMI-
TBEPXKIAIOT KIMHUYECKYI 3HAYMMOCTh CS5-MHTMOMpOBaHUS
y B3pocibiX namueHToB ¢ AChR-nmosutuBHoit 'MI, ocobeHHO
NP HETOCTATOYHOM KOHTpOJie 3a00JIeBaHUSI U BBICOKOI KIIM-
Hudeckoi aktuBHocTH M [14, 22, 28, 29]. Pesynbrarhl uccie-
noBanust PREVAIL nemoHcTpupyIoT, yTo redypynMab sBisieT-
Cs1 aJIbTepHATHUBOI paBy/iu3ymMaly, OCOOEHHO JUIS TAIlMeHTOB,
TIPEIITOYUTAIONINX ITONKOXHOE BBeieHre. OTHAKO B OTCYTCTBUE
MPSIMBIX CpaBHUTENbHBIX uccienoBanuit (head-to-head) BbIOOp
MEeXKIy HUMU OCTaeTCs MPEepOraTMBOi Bpavya ¢ y4eTOM IPEIIToY-
TeHU nmamueHTa [27].

daknwyenne

I'MTI tpebyeT oATOCpPOUYHOI, TMHAMUYECKOI U MepCcOHa-
JIN3UPOBAHHOM CTpaTeruy BeleHUsI, OPUEHTUPOBAHHON Ha J10-
CTIKEHME YCTOMYMBOTO KOHTPOJISI HaJl 3a00JIeBaHUEM U COXpa-
HEHME KauyecTBa XM3HM MamnueHTa. OueHKa 3(PheKTUBHOCTU
Tepary J0JIKHA BKII0OYATh HE TOJIbKO BpaueOHYIO OLIEHKY MBI -
IIEYHO cJ1Tab0CTH, HO M TTAlIMeHT-OPUEeHTUPOBAaHHbBIE ITOKa3a-
TEJIW, YacTOTy Pa3BUTHSI MUACTEHWUYECKUX KPU30B, MOTPeO-
HOCTh B HEOTJOXHOW Tepamuu, MepeHOCUMOCTb JIeYCHUs
1 BO3MOXHOCTh cHUxkeHust no3bl ['K [2, 4, 7, 8, 16]. Ctepoun-
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