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Abstract

Mpyasthenia gravis is a common disease, for adequate treatment of which early detection, knowledge of its clinical
manifestations and possible methods of therapy is required. This review provides up-to-date information regarding
the issues of myasthenia gravis.

The aim of the paper: to systematize the latest scientific data on the pathogenesis, genetic characteristics, methods of
treatment of myasthenia gravis, as well as to identify the relationship between myasthenia gravis and other diseases.

The following databases were used to search for published studies: Pubmed, Web of Science, EBSCOhost and Scopus.

The search was carried out in the time period from the date of establishment of the corresponding database until
October 2022. Following search terms were used.: “myasthenia gravis”, “myasthenia treatment”, “myasthenia epi-
demiological features”, “myasthenia and thymoma “myasthenia pathogenesis””.
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The main studies on the epidemiology of myasthenia gravis are indicated, the key clinical forms and their pathoge-
netic characteristics, the relationship between myasthenia gravis and thymoma, and the main methods of treatment

are also given.

Keywords: myasthenia gravis; thymoma; epidemiology; autoantibodies; acetylcholine receptors; clinical fea-

tures.
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Cokpawenus: antu-AXP — aHTHTENa K aIreTu-
XOJIMHOBOMY penenTtopy; aHTu-MuSK — aHTHTE-
ma k MuSK; antu-MuSK-MuacTeHHss — MHUACTEHUS
¢ antutenamu K MuSK; MUBJI — uHBa3uBHas BEHTH-
namust Jerkux; AXP — aneTwiXomWHOBBIA pelern-
Top; AXOIl — aHTUXOIMHAICTEpa3HbIE Mpenaparsl;
MI' — wmmuactenus rpaBuc; HAXP — HUKOTHHOBBIH
aneTunxonuHoBeld penentop; HMC — HepBHO-MBI-
meuHblii cunanc; AIRE — ayToumMmyHHBIH peryms-
Top; CASPR2 — cBsi3aHHBIN ¢ KOHTaKTHHOM IpOTE-
nH 2; CTLA-4 — mIMKONpPOTEHH ITMTOTOKCHYECKUX
T-num¢pounrtos; CIITA — TpancaktuBarop kiacca II;
HLA — rnaBHBIi KOMIUIEKC THCTOCOBMECTHMOCTH;
IL — wunrepneiikun; IRF5 — unTepdepon-perynsarop-
Helid ¢aktop 5; LGI1 — Oorarsiii IEHIUHOM HHAKTH-
BHpYyeMbIi rmnomoit npotenH 1; Lrp4 — Genok, mogo0-
HBII perenTopy JUMONPOTEMHOB HU3KOH INIOTHOCTH 4;
MuSK — wmrimedno-crnenuduieckas knHaza; ORo —
ans(da-penentop sctporena; PD-1 — 3amporpammu-
pOBaHHBINA OenoK KieTodHoi cmeptu-1; PTPN22 —
npoTenH-Tupo3uHpocdarTaza, HEPeUeNnTOPHBIA THI
22; PTPRC — nporeuntupo3uHdocdarasza perenropa
tuna C; SDF1 — c¢akrop-1, momydeHHbIl U3 CTPO-
ManbHbIX K1eTOK; TNFAIP3 — TNF-o-unaynupoBaH-
HBIH Oerok 3.

BBenenue. Muacrenus rpasuc (MI') npencrasnseT
co0oli ayToMMMYyHHOE 3a00JieBaHUE, BBI3BAHHOE Hapy-
[IEHWEM TIepe/iadyl CUTHAJIOB B HEPBHO-MBIIIIEYHOM CH-
Harice (HMC) B pesynbrare CBA3bIBaHUSI ayTOAHTUTEN
¢ OelkaMM CHHaIca.
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MI' sBnsieTcst TeTeporeHHbIM 3a0olieBaHUEM Kak
C TOYKU 3pCHMS KIMHUYCCKUX NPOSABICHUH, TaK W Ia-
ToreHe3za. CHEKTp CHUMIITOMOB BapbHpYeT OT TJIA3HOU
(hopMBI 10 OpPM € MPOSBICHHEM BBIPAXXCHHOU clabo-
CTH KOHEYHOCTEH, Oylb0apHBIMH HApyIICHUSIMH U TIO-
paKEHHMEM JbIXaTeJIbHBIX MBI, Bo3pacT Havana 3a60-
JIeBaHUs TaKke paznuuaercs. Jlo cux mop He OObsSCHEH
MEXaHU3M OMMOJATBHOTO BO3PACTHOTO PACHpEACICHUs
nebroTa 3a0oneBanus ¢ aByMsi nukamu: MIT ¢ paHHEM
HAyaJloM B TPEThEM ICCATUICTHH (TPEUMYILIECTBEHHO
skeHHBL 10 40 1eT) u MI' ¢ mo3gauM HadamoM (TIpe-
“MyIecTBeHHO Myx4nHbI 50—60 5er) [1-3]. MHOr0006-
pasue KIMHUYCCKUX MPOSBICHUI, a TaKkKe pa3HooOpa-
3Me AMHUIECMHOJIOTHYECKUX MTPU3HAKOB JAIOT OCHOBAaHHE
Ipenoararh, YT0 MUACTEHHsI, CKOPEE BCETO, SIBISETCS
IpYINON pa3IUYHbIX 3a00J€BaHNH, UMEIOLIMX CXOJHYIO
KIIMHUYECKYI0 KapTuHY [4].

Lenvio nanHOTO 0030pa SIBISAETCS CHCTEMATH3aLIUs
MOCJICTHUX HAYYHBIX JAHHBIX I10 MATOTeHE3y, T'eHEeTHU-
YECKHUM OCOOECHHOCTSIM, METOJaM JICUCHUs] MUACTCHHH,
a TaKKe BBIABICHUE B3aUMOCBSI3U MEXIY MHACTCHHEH
U IPYTUMH 3a00JI€BaHUSIMH.

Marepuan u Meroabl. [lyisi moucka OIMyOIHKO-
BaHHBIX MCCJIEIOBAaHUN HCIIOJIB30BAINCEH CIECIYIOLINE
6a3pl mamueix: Pubmed, Web of Science, EBSCOhost
u Scopus. [lonck npou3BoaMIICS BO BpEMEHHOM HHTEP-
BaJIe C JIaThl CO3/[aHUSI COOTBETCTBYIONIEH 0a3bl JAaHHBIX
1o oktsi0ps 2022 r. Mcnonb30Bannuch MOUCKOBHIE TEp-
MHUHBI «myasthenia gravis», «myasthenia treatmenty,
«myasthenia epidemiological features», «myasthenia
and thymoma “myasthenia pathogenesis™», BkiIrOUYas
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COOTBETCTBYIOIIE CHHOHMMBI M CBA3aHHbIE C HUMH
TEPMHHBI UL KaXKA0ro cioBa. VccrnenoBanue npusHa-
BaJIOCh MOAXOMALINM, B CIIy4yae €CiIM OHO OBIJIO OPHUTH-
HaJbHBIM, PACCMaTPUBAJIO KIMHUYECKHE U MaTOTCHETH-
YecKre OCOOCHHOCTH MHACTEHHH. Tarke HamMu ObuIH
[IPOAHAJIU3UPOBAHBI CIIMCKU JIUTEPATYPhl BKIIFOUEHHBIX
WCCIIEZIOBAaHUI C LENbI0 BBISBICHUA JPYTUX TOIXOS-
IUX CTaTeH.

Knaccugpurkayusa muacmenuu cpaguc

Brigenstor HeCKOIBKO OCHOBHEIX (hopMm M.

1. I'masnas ¢opma.

II. l'enepanuzoBanHas ¢opMa ¢ aHTUTENIAMH K alle-
TUXOJIMHOBOMY perentopy (antu-AXP):

1) MI' ¢ panHMM HavanmoM (neOrOT 3a0oNeBaHHA

B Bo3pacte 10 50 yier);

2) MI ¢ mo3mauM HadajaoM (aedrot rmocie 50 mer).

II1. ®opmer 6e3 knaccnyeckux aHTH-AXP:

1) dopma c aHTHTENaMH K MBIIIEYHO-CIIEIH(IYE-
ckoit kuHaze (aHTu-MuSK) — antu-MuSK-mua-
CTCHUS;

2) ¢gopma c aHTHTENaMHU K OeNKY, MOJOOHOMY pe-
LEeNTopY JHUIONPOTEMHOB HHU3KOH IUIOTHOCTH 4
(Lrp4);

3) dopma co ckoreHuem aHTH-AXP [5].

Snudemuonozusa. MI' ABISETCS TOCTATOUHO PEIKUM
3aboneBanueM [6]. [To pesyasraTamMm HECKONBKUX dITUIE-
MHOJIOTHYECKUX MCCIIeIOBAaHUN HAOIIOAAeTCs MIMPOKast
BapuabebHOCTh PACIPOCTPAHEHHOCTH 3a00JIEBaHMS.
CaMbIif BBICOKMI 3apernCTPUPOBAHHBIN IMOKa3aTeh
pacmpocTpaHeHHOCTH 3aboneBanusi cocrasiusier 20,4
Ha 100 000 Hacenenus [7].

B nepuon ¢ 1915 mo 1934 r. pacnpocTpaHeHHOCTb
MI ouenuBanacek kak 1 Ha 200 000 nacenenus, u 70%
MAIMEHTOB YMHUPAIH OT JbIXaTeIbHOM HEIOCTATOYHO-
ctu uinu maeBMoHuH. [locie 1934 1. B pe3ynbrare mocre-
MIEHHOTO YAYYIICHHUS TUarHOCTHKH (OblIa yCTaHOBJICHA
PO allETHIIXOJINHA B TPOBEICHUH HEPBHO-MBILIIEYHOTO
HUMITYJIbCa) U BHEIPEHUS B KIMHUYECKYIO TIPAKTHKY aH-
THUXOJIMHACTEpa3HbIX mpenaparoB (AXDII) pacmpoctpa-
HEHHOCTh Bo3pocna 1o 1 na 20 000 naceneHus, a Je-
TaJILHOCTE cHM3MIach 10 30% k 1955 1.

C TedyeHmMeM BpeMEHHM TakXke HaOIomancs HeJH-
HEHHBIN pocT 3aboneBacMocTH. Hanbonbmuii mpupocT
HabOmonazicst okoso 1980 1., 4To OOBACHSETCS yBeIU4e-
HUEM OCBEJOMJICHHOCTH O OOJNI€3HH M Pa3BUTHEM JHa-
FHOCTHYECKUX TECTOB Ha AHTUTEJA, YIyULICHUEM SIIH-
JIEMHOJIOTMYECKOH METOJOJIOTHH U CIOCOOO0B JICUEHUS
3a00JIeBaHMsL, YTO B UTOTE MIPUBEJIO K IMOBBILICHUIO BbI-
JKHBaeMOCTH manueHToB [8—10].

B cucremaruueckom o63ope Aisling S. Carr u co-
aBT. Obula m3ydeHa pacmpocTpaneHHocTh MI' (OpuTH
BKJIIOUCHHI 55 uccnenoBanuii ¢ 1950 mo 2007 1) u ObLIO
BBISIBIIEHO, YTO PACIPOCTPAHEHHOCTHh BapbupyeT oT 15
0 179 Ha 1 MIIH 4yenoBeK B pa3HbIX MOMYJALUAX MHUpa
(c megmanoit 77,7) [11].

[loMuMO mMOBBIICHUS KauecTBa IWArHOCTUKU CUH-
Taercs, 4TO PaclpoCTpaHeHHOCTb MI' yBeauuuiace
3a mocuenHue 45 Jet, BEpoATHO, B CBSI3U C TEM, YTO Ma-
LMEHTHl C 3TUM 3a00JIEBaHHEM HMMEIOT OOJBIIYIO MPO-
JOJDKUTEIBHOCTD KU3HH Oarofapsi COBpeMEHHOMY Jie-
yenwuio [4, 12].

REVIEW

Ha teppuropun Poccuiickoii ®eaepannu Takxe
MIPOBOJWINCH MCCIENOBAHUS SMUAEMHOJIOTUN JaHHOTO
3aboneBanus. Tak, pacnpocTpaneHHOCTs B KpacHomap-
CKOM Kpae cocTaBmia 8,1 cioyuas Ha 100 TbIC. Hacene-
Hus [13], B PecniyOnuke Bamkoprocran oHa cocraBuiia
6,6 ciyuas Ha 100 Thic. Hacenenus [14], B Camapckoii
obmactm — 9,7 cimydas Ha 100 THIC. Hacemenus [15],

B Jlenunrpaackoi — 5,4 na 100 ThIC. HaceneHwus,
a B MockoBckoi obmactu — 7,79 Ha 100 ThIC. Hacelle-
Hus [16].

Ilamozenes. MI' sBnsieTcss ayTOMMMYHHBIM 3a00-
neBanueM HMC. AytoaHTuTena HaleleHbl Ha KIode-
BbIe MoJieKynel B HMC, Takne Kak HUKOTHHOBBIN alle-
TrxonuHOBRIA penentop (AXP), MuSK u Lrp4, uro
NPUBOJMT K Psy HM3MEHEHUH: TpaHCHOPMHUPOBAHUIO
TKaHEBOM CTPYKTYphl M CHIDKEHHUIO IUIOTHOCTH WU
¢yuKpoHansHOCTH AXP, YMEHBIICHUIO YPOBHSI HEPB-
HO-MBIIICYHON Tepesadu M, Kak CIEeICTBHE, caabocTh
CKeJNeTHBIX MbI [17].

AxrtuBupoBaHHble T-numbouutsl, B-mumdonuTs
M IDIa3MOLUTHI, & TAKXKE HMUTOKWHBI WTPAIOT Ba)KHYIO
pOJb B MPOAYKIMH MATOTEHHBIX ayTOAHTUTEN M MHAYK-
nun BocmaneHuss B HMC. XpoHudeckoe BocIajicHUE,
onocpenoBanHoe T-xenmepamu 17-ro Tuma, CTUMYNH-
poBaHHE BBHIPAOOTKM ayTOAHTUTEN U3 B-KieTok u miasz-
MaTU4eCKUX KIETOK (OIIHKYISIpHBIMU T-xenmepaMu
W aKTHBaIWsi IMMYHHOTO OTBETa 3a CueT JuC(yHKINU
perynaTopHeix T-KJIETOK MOTyT crocoOcTBOBaTh 000-
crpennto teuenns MI' [18]. B marorenese mmacteHuu
HEOOXOOMMO OTMETHTDH JBa OCHOBHBIX MEXaHHM3Ma: Ha-
pylieHue B-KIEeTOYHOH TOJEPAHTHOCTU U HApYIICHUE
GyHKIMH THMYCA.

Hapywenue B-kxnemounot monepanmuocmu. B-xine-
TOYHAasl TOJIEPAHTHOCTh ONOCPENYETCsl KIOHAIBHOM Jie-
JIETIMeN WM peaKTHPOBAHUEM KIIETOUHBIX PEIETITOPOB
B oOpasyronmxcs KIOHax B-KIeTOK B KOCTHOM MO3Tre
B MOMEHT JTOCTHKCHISI UMHU CcTaauu HeauddepeHImpo-
BaHHBIX B-KieTok (1aHHBIE MPOLECCH MOXKHO CUUTATh
MepBOH KOHTPOJNBHOU TOUKOW). BTOpoil KOHTpONBHOM
TOYKOM SIBJISIETCS. MOMEHT, KOIZIa MepecelIsonecs/ne-
pexoaHble B-ki1eTkn nepexoasaT B KOMITAPTMEHT 3peITbIX
HauBHBIX B-kieTok. Bpuno oOHapykeHO, 4TO ypOBEHBb
MePEeCEeNIONINXCS/IePEeX0qHBIX B-KIeToK M 3penbix
B-kneTok, KOTOpble 3KCIPECCUPYIOT MOJIMPEAKTHUBHbBIE
M ayTOpeaKTHBHbIE B-KI€TOYHBIE pPErenTophl, BHIIIE
MpU MUACTeHUH Kak ¢ aHTH-AXP, Tak u ¢ antu-MuSK,
YTO, BO3MOXHO, CBSI3aHO C TE€M, YTO JUIS TAI[MEHTOB
¢ MI' xapakTepHbl HapyLIeHHS B KakK LEHTpaJbHOMH,
TaKk W Tepudeprudeckoil B-KIeTOUHON TOJIEPaHTHOCTH
[19]. B pe3ynsrare y 1aHHOU IpYMIIEI MAIIUEHTOB TAKXKe
HabmromaeTcst O6oiee BBHICOKUN PHCK Pa3BUTHSA JIPYTHX
AyTOMMMYHHBIX 3a00JIeBaHMH, TaKMX KaK CHCTEMHAas
KpacHasl BOJTYaHKA, PEBMATOUIHBINA apTPUT M ayTOUM-
MYHHBII THpeou uT. Hapymienue TonepaHTHOCTH Tak-
e TTOJTBEPKAAETCA AaHHBIMH TTyOOKOTO CEKBEHHPO-
BaHUS T€HHOTO penepTryapa B-KIeTouHBIX penenTopos,
MOKA3bIBAIONIETO PA3IUYHBIE MYyTallMd B TIOCIEI0Ba-
TENBHOCTSX KaK JIETKUX, TaK M TSKEIBIX LeNel UMMy-
HOTIIOOYJIMHOB B HANBHOM B-KIIETOYHOM KOMITApTMEHTE
1 KOMITApTMEHTE KJIETOK MaMsITH IPU MUACTEHUH C aH-
T-AXP nmm ¢ antu-MuSK [20].
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Hapywenue ¢ynxyuu mumyca. AyTopeakTHBHEBIE
T-KIeTKU Takke UrparoT BaKHYIO POJib B pa3BUTUU MI.
B tumyce (rmaBHBIM 00pa3oM B MO3TOBOM BEIIECTBE)
T-kneTku moAaBepraroTcs HeraTuBHOM cenexkuuu [21].
OnuTenuanbHble KIETKH TUMyCa MPEACTaBIAIOT ayTo-
AHTUTEHBI pa3BUBarOIUMcs T-Ki1eTkaM 100 Hermocpe-
CTBEHHO, JH00 Yepe3 aHTUICHIIPE3EHTHPYIOIINE KIIeT-
ku. Ecnu penentopsl T-KiIeTOK MPOSIBISIOT BBICOKYIO
apPUHHOCTH K JAaHHBIM aHTUTEHAM, OHU YIAISIOTCS
W3 3TOTO MyJa KIETOK. MeXaHU3Mbl JaHHOTO SBJICHUS
BKJIIOYAIOT: 1) KIIOHAJNBHYIO MENEHUI0, 2) HHIYKIHIO
aHEepPruu Wi 3) KIOHANbHYIO TpaHC(hOpMaLHUio B pe-
rynaropusle T-xknetku. AXP, a Taxke npyrue Oeiku
MBIIIL, TaKWe KaK PUAHOAMH W KOHHEKTHH, 3KCIIpec-
CHUPYIOTCSI MHOUIHBIMU U 3IUTENNATBHBIMU KIETKAMH
tumyca [22]. KioueBbim ¢akropom B T-KierouHOM
AyTOUMMYHUTETE SIBISIECTCA ayTOMMMYHHBIH PETYIATOP
(AIRE), daxrtop TpaHCKkpuriuy, Omaromaps KOTOpPO-
My pa3BHBAETCS TOJIEPAHTHOCTH 3a CYET JIKCIPECCHUHU
ayTOAaHTHUICHOB B KJIeTKax TuUMyca. [lanuelii daktop
TPAHCKPHUIIIIUN MOAYIUPYETCS 3CTPOTEHOM, YTO MOXKET
OOBACHUTH paHHEe Hadano 3a00JeBaHUS y MOJIOABIX
KeHImmH [23].

CymecTByeT B3aMMOCBSI3b MeXxay pasButueM MI
M TaTOJOTHYECKUMH TPOIECCaMH B THMYyCE (TaKUMHU
Kak TUIepIula3usi TuMyca u TUMoma). Hammume skro-
MAYECKUX 3aPOJIBIIIEBHIX HEHTPOB HANPAMYIO CBA3aHO
¢ pazsutueM MI' c anTu-AXP ¢ paHHUM HayanoM, HO He
¢ antu-MuSK-mmacrenueii. llponecc cenexmuu T-mum-
(OLUTOB MOXKET OBITh HApyIIeH MPU THIEpIUIa3uu THU-
Myca u TuMome. [Ipu maHHBIX mporeccax HabIonaeTcs
nedextHas skcnpeccus AIRE, a mMo3roBoe BeriecTBo
THMyca, KOTOPO€ Y4acTBYeT B HETaTUBHOW CENEeKLIUU
T-k1eToK, OTCYTCTBYET. DTO MPUBOIUT K BBHICBOOOXKIE-
Huto ayropeakTuBHbIX CD4+ n CD8+ T-nmumdornuron
[24]. Kpome Toro, mocnenyomue aucOanaHc cyoro-
nymsanuii - T-TMMQOIUTOB U HapylIeHUE peryssiiauu
LUTOKMHOB TPHUBOIAT K akTHBaUuK B-nmumdouuTon
B 3apOJBIIIEBBIX LEHTpax U IUPPEepeHINPOBKE B ay-
TOpeakTUBHbIC B-muMmdonuTsl W 1wiazmorutel [25].
Qommukynspaeie T-xenmnepsl, HeoOXoANMbIe s 0Opa-
30BaHM 3apOJIBIILIEBBIX LIEHTPOB, IPOAYLUPYIOT HHTEP-
neiikuH (IL) -21 1 vHAYIUPYIOT epeKITIoueHIE KI1acCoB
UMMYHOITIOOYIMHOB [26]. MuKpoMaTpu4HbIi aHaIu3
T-kneTok TuMyca y nauueHToB ¢ MI™ BBIIBUI U3MEHEH-
Hoe cootHomeHnre Th1/Thl7/gonnuxynspusie T-xemnme-
psI [27].

Ilamozenes ¢popm muacmenuu 6 3a6ucumocmu om
6bIAGNACMBIX AHMUMEN

Muacmenus, ceazannas ¢ awmumenamu K ayemu-
XONUHOBbIM peyenmopam. Pa3BuTre MHACTEHUN MOXKET
OBITH CBA3aHO C HAIMYUEM B OpraHU3Me HECKOJIbKUX TH-
OB ayTOAHTHTEN, HanmpaBiIeHHbIX MpoTuB AXP, MuSK,
Lrp4, arpuna.

HukoTuHOBEII anieTHiIXoaunHOBEIH perienTop (HAXP)
NpeAcTaBIseT coOOH reTepormeHTamep, COCTOSIINN
13 JIBYX 0-CYOBETUHUIL U TIO OTHOU 3- B O-CyObeTUHUIIE.
Eme ogna cyObeauHuna 3aBUCHT OT THIIA peLENTOpa:
y-cyObeIMHAIIA TIPH SMOPHOHATHFHOM THIIE WA €-Cy0b-
enuHULA TpU B3pocioM tumne [28]. Autu-AXP o6Hapy-
XKUBaroTcs mpumMepHo y 80% GonpHBIX MuacTeHHel. He
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MeHee T0JI0BHUHBI aHTHTeN K AXP HampaBieHbI TPOTHB
a-cyobpequannbl AXP [29]. Cunraercs, uto oHU Oornee
MaTOTeHHBI, YeM Te, KOTOpbIE HalpaBieHbl NPOTHB Oe-
Ta-cyorenuHuIsl [30]. EcTh BEposSTHOCTB, YTO ATO CBA-
3aHO C pacHOJIOKEHHEM anb(a-CyObeIHHULIBI BHYTPHU
penenTtopa, 4to Ienaer ero 0onee yA3BUMBIM JIJISl aHTH-
TeJN, a TAKXKE C €r0 POJIbI0 B MOAYINPOBAHUU YyBCTBH-
TENBHOCTH pelenTtopa K anermwixonusy [31]. Ha kax-
IBIA PELenTop MPUXOJUTCS IO JABE O-CyOBEIWHUIBL.
AHTH-AXP nmpenMyIecTBEHHO OTHOCSATCS K MOAKIAc-
cam IgGl u IgG3 [32]. [Toaxmaccrr 1gG2 n 1gG4 Tak-
Ke HUICHTU(DUIUPYIOTCS, HO B MEHBIIEM KOJIHYECTBE
cinyuaeB [33]. IlarorenHple MeXaHM3Mbl W (DYHKIHO-
HaNbHBIA cHekTp aHtuten K HAXP pasHooOpa3Hbl, HO
HapylIeHue UMH (YHKIUH PEIenTopa OCYIIECTBISETCS
3a CYeT CBS3bIBaHUS, OJOKUPOBAaHUS WIH MOIYITHPOBA-
HUS €r0 aKTUBHOCTH [34].

Muacmenus, ceazannas c¢ auwmumenamu kK MuSK
(anmu-MuSK-muacmenus). MuSK mpencrapnser co-
00i1 MeMOpaHHBIN O€JIOK, KOTOPBIH MMEET pelaromiee
3HaueHue s oOpazoBanms ckorureHnii HAXP 8 HMC.
ATpHH, CEKpeTHpPYEeMbIi MpecHHaNTHYeCKoH MemOpa-
HOM, B3aMMoOAeHCTByeT ¢ Lrp4, 4yTo mpuBOAMT K mepe-
OpHeHTHpoBaHUIO KoMIuiekca Lrp4/MuSK, uto, B cBotO
oduepenb, MPUBOAUT K aktuBanmu MuSK mocpencTBom
ero pochopunmporanus. ®ochopunrpoannbiii MuSK
AKTUBUPYET HUKECTOAIIMN CUTHAJIBHBIN IyTh, KOTOPBII
MIPUBOIUT K 00pazoBanuto ckomieHuit AXP [35].

AntuTrena k MuSK oOHapyXuBaroTCsS TPUMEPHO
y 7-10% Bcex mauueHToB ¢ MuacteHued u no 40%
MALMEHTOB C TE€HEPAIU30BAaHHOM MHACTEHUEH, Cepo-
HeratuBHBIX Mo aHtutenamM K AXP. Cpenu mauueHToB
C TIOJIOKUTENBHBIM pe3yasratoM Ha MuSK 1o 85% co-
CTaBJISIOT >KeHIUHEI [36]. MccnenoBanus Ha )KUBOTHBIX
MoKa3ayu, 4To aHTuresia K MuSK sBISroTCS MaToreHHbI-
MH IO OTHOIICHHIO K MUACTEHUU, IOCKOJIBKY BBI3BIBAIOT
CIWJIbHYIO CcJIa00CTh TPU BBEICHWUHU 3I0POBBIM MBIIIAM
[37]. B ornuuue ot antuten K AXP TUTpel aHTUTEN
K MuSK koppenupyror ¢ TsxecThio 3aboneBanus [38].
O coBmajieHNM CEPONMO3UTUBHOCTH KaK A aHTUTEN
k AXP, tTak u mis aatuten MuSK coobmanocsk pemnko
[39], HO B 1IeJIOM OHH CUHMTAIOTCS] PA3HBIMU MOJITUIIAMU
MI.

lsotinas ceponecamuenas ceHepanu308aHHas Mua-
cmenus. OTpHIIaTeNbHBIE PE3YNIbTaThl AHAIN30B Ha aH-
tutena kak kK AXP, tak u MuSK naGmonatores y 10-
CTaTOYHO TETEPOTEHHOW TPYIIHl MarueHToB. OAHAKO
KJICTOYHBIC aHAIM3bl MOTYT BBISBISITH OOJiee HH3KHUE
TUTPBI AHTHUTEJ y TAIMEHTOB, Y KOTOPBIX C MOMOIIBIO
OoJsiee pPacpOCTPaHEHHBIX CEPOJIOTHUECKUX aHAIN30B
paHee He ynajoch OOHApPYXHUTh aHTHTENa. Taxke BO3-
MOKHO, YTO Y 3TOHM HMOArPYIIBI OOJIBHBIX UMEIOTCS aH-
TUTENa K emle He WACHTU(QHUIMPOBAHHBIM aHTHUTEHAM
[40]. B memom 3TH MalMEeHTHI CXOAHBI C TMalMeHTaMU
C IOJIOKUTEIBHBIM pe3yJIbTaTOM Ha aHTU-AXP B oTHO-
[ICHUH pacTpeiesIeHHs MBIILIEYHON C1a00CTH, TSKECTH
¥ OTBETa Ha JiedeHrne. B omHOMOMEHTHOM 0OcepBaIioH-
HOM HCCIICIOBaHUHM COOOIIANIOCH O TPYyINIE MAlHUEeHTOB
C JIBOTHOW cepoHeraTuBHOW Muactenueil. Kinunnuecku
OHa IposBJIsUIach OoJee JISrKUM HadajioM 3a0oeBaHus,
MEHBIIIM YpPOBHEM TOPAKEHHsI OyIbOApHBIX MBIIII]
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u Oonee paHHUM JeO0TOM 10 cpaBHeHHIO ¢ MI ¢ aH-
tH-AXP [41].

Muacmenus, cesasannas ¢ anmumenamu k Lrp4. Lrh4
MpEACTaBIsAeT COOOH IOCTCHHANTHYECKUH peLenTop
arpuHa HEpBHOTO MPOUCXOXKAEeHUA. CBS3bIBaHUE arpu-
Ha ¢ Lrp4 aktuBupyer MuSK u uHHIIMMpYET Kackan
coObITHH, puBoAAIMX K arperaunu AXP B HMC. An-
tutena K Lrp4 npucyrctByror B 2-50% ciaydaeB qBOMH-
HOH ceponeraruBHOi MI' [42—44]. MHorHe manueHThbl
¢ Lrp4-MI Takke UMEIOT aHTUTENIa IPOTUB arpuHa. AH-
tutena Lrp4 B OCHOBHOM OTHOCATCS K nojkiaccy 1gG1/
IgG2 u cuuTalOTCs HEMOCPEICTBEHHO IATOTCHHBIMHU,
MOCKONBKY HapymiaoT aktuanuio MuSK [43]. ¥V namu-
€HTOB C BPOXKACHHBIMH MHACTEHUYECKMMHU CHHIpPOMA-
MU, 00YCIIOBICHHBIMA MYTAallMsIMU T'€Ha arpuHa, HepB-
HO-MBIIIIEYHbIE COeNMHEHNsI MeHee cTaOmibHbI, a AXP
OoJiee paccessHbl U He 00pa3yloT KIacTephl. YUHUThIBas
9TH JaHHble, HauOoiee BEPOATHBIM IAaTOIOTUYECKUM
MEXaHU3MOM aHTUTEN NpoTUB Lrp4 sBisieTcs CHIKEeHUe
knactepuzaund AXP. Bo3MOXXHBI U ApyTrue MEXaHUu3MBbl,
nockonbKy IgG1 MOXKeT akTUBUPOBATH KOMIUIEMEHT [42,
44].

Tenemuueckas npeopacnonosicennocms k MI. Kax
1 OOJBIIMHCTBO ayTOMMMYHHBIX OOJIe3HEH, MUACTeHHUS
SIBJISIETCS. MHOTO(AKTOPHBIM 3a00JIEBAaHHEM C TPEUMY-
LIECTBEHHO HEHACJIEICTBEHHBIM KOMIIOHEHTOM Da3BH-
THS, OIHAKO B HEH BBIIEISIIOT TeHETUIECKYIO COCTABIISIO-
miyto. ['ereporeHHocTh, HaOMIONAaEMasl TP MUACTEHUH,
erre OoJbllie 3aTPYAHACT FreHeTUYCCKUM aHanu3 [45].

MHorue uccnenoBanus MOKa3ald, YTO UMEIOTCS Tre-
HeTh4yeckne (pakTopbl, KOTOphIe CIIOCOOCTBYIOT pa3BU-
Tuo MuacteHuu [46, 47]. K npumepy, MI" acconuupona-
Ha C IIaBHBIM KOoMILIekcoM ructocoBmectumoctu (HLA)
[48], B IpyroM McciaenoBaHUU FOBOPWIOCH O KOHKPET-
Hol cBs3m ¢ rajoruniom HLA A1-B8-DR3-DQ2, takxke
n3BecTHbIM Kak AHS8.1 [49]. Bsuio 3amedeHo, 4To rarmio-
tun AHS.1 cBsi3aH ¢ ApyruMu ayTOMMMYHHBIMU 3a00J1¢e-
BaHMSAMH, TAKUMH KaK LEJNAKUS U CUCTEMHasi KpacHasi
BOJIYaHKa, YTO IMOATBEPIKIACT TUIIOTE3Y 00 OOIIUX I'eHe-
THYECKUX (haKTopax pUcKa Ul 3TUX Ay TOMMMYHHBIX 3a-
oonesanuii [S0]. Hecmotps Ha 310, Koppessus ¢ HLA
OyZeT CUJIbHO 3aBHCETh OT I0JIa, BO3pacTa Ha MOMEHT
Havana 3a0oJieBaHMs, TUCTOJIOTHH TUMYycCa IMAIMEeHTOB,
a Takke OyzneT HabIoAaThCs pa3Inyie MEeKIy eBpOIeo-
UIHOM U azuarckor pacamu [51]. Kpome Toro, 65110 110-
kazaHo, uTo reHbl PTPN22 u CTLA-4 umerot nepeote-
HEHHYIO CBSI3b C MUacTeHHel. Takke He OBLIO BBISIBIECHO
CTaTUCTUYECKH 3HAYMMOM CBSI3U ¢ UHTEp(epOoH-peryIs-
topabiM (akropom 5 (IRF5), TNF-o-unmynnpoBaHHbIM
oemxom 3 (TNFAIP3), IL-10, paxTopom-1, modydeHHBIM
u3 crpomanbHbIx kietok (SDF1), 3amporpammupoBas-
HbIM OenkoM kietouHoit cmeptu-1 (PD-1), anbda-pe-
nentopom sctporesa (ORa), TpaHCaKTHBATOPOM Kiacca
I (CHITA), mporemnTHpo3mH]OCcharazoii peuentopa
tuna C (PTPRC) [45].

Knunuka paznuunvix popm muacmenuu

Knunuueckue ocobennocmu anmu-AXP-muacmenuu.
OCHOBHBIM KJIMHUYE€CKUM MPOSIBIICHHEM MUACTEHUH SIB-
JSIETCSl MBIIIEUHAs CIab0CTh, YCUITMBAIOIIASCS TIPH QH-
3UYECKOM Harpy3ke M CHIDKaromasicsi B mokoe. Haw-
Ooiiee pacrpoOCTPaHEHHBIMH CHUMITOMAaMH SIBJISIOTCS

REVIEW

masHele — aurionus u nTo3. Kpome toro, mo 80%
MAIMEHTOB, Y KOTOPBIX 0OJIe3Hh HAYMHAETCS C OTalb-
MOJIOTHYECKHX CHUMIITOMOB, OYIyT WMETh TeHepalnu30-
BaHHBIC TIPOSIBIICHUS 3200JIEBaHUS B TEUCHHE JBYX JIET
nocyie Hadaja 3abonesanus [52, 53]. HenaBuee momy-
JSIUOHHOE WCCIIEOBaHUE, TPOBEACHHOE KIMHUKON
Mbito, nmokasasno, urto y 51% manueHToB HaOMIOIAI0Ch
[JIa3HbIE CUMITOMBL, a Y 55% U3 HUX pa3BUINCH T'€HE-
panu3oBaHHBIC HapymieHus [54]. Takke 9acTo BOBIIEKa-
10TCs OyIIbOapHBIE MBITIIIIEI, YTO IPUBOIUT K IU3APTPHUH,
nucdarud, ciadoCTH MBI JIMIAa U uenrocTed [55].
Taxke MOXET MPHCYTCTBOBATh CIIA00CTh MBIIII OCe-
BOTO CKeJIeTa, PU 3TOM CJa0OCTh MPH CrHOaHUU IIEH
BCTpeYaeTcs Jalie, 4eM C1adoCTh MPU pa3ruOaHuH IIIeH.
B onnom u3 uccnenoBanuii y 10% manueHToB ¢ MUacTe-
HUel pa3BuiIach HECTIOCOOHOCTH JiepKaTh TOJIOBY, JaH-
HBII CUMIITOM OBLT CBSI3aH C BO3pacToM Oombire 60 jeT
1 MY>KCKHM 110JIOM [56]. C11ab0oCTh MBI KOHEYHOCTEH,
KaK TPaBWJIO, CAMMETPHUYHAS U MPOKCUMAJIbHAS, U TIa-
[IUEHTHI OOBIYHO KANTYIOTCS Ha TPYITHOCTH IIPH TIOABEME
IO JIECTHUIIE, BCTABAaHUH CO CTYJIa U TIOAHITUU PYK HaJ
TOJIOBOW. B HEKOTOPHIX CITydasx MOTYT OBITh MOPaKEHBI
MPEUMYIIIECTBEHHO UCTAIBHBIE MBIIIIIBI C CHMMETPHY-
HBIM WJIM aCHMMETPUYHBIM pacIpesielieHueM clabocTH;
TaK, MaIlMEHTHI KaIYIOTCS Ha CIabOCTh P pa3ruOaHuK
1 cru0aHuM NaNbIEB | 3aISICThS, a TAK)KE Ha CBHCAaHUE
crombl. Y 15-20% matnmenToB ¢ antu-A XP-muacrenueii
MOXKET Pa3BUTHCSA JIbIXaTeIbHAs HEJOCTATOYHOCTD, TPe-
oyromas UBJI (Mmuactenmueckuit kpus) [57]. CionTaH-
HBIE PEMUCCUH C PAa3HOH MPOJOIDKUTENIEHOCTHIO MOTYT
BO3HHKATh Mpu MI' ¢ 1e010TOM BO B3POCIIOM BO3pac-
Te. B 0lHOM M3 paHHHMX HCCIIEOBAaHUM, MPOBEICHHOM
IO HaJgaJ1a MIUPOKOTO MPUMEHEHHS CTEPOUIOB U APYTHUX
MMMYHOJIETIPECCAHTOB, TPUMEPHO Y Y€TBEPTH TMAIHEH-
TOB HaOIIONANach MOJHAS WM TOYTH TOJIHAS CIIOHTaH-
Has peMuccus, mpoAospkasmasics ot 4,6 roga no 17 ner
[58]. IlonmoBuHa peMuUCCHII TPUXOJUTCS Ha MEPBBIN TOX
rmoclie Havyana 3a0oseBanus. Takke OBUIO YCTaHOBJICHO,
9710 y 22% NanueHToB, MOMY4YaBIINX AHTUXOIWHACTE-
pasHbIe Tpenaparsl, HaOMIOAaNach JWIIb CIIOHTaHHAS
pemuccus [52]. Pemuccus pnunacek 6onee 12 mec. y mo-
JIOBHHBI M3 ATHUX MAIMEHTOB, MPH 3TOM MaKCHUMaJbHas
MIPOAOIKUTENFHOCTh PEMUCCHHU B JAHHOM HCCIE0Ba-
HUU coCTaBuia 6 JeT.

Knunuueckue ocobennocmu anmu-MuSK-muacme-
Huu. AHTH-MUuSK-MHacTeHus npenMyIecTBEHHO 1opa-
’KaeT MOJIOZIBIX JIoeH u Ooiee pacipoCTpaHeHa Cpeau
MAIMEHTOB apPUKAHCKOTO TIPOUCXOKICHUS U KUTENeH
ctpan EBpombl u A3nu, pacroioXeHHBIX HEAANEKO OT
skBatopa [55-58]. Ckopee Bcero, 3To CBA3aHO C T'eHe-
TUYECKON MPepacloNoKeHHOCTEIO, a He ¢ (aKTopamu
OKpYy’Karoleil cpeapl. 3a0ojeBaHHE IMPEHMYIIECTBEH-
HO TIOpakaeT depenHsle U Oynbp0apHbie MBIIIIEL. bomee
40% maunueHToB UMEIOT OynbOapHbIE CUMITOMBI, OOBIY-
HO COYETAroIKecs ¢ MOPaKEHUEM MBIIII] [IeW U opra-
HOB Jbpixanus [59, 60]. Y HeKkoTOphIX OONBHBIX OTMeE-
yaercs arpodus si3eika. Oxosio 30% MarMeHTOB UMEIOT
JTUIUTONHEIO W/niu 1To3. CaaboCTh MBI KOHEYHOCTEH
HE TaK pacHpoCTpaHeHa, OJHAKO NPOTEKAeT TsKelee
1 B OOINBIIEH CTENEHU CBSi3aHA C Pa3BUTHEM MBIIIEY-
HOlt arpodmm. CyTouHble KOJeOAHWSI BBIPAKEHHOCTH
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CHUMIITOMOB HaOJIONAI0TCS pefKko. YeTkol CBSI3UM MEXK-
ny antu-MuSK-MuacteHuell u matojaorued Tumyca He
YCTaHOBJICHO [57].

Knunuueckue ocobennocmu muacmeHuu, C8sa3anHOU
¢ aumumenamu xk Lrp4. B 3THX ciydasx mnpeoOiaaa-
I0T KCHIIWHBI, BO3pACT Havajla BapbUPYeT, HO NeOI0T
3a0oJieBaHMs, KaK MpaBwio, HaOmomaercs n0 S50 et
VY manueHTOB MOXKET OBITh Kak IvIa3Hasl, Tak W TeHepa-
JIN30BaHHAS MHACTCHUS, HO CUHUTAETCS, YTO TKECTh
CHMITOMOB B 3TOH MOATPYTIIE B IEIOM MeHbIre. QKoo
20% WMEIOT TOJNBKO TIa3HBIE CUMIITOMBI uepe3 2 roaa
6omne3nu [43]. OgHako y MAlMEHTOB ¢ KOMOWHAIUEH
aHTU-Lrp4 1 aHTU-arpuHOBBIX AHTUTE] CUMIITOMBI MO-
ryT ObITh Oonee TsoxenbiMu [43]. CremyeT OTMETHTS,
4To aHTHTEeNa K Lrp4 Takke MOTYT OBITh OOHAPYKEHBI
MIPH IPYTUX HEBPOJIOTUIECKUX 3a00JI€BAHUSAX, BKITFOUAs
00oKOBOI amMHOTpOodHUUeCcKuil ckiepo3 [61, 62]; Takum
00pa3oM, HEOOXOIUMBI JATBHEHTIIHE UCCIICIOBAHUS IS
MOJTBEPXKACHUS €ro CHenu(UIHOCTH B JMATHOCTUKE
MI.

Muacmenus, accouuuposannas ¢ MUMOMON

Ora ¢popma sBiIseTcss OMHUM U3 ToATHIoB MI, cBs-
3agHON ¢ aHTH-AXP. MI' sBusieTcss Hambojee 9acto
Pa3BHUBAIONIUMCSI ayTOUMMYHHBIM 3a00JIeBaHUEM, CBSI-
3aHHBIM ¢ TUMoMamH [63]. Ot 10 mo 20% marmueHToB
¢ MuacteHued umeror tumomy, a 30-50% mnanueHToB
¢ TUMOMOW HMMEIOT muacTeHuio [64]. ComracHO Mex-
JYHapOJHOMY KOHCEHCycy mo IedeHuto MI' BoBpems
BBITIOJTHEHHASI PACIIUPECHHAS THMAIKTOMHUS SIBISICTCS
CTaH/IapTOM JICUCHHUS /IS TAIUEHTOB C MUACTEHUEH, CO-
YETAIOMIEHCST ¢ TUMOMOM [65], 1 peKOMEHIyeTCs Iaxke
MpH  OTCYTCTBUM THMOMBI OOJBIIMHCTBY B3POCIBIX
JIIOACH MOJIONOTO M CPEIHEro BO3pacTa ¢ aHTHTEIaMU
k AXP. Knaccuduxkarust Tumom BcemupHo#t opranu-
3anued 37paBOOXpAHCHMsST OCHOBaHAa Ha MOP(OJIOTHH
AMUTETHANBHBIX KIIETOK U KonudecTBe T-muMoIuToB
B TKaHU [66]. Beienstor tunsl A, AB, B1, B2, B3. Ko-
JUYECTBO JTUMQOIUTOB U HMMYHOJIOTHYECKass cpena
pa3IUYaIOTCs MEXIY TUIIAMH TUMOM [64]. DTH pasznu-
YHsI TAKXKE OTPAKAIOTCS KIIMHUYECKH B TOM, YTO THMOMa
THIa A peaKo CBsA3aHa C MHUACTCHHEH, B TO BpeMs Kak
Oose3Hp yacto HaOmomaeTcs mpu tunax Bl u B2 [67].
Taxoxe OBUTH OMHUCAHBI U JPYTHE KIUHUYCCKUC Pa3iiv-
qisl, HaIpuMep TIMoMa tuna B siensercst hakropom pu-
cka pazsutusg MI" mocne TumakToMuu [68].

TUMIKTOMHS PEKOMEHYeTCSl B CIyyae OTCYTCTBUSI
THMOMBI IS MHUACTCHHMM, CBS3aHHOW ¢ aHTH-AXP,
a TaKkKe B CEPOHETAaTUBHBIX CIydasX, pedpakTepHBIX
K KOHCEPBaTUBHOMY JICUCHHIO, B TO BpEeMs Kak OHA HE
pexkomMeHnayercsa npu Hanuuuu antuten k MuSK, LRP4
wiu arpury [69]. [lpu MuacTeHNH, COUETAIOMIEHCS C TH-
MOMOM, TUMAKTOMHS JIOJDKHA OBITh BBIIIOJHEHA Kak
MOXKHO paHBIE KaK C TOYKHA 3PEHUS MCXOHa TUMOMEI,
TaK U ¢ Touku 3penus ucxoga MI. Takxe ycraHoBie-
HO, 9TO CTCPHOTOMHUS, TOPAKOCKOITMYECKAs OIepaItus,
poOoTH3HpOBaHHAS XHUPYPTUsl ObUIM CBS3aHBI C Oolee
HU3KUM PHUCKOM PEIHINBA TUMOMEI, YeM TOPAKOTOMHUSI.
HccnenoBanust mokasanu, 4To JJIsi THMOMBI HA paHHEH
CTaJMH HET CYIMIECTBCHHON Pa3HUIIBI MEXKTy MUHUMAJTh-
HO MHBa3UBHOM XUPYpPrueil U TpaiulIMOHHON OTKPBITON
oTieparei Ui ONMbITHBIX XUpyproB [70].
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B ogHOM M3 KpyHHBIX HCCIETOBaHWN OBII MpOBe-
JIeH aHajgu3 JIaHHBIX M3 aTjaca pPakoBOrO I'e€HOMa Kak
JUIS. TAMOMBI, accouuupoBaHHON ¢ MI, Tak u s TH-
MOMBI, HE accoluupoBaHHoil ¢ MI. B nanHom uccie-
JIOBaHWW ObUIM HaIEHBI BO3MOXHBIE MOJIEKYIISPHBIE
W3MEHEHUs] B maroreHe3e mnociennei. Ilpu momoinu
TEHETHYEeCKUX METONoB aHanm3a cpeau 24 991 tpanc-
KkpuntoB 169 reHoB Oblia ycTaHOBJIEHA 3HAYUTEIbHAS
pasHuIa MeXIy IByMs JaHHBIMH (opMaMu 3a0oJieBa-
HUs. JlanpHeWHiA CKPUHHMHT C KCIIOJNIb30BaHUEM 0a3
nannbix LifeMapDiscovery Cells and Tissues Database
n VarElect BBIBHUI CBEpXIKCIPECCHUIO MIECTH T'E€HOB
(ATM, SFTPB, ANKRDS55, BTLA, CCR7, TNFRSF25)
B TUMOME, accouunpoBaHHoil ¢ MI, HenmocpencTBeHHO
CBSI3aHHBIX C Pa3BUTHEM ayTOMMMYHHBIX 3a00ieBaHUI
1 3KCIIpecCHpyeMbIX Ha T-KJeTKax, W BBICOKHM ypo-
BeHb deThipex (ANKRDSS, BTLA, CCR7, TNFRSF25)
U3 HUX OBUI YCTAaHOBIEH B TKAaHSIX TUMOMBI CaMUMHU
aBTOpPaMH HCCIENOBAHMS NP TIOMOIIM MTOJUMEPA3HOI
LIETIHOHM peakuu B peaJbHOM BpemeHHu [71].

Mapkepvt mumomsl, accoyuuupoBanHoil ¢ muacme-
Huerll

ToBopss 0 3HaYMMOCTH TUMAIKTOMHMM y 3TOM Ipyn-
bl TAllMEHTOB, CIEAYET YIOMSHYTb, YTO YPOBEHb aH-
TH-AXP 3HaUNTENBHO CHIKAETCS MTOCIIE XUPYPrHIECKO-
ro BMematenscTBa (p < 0,001) [72]. CooTBeTcTBYMOMIEE
CHIDKEHHUE TUTpa aHTUTEI MOCTe ONEPallii TTOKa3bIBAeT
OB TUMAIKTOMHHM KaK «MOIU(HUIHPYIOIIET0 TeYeHHE
Oones3am» nederns MI' ¢ antu-AxP, momaepkuBas, 4ro
y MalMeHTOB C TUHMOMOM XHPYpPrHUECKOE PaJUKaIbHOE
JICYEHUE UTPAET Ty XK€ POJib, YTO U y MaLUEeHTOB ¢ MI,
HE acCOIMUPOBAHHOM ¢ TUMOMOIA [73].

Kpome Toro, ypoersr anTu-AXP 10 omepamum wim
HW3MEHEHUE MX YPOBHS IOCIE ONEepalu He ObUTH CBS-
3aHBI C BEPOSATHOCTBIO peruanBa TUMOMEI [72]. [lo cux
IIOp HE YCTAHOBIIEHBI KIIMHUYECKUE U CEPOIOTUUECKUE
MapKepsI ISl BBISIBIICHUS MAIIEHTOB C 00JIee BHICOKUM
PUCKOM peuuauBa OnyXxoiu. B ogHOM u3 mccnenosa-
Hull B BeIOOpKe n3 191 mamumenra ¢ MI™ kak ¢ Tumoma-
MU U PEUUANBUPYIOIIAMU THMOMAaMH, TaK U 0€3 THMOM
nokazanu, uro uHTephepoH-ambpa (IFN-o) m IL-12
3HAYUTEIBHO YBEIUYMBAIOTCA B CIydyae pelyanBa TH-
MOMEI [74].

B apyroM peTpocneKTHBHOM HCCIEAOBAaHUU OBLIN
cobOpaHbl JaHHBIE 0 268 ManueHTax ¢ MHACTCHHUEH, ac-
COLIMMPOBAaHHOW C TUMOMaMH. Y JaHHBIX MaIEHTOB
HAOJIIONAJINCh CUMIITOMBI CIIOHTAHHOW MBINICYHON T'H-
NEPaKTUBHOCTU. DBUIM TpPOBENEHBI KIETOYHBIE aHa-
JU3Bl Ha ayTOAHTHTENA IMPOTHB OENKOB MOBEPXHOCTH
HelipoHoB, Takux kak CASPR2; Oorarterii neiirmaOM
WHAKTUBUpyeMbIii rmmoMoi mporenH 1 (leucine-rich
glioma-inactivated protein 1, LGI1), penenrop rmununa
U perienTop HeTpuHa- 1. HelipoMroTOHMIO AMarHOCTHPO-
BaJiy 10 HAJIMYHUIO TUITMYHBIX HAPYIICHUN TIPU NEKTPO-
muorpaduu n/unn ayroanturen npotus LGI1/CASPR2.
CoOTBETCTBEHHO, OBIJIO YCTAHOBJIEHO, YTO PELHIMBHI
THUMOMBI ObUTH OO0JIee YaCTBIMH Y TAIIUCHTOB C HEHpPO-
MHUOTOHHUEH, 4eM y narueHToB 6e3 Hee (p < 0,001) [75].

C nmpyroit cTOopoHBI, TUTPHI aHTH-AXP 10 THMAKTO-
MHH JOCTOBEPHO KOPPENHPYIOT ¢ TsxkecThro MIT [76].
Kpowme Toro, oTMedeHo, 4To y MarueHToB ¢ 0oJiee HU3KOH
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craauei o knaccuduxanuu MGFA (Myasthenia Gravis
Foundation of America — AMepuUKaHCKUH KOMHTET
M0 M3YYEHHUIO MHACTEHUH) 10 OTlepaluy TaKke Habro-
naercsi 0osee BBIPAKEHHOE CHMD)KEHHE YPOBHS aHTHUTEI
nocie onepamuu [72].

Jleuenue muacmenuu zpaguc

B HacTosmee BpeMs B KIIMHUYECKOW IPAKTUKE IJIs
JedeHus1 OOJIBHBIX MUACTEHUEH HMPUMEHSIOT Mepopalb-
HbI€ KOPTHKOCTEPOHIbI, WMMYHOMAEIPECCAHTHI, THUM-
skroMuto, AXDOII, BHYTpHBEHHBII WMMYHOTIOOYIIHH,
wiazmadepes u akynuszymao [77, 78].

IlepBas nunus neuenuss — AXOII. OnHOBpeMEHHO
MAIHEHTY CIIeIyeT PacCCMOTPETh BO3SMOXKHOCTH IIPOBEIe-
HUSI TUMOKTOMUU. Ecnu y manmenTa coxpaHsroTcs CUM-
NTOMBI Ha TUPUAOCTUTMUHE, TO, BEPOATHO, CTOUT MPH-
CTYIIUTH K KOpTUKOCcTepouaHo# Tepammu. C. Farmakidis
¥ COABT. CYUTAIOT MHTHOUTOPHI AlleTUIXOJIMHICTEPA3HI,
KOPTUKOCTEPOUIbl U THUMIKTOMHIO Tepamnuedl nepBoi
nuHUK pu reHepanuzoBanHoit MI. JI.B. Cuanes u co-
aBT. BBUIBHJIM NPSIMYIO KOPPEJSIMIO MEXAY BBIPaXKEH-
HOCTBIO KJINHUYECKOTO YAYYIICHUS U CTEIIEHbIO0 YMEHb-
eHus KoHLeHTpauuu antuten k AXP [79].

ITanmnentram ¢ MI' cnenyeT IpoOBOAMTE KOMIIBIOTEp-
HYI0 TOMOTpario OpraHoB IPyIHON KIETKH JUIS OLCH-
KW HAJIMYUSI TAMOMBIL. J[Js ManeHToB ¢ THMOMOM THM-
9KTOMHS I0JDKHA OBITH MPOBECHA HEMEIJICHHO HITH KaK
TOJIBKO TAIMEeHT JOCTAaTOYHO OKPENHET Iocie Havaia
HMMYHOMOAYJIUPYIOLIETO JICYCHHUS, YTOObI MEepeHeCcTH
onepanuo [80].

Ecnu mauueHT He AOCTHraeT MUHMMAJIBHOTO KITH-
HUYECKOTO YITyYIIEHUS] WM PEMHCCHH, CIelyeT pac-
CMOTPETb BO3MOXHOCTD MPOBEICHHS JOMOIHUTEIBHON
MMMYHHOM Tepanuu A0 AOCTH)KEHHS KOHTPOJIS Haj
3aboneBanreM. Kak mpaBuiio, manueHTaM ¢ FeHepaju-
30BaHHOU (hopMol 3aboieBaHus TpeOyeTcs MUPUIO-
CTUI'MHH C NPEIHHU30JIOHOM ISl HaYaJbHOTO KOHTPOJIS
3aboneBanus. JJig manMeHTOB C BBIPaAXKCHHOHN clabo-
CTbIO B 1eOroTe 3a00JeBaHUs WM B CiIydae HaJIMYUs
caxapHoro nvabera OJHOBPEMEHHO C TNPEIHU30JI0HOM
MOXeET OBITh Ha4aToO JIEYEHHE MMMYHOIETPECCAHTaMH,
HampuMmep azatuonpuHoM. Eciam cocrosiHue manueH-
Ta YXyALIaeTCs MOCJIe CHIKEHUS 1036l MPEIHU30II0HA,
MOYXHO Ha4aTh UMMYHOCYIIPECCUBHYIO T€PAITUIO BTOPOit
JIMHUH.

B 310 BpeMs MOXKHO 100aBUTH TEPANHIO a3aTHOMIPH-
HOM, IOHUMAs1, YTO HOMHBINA 3¢ HEKT IPH ITOM MOKET HE
HacTynuTh B TeueHue 12—18 mec. Ecnu arent paboraer
ObICTpee OKUIAEMOI0, TO UCIOJIB3YIOT BHYTPUBEHHBIN
MMMYHOIJIOOYIMH WM HHUKJIOCHOPHH (WM TaKpOIu-
MyC) — 3TO ApPYTHE BapUAHTHI BTOPOH TUHUH, dPdek-
TUBHOCTh KOTOPBIX ObIIa JI0OKa3aHa B PaHJIOMU3UPOBAH-
HBIX KOHTPOJIHMPYEMBIX HccleaoBaHUsIX [81].

Cpeny TEpCHEeKTHBHBIX OIIUN JIEYCHHUS CIIEAYeT
OTMETUTh PUTYKCHMAaO, MPUMEHEHHE KOTOPOIro OKaza-
70¢k 3Q(HEKTUBHBIM Y HEKOTOPBIX MAIIMEHTOB C MHACTE-
Huell ¢ antu-AXP u y OONBIIMHCTBA MAIUEHTOB C aH-
tu-MuSK-mmactenwneii [82, 83].

VYV nauuentoB ¢ aHTU-MuSK-MuacreHnuei, koropas
MEHee OT3BIBYMBA Ha CTAaHAAPTHYIO TEPaNuio, PUTYK-
cuMab MOXKET OKa3bIBaTh 0OJiee HAEKHBIA M CTOMKHIA
neueOHbIi 3¢ ekt [84, 85].

REVIEW

3akiarouenne. MuacTeHUSI TPaBUC OCTACTCS OTHHUM
13 HanOoJee CIIOKHBIX HEBPOIOTUYECKUX 3a00IeBaHUi
KaK C KJIMHUYECKOW TOUKW 3PEHUS, TaK U C TOUKU 3pe-
HHA natoreHesa. BrmosiHe Bo3MokHO, uto MI™ BKIIOUaeT
B ce0sl MHOXKECTBO PaCCTPOMCTB, IIPHU KOTOPBIX BBISIBIIS-
IOTCSl pa3IIMYHbIC aHTHUTENA, O0OBEAMHEHHBIX HEKOTOPBI-
MU OOIIMMH CUMIITOMAaMH U MEXaHU3MaMM I1aTOTeHE3a.
Ha naHHBII MOMEHT CyIIECTBYET MHOXECTBO OMIUit
Tepanuy JaHHOW OOJE3HM, OIHAKO /IS MHACTCHUU,
aCCOIIMMPOBAHHON C TUMOMOM, TUMAKTOMHMSI OCTAETCS
KIJTFOYEBBIM METOMIOM JieueHus. JJIs ymydIenus Tuarao-
CcTUKU U Jiedennst MI' HeoOXOaUMBI JaJIbHEHIIINE UCCIIe-
JIOBAHUS, KACAIOIHUECS POJIU MaTOTeHEe3a, MPOTHOCTHYIE-
CKHX (PaKTOPOB U METOJIOB TEPAITHH.

KonduauxkTt nHTEpecoB. ABTOpPHI ACKIAPUPYIOT OT-
CYTCTBUE SIBHBIX U TIOTCHIMAIHHBIX KOH(INKTOB MHTE-
pPECOB, CBSI3aHHBIX C COMEPIKAHIEM HACTOSIIECH CTAaThH.

®unancupoBaHue. VccnenoBanue He UMENO CIIOH-
COPCKOM MOJAEPIKKH.
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