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Pe3tome. B oannoii cmamve npedcmagieHvl pe3yibmamvl CPAGHEHUS. PAZHBIX POPM MUACMEHUU C
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Resume. This article presents the results of comparing different forms_of myasthenia with an
emphasis on the twice seronegative form of this pathology.

Keywords: myasthenia gravis, pathophysiology, neurology, MuSK, Lrp 4.

AkTyaabHocTh. Cpenu Oosie3HEH HEPBHOM CHCTEMBbI 0CO00O€ MECTO 3aHMMAeT
muactenus rpasuc (MI'). MuacTenus - ayrTouMMyHHOE 3a00JIeBaHNE HEPBHO-MBIIIICYHOTO
CHHAIICa, KOTOPOE B PAJIC CJIydacB MPUBOMIT K MHBAJMMAU3AINK OOJBHBIX (Yalle BCEro
TPYJIOCTIOCOOHOTO HaceseHus) U JeTanbHoMy ucxony [1]..B mocnennue necsaruierus, Ha
(oHE BBICOKOTO pocTa ypOaHW3alMKU HaOIIOAETCsi POCT YHMCia OOJbHBIX MHUACTEHUEH.
CornacHo TOCIEIHUM KIMHUKO-3IUIEMUOJIOTHYECKUM HCcCleoBaHusIM, B PecmyOmiuke
benapyce ¢ 1987 o 2012 roxa Bo3pocia 3a00jieBagMOCTh MUAacTeHUEH TpaBuc Ha 1,62+0,42
Ha | MiH. HaceneHus [3]. B Takoii anuieMuoa0rudecKy HeOIaronpusTHOW CUTYallul CTOUT
OCTpPO BOIIPOC paHHEN AUArHOCTHKHU U JIEY€HUS MUACTEHUU.

Bompochl AMarHoCTUKM JaHHOTO 3a00JIeBaHUSI TECHO CBSI3aHBI C THOINATOTEHE30M.
NDA antHTEn K CTPYKTypaM HEPBHO-MBIIICYHOTO CHUHAICa Yy MAIMEHTOB C JaHHOM
NaTOJIOTHHY, HAa JTAHHBIA MOMEHT SIBIISIETCSI HanbOoJee TOYHBIM U JIOCTOBEPHBIM METOJIOM
nuarHoctTuku muacteHuu [1].7 Ho, CymecTByeT rpynna jtoAei, y KOTOPbIX MPU HAJTWYUU
KJIMHUYECKON KapTUHBI OOJ€3HH, He yAaéTcs HAaWTHU aHTHUTENAa K OCHOBHBIM MUIICHSIM
HEpBHO-MbIIIeuHOro cuHamca: H-xommaopenenropsl (N-XP) u muscle-specific Kinase
(MuSK) [1,2]. OnHako, B COBPEMEHHBIX WHOCTPAHHBIX CTAThIX BBIICIISIOT HOBBIH BHJT
mutneneit — Lrp 4 (lipoprotein receptor-related protein 4), HermocpeICTBEHHO CBS3aHHBIH C
MuSK, mpuyem jlanHas UMMyHOJOTHYECKas (popMa MMEET CBOIO OCOOYI0 KIMHUYECKYIO
kaptuny [4].

Heab:  u3yuynTh KIMHUYECKHE U JIAOOPATOPHO-UHCTPYMEHTAJIBHBIE JaHHBIC
MAIMEHTOB MOJIOJIOTO BO3pacTa ¢ pa3HbIMH UMMYHOJOTHUYECKHMH (OpMaMU MUACTECHUH,
BBIJICIUTh OCOOCHHOCTU TPYIIbl MAlMEHTOB C JABaXAbl CEPOHEraTUBHON MHUACTEHUEU
rpaBuC.

Marepuan u Metoabl. JlaHHble ucclieoBaHKMS ObUIM TOJYYEHBl MyTEM
PETPOCHEKTUBHOTO aHanu3a 60 MEAUIMHCKUX KapT MallMEeHTOB, MPOXOJIUBIINX JICYEHUE B
PHIIIL] “Hesposoruun u veripoxupyprun’ ¢ 2014 o 2017 rr. CpenHuii BO3pacT MalMeHTOB
coctaBui 34 [26;41] roga, no kpurepruro BO3 nanueHThl OTHOCATCS K MOJIOJIOMY BO3PacTy.

[IpoBoawiics aHanu3 0OIIECOMATHYECKOTO M HEBPOJIOIMYECKOro 00CIIeI0BAHMS,
anextponeiipomuorpadpun (OGHMI'), KT cpenoctenusi, nadboparopusix aaHHbix (MDA
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antuten k N-xomuHopenentopam 1 MuSK penentopam). [lannentsr ObUIH pa3ziesieHbl Ha
cinenyromue ¢Gopmbl: ceporozutuBHo MIT (CMI'), MuSK-no3utusnoit MI' (MIIMI'),
NBaXbl cepoHeraTuBHOM MwuacteHued rpaBuc (JJCMI'). PesynbraThl wuccienoBaHus
MpeCTaBICHbI B BUJIE MEUAHbI U MEXKBapTWIbHOrO nHTEepBana (Me [g25; q75]).

Pe3yabTaThl M HX o0cy:kIeHue. B mporecce aHaiv3a MALMEHTHl C Pa3HBIMU
dbopmaMu MUACTeHMHM OBUIM pa3elieHbl Ha CIEAYIOIIUE TPYNIbI: MepBas Trpynmna —
nanueHTsl ¢ CMI', Bropas rpynna — nanuentsl MIIMI, TpeTes rpynna — JJCMI'.

IlonoBas xapakTepucTuka: rnepsas rpynna — 65% xeHmuH u 35% My>KX4uH, BTOpas
rpynmna — 75% u 25%, tpetbs rpynmna — 90% u 10% cooTBeTCTBEHHO.

[Ipu pacnipeneneHuu Mo KjiaccaM TSKECTH ObLIO BBISBIICHO, UTO B TIEPBOM IpyMIe y
20% nanuenTtoB — 1 knacc Tsoxectu, y 40% — 2 knace, y 35% — 3 kiace, y 5% — 4 knacc. Bo
BTOpOI rpymnme 1 kinacc umenu 15% nanueHToB, 2 kiiacc Tsbkectd — 35%, 3 knace — 45%, 4
kinace — 5%. Cpeau maueHToB TpeThed rpynmnbl 1 Kiace TskecTH ObUT mocTaBiieH 60%
nanueHToB, 2 kinacc — 30%, 3 knacc — y 10%, nauueHTsl ¢ 4 KJ1aCCOM OTCYTCTBOBAJIM.
[TarueHTOB ¢ 5 KJIacCOM TSKECTH B JAHHOW BHIOOPKE HE OBLIO BBISIBICHO.

XapakTepucTHKa pacpoCTPaHEHHOCTH MATOJOTUYECKOTO Tpoliecca: B rpynne CMIT
u MIIMI" GonbIIMHCTBO UMENH TeHepain30BaHHY0 hopMy: 80% u 85% coOTBETCTBEHHO,
a nokaibHyto Gopmy — 20% u 15% coorBerctBenHo. I'pyrima ACMI™ xapakrepuzoBaiach
npeobananueM JokanbHoU hopmbl — 60%.

OHMI" naHHbIe: TATOJOTHS HEPBHO-MBIIIIEUHOH TIepeaun ObLTa TMarHOCTUPOBAHA Y
85% mnamueHToB nepBor rpynnsl, y 55% NanueHTOB  BTOpOi rpynnbl U Tojibko y 10%
TPEThEU TPYIIIIBI.

Peakius Ha npueM aHTUXOMUHACTEPa3HBIX MpenapatoB (AXOII) cpeau manneHToB
nepBoii rpynnsl y 70% Oblia nmoaHasi, HeroaHas peakuus — y 25%, u minoxas peakuus y 5%
naiueHToB. Bo Bropoi rpynme y (15% TmanueHTOB BTOpOMl Trpymmbl OblIa MOJTHAs
KoMIieHcanusi, HenoiHas — y 80%; 11oxXasa koMrneHcanus — y 5% MalueHToB. Y TpeTheil
IpyIIbl NAaUUEHTOB NpH Tepanui AXISI] cuMOTOMBI KyUPOBAIUCH NOJIHOCTBIO Y 75%, He
noJIHOCTHIO Y 20% 1 He KynupoBaiauch y 5% MalueHToB.

CocrosiHME BUJIOYKOBOM )KeJIe3bl B MIEPBOM T'PYINE MAlMEHTOB MMENA CIECAYIOIIYIO
XapakTepucTuky: y 10% manueHToB OTCYTCTBOBAJIa MATOJIOTHs TUMYCa, ¥ 75% NaluueHToB
MMella MECTO THUIEpIIa3usl BUIOYKOBOW xene3bl Uy 15% mnauuentoB B rpymnmne CMIT
nMenach TuMoMa. Bo.Bropoii rpynie y 40% nanueHToB OTCYTCTBOBAJA MATOJOTHS TUMYCA,
OJIHAKO THHEPIIa3us BUJIOYKOBOM xkene3bl Obuta y 60% manueHToB. B Tperbeil rpymme
MATOJIOTHUS, BUJIIOYKOBOM JKene3bl OTCyTCTBOBaja y 35%, rumepruiasusi skene3sl ObLia
BbIsIBIICHA Y 45% naniieHToB. BO BTOPOI1 U TpeTeil rpynnax THMOMBI HE ObLIN BBISIBICHBI.

3akurouenne. [locne ananmza pe3ylbTaTOB MCCIEAOBAHUS BO3MOXKHO BBIICIIUTH
CJIEYIONINE OCOOCHHOCTH KIMHUYECKOTO TEUYEHUS TMAIMeHTOB C pa3HbIMH (GopMamMu
MHACTEHUU T'PABUC, B YACTHOCTHU aKTyaJbHOU i Haieu ctpansl popmbr JJCMI':

1. Bce rpynmbl NallMEHTOB XapaKTEPU30BAIUCh MPEUMYIIECTBEHHBIM MOPaXKEHUEM
nun xeHckoro nona. B rpynne JICMI sxenmunst coctaBuiia 90% BbIOOPKHU.

2. CornacHo crenenu Tsbkecty, rpynna JJCMI' coctosia B OCHOBHOM M3 MAllMEHTOB
1 knmacca (60%), maruentsl rpynn CMIT u MIIMI umenu B 0CHOBHOM 2 U 3 KJIACCHI TSIKECTH
(CMT" —40% 2 knacca Tsxectu 1 MIIMIT — 45% 3 knacca TskecTu).
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3. Ilo nokanu3anmuu NaUWEHTBI C MHACTEHUEN HMMEIU NPEUMYLIECTBEHHO
reHepanu3oBanHbiii Ttun narojgorun (80% u 85% B rpymmax CMIT u MIIMIT
COOTBETCTBEHHO), 0iHaKo B rpyme JJCMI' renepanu3zoBaHHbIN THI cOCTaBIISUT TOIABKO 40%
MAIMEHTOB.

4. Ilpm Ttepanuu npenapatamMmu nepBod JmHUKM — AXDIl, mnonHas peakuus
HaOmonanack B ocHoBHOM B rpytmme JCMIT (75%), rpynna CMIT Tspkenee mojjiaBajiach
nedyenuto (monHas kommneHcanus y 70% mnaumentoB). Tepanus rpynnsl MIIMIT
OCJIOXKHsJIach He NoJHbIM 0TBeTOM Ha AXDII B 80% ciyuaes.

OCHOBBIBasSICh Ha KPUTEPUAX KJacca TSKECTH, Jokanmm3anuu u tepanuu AXOIII
MOHO yTBEpk1aTh, yTo rpynmna JJCMI" umeeTr B OCHOBHOM JIETKOE T€YEHUE MATOJIOTHUH.

5. HCTpyMEHTAIbHOE UCCIIEA0BAHNUE TPOBOIMMOCTH HEPBHO-MBIILIEYHOI'O CHHAIICA
(OHMT') He naét pe3ynbraToB y 45% nanuentoB ¢ MIIMI u'y 90% ¢ JICMI', uro siBnsiercs
nmoKazaTejeM HH3KOM WH()OPMATHUBHOCTH JAHHOTO MWCCIICIOBAHUS Y [IaHHBIX TPYIII
nanreHToB. Ha ocnoBannu KT uccnegoBanust yaanocek BbisABUTH, 4TO JJCMI' 1 MIIMI B
JTAHHOM BBIOOpPKE HE aCCOIMMUPOBAHA C OITyXOJIbIO BUIIOUKOBOM YKeJ1e3bl (TUMOMOIN).

[Tocne ananu3a gaHHOM BHIOOPKHU, CPABHEHHS] OCHOBHBIX MMMYHOJIOTHYECKUX (OpM
MUACTEHUU TPABUC U COBPEMEHHBIX JIMTEPATYPHBIX UCTOUHUKOB, €CTh OCHOBAHUE M0JIararh,
YTO OCHOBHBIM 3THOMNATOTeHeTHUYeCKUM (hakTopoM JICML“siBIsi€TCS MOsBIICHHE aHTUTEI K
Lrp 4. Onnako, maHHOE 3asiBIeHHE TpeOyeT yriayOJieHHOTO u3ydeHus ¢ nmomoiibio MDA
anTuTen K Lrp 4, yTo Ha JaHHBIM MOMEHT HE BO3MOXKHO B PecriyOike bemapyce.

HNudopmanusi 0 BHeapeHHMH Pe3yJbTAaTOB HCcJAeRoBaHus. [lo pesynbraTam HaCTOSIETO

WCCIIEIOBAaHUS OMTyOJIMKOBAHO 3 CTaThU B COOPHHUKAX MaTepPHaIIOB, 3 Te3Kca OKIIAI0B, | cTaThs B )KypHae,
nmoiaydeHo 4 akTa BHEApPEHUs B 0OpazoBaTelbHBIN mHporecc (kadeapa MaTOJIOTHYECKOW (HHU3HOJOTHH

BI'MY, xadenpst HeBposioruu u Heripoxupypruu bl MY, kadenpsl maronoruueckoit ¢puzuonoruu BIMY,
kadeapsl naTosiorudeckoit puznonoruu ['pI'MY).
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