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Peztome. Ha cezoonswnuti Oenvb >muoniocuss U namo2ene3 Muacmenuu cpasuc 60 MHO2UX
acnekmax ocmaromcs He U3YYeHHbIMU. ,HJZ}Z OUACHOCIMUKY MUACMEHUU 8 Mupe wupoKo uUcnojib3yenics
UDPA anmumen xk MUSK u N-xorunopeyenmopam, ooumaxo ocmaemcs ewe 4acmv NAYUEHMOB C
OUACHO30M MUACMEHUS cpasuc y Komopslx He OvbLIU BbIAGICHBbL OaHHble anmumenda. Takum 06pa30M, 6
OaHHOU cmamve npedocmasiienvl OaHHble NO N0800Y U3VUEHUsT OAHHOU 2pYNNbl NAYUEHMOS.

Kniouesvie cnosa: muacmenus, ceponecamusnas, MUSK, Lrp 4, aymoummynmvie 6onesmu.

Resume. Today both the etiology and pathogenesis of myasthenia gravis in many aspects remain
largely unexplored. For the diagnosis of myasthenia gravis, ELISA for antibodies to MuSK and N-
cholinergic receptors are widely used in the world, but there are still a number of patients with the
diagnosis of myasthenia gravis who have not been detected with these antibodies. Thus, this article
presents study on the study of this group of patients.
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AKTyajabHOCTh. B mocinennue rojma HaOa0OgaeTcsi pocT 4YHCla MHAIMEHTOB C
nuarHo3oM muacteHus rpasuc (MI'). B Pecny6nuke bemapycs ¢ 1987 mo 2012 ron
BO3pOCIIA CPEIHSSA exeroaHas 3aboaeBaeMOCTh HaceneHus Ha 1,62+0,42 wa 1 mun. [3]. B
IUAarHOCTUKE MHUACTEHUH OCHOBHBIM JIMATHOCTHYECKUM KPUTEPUEM, Hapsay C
KIIMHAYECKUMH JIAaHHBIMU, SIBJISICTCS TIOBBIIIICHHAS! KOHIIEHTPAIUS CHIBOPOTOYHBIX aHTUTEI
K psay CTPYKTYp HEpPBHO-MBIIIEUHOTo cuHanca. OnHAKO, YYUTHIBas BBICOKYIO
cnenu(UIHOCTb, CEPOJIOTHUECKOE HCCIIEIOBAHUE SIBIIETCA «30JIOTBIM CTAHIAPTOM» B
nuarHoctuke MI', HO Ha COBpPEeMEHHOM »JTale pa3BUTHS MEIMIHMHBI BO3HUKAIOT
CJIOKHOCTH TPU YCTAHOBJIEHUM BEPHOIO JHMArHO3a B CBS3M C OTCYTCTBHEM AHTHUTEN K
OCHOBHBIM aHTUTeHHBIM MumeHsM (H-XP u k MuSK) [1,2].

Takum 00pa3oM, Ha CErOJHAILIHEM 3Tare Pa3BUTHS MEIUWLUMHCKOW HAyKH BO BCEM
MHUpE CTOUT BOMNPOC O PA3BUTUM HOBBIX Oojee H(P(EKTUBHBIX METOJOB paHHEN
JTMATHOCTUKH, JICYCHUS 1 peabuIuTaIuy manueHToB ¢ MI.

Leab: BBISICHUTH OCOOEHHOCTH 3THOMNATOreHE3a U KIMHUYECKOIO TEUCHUS JBaXK/Ibl
CEpPOHETaTUBHON MMACTEHUM IPABUC Y IMALMEHTOB MOJIOJOTO BO3pacTa B CPAaBHEHHM C
npyrumu popmamu MI'.

3agaun:

1. IIpoBecTu peTpOCHEKTUBHBIM aHamu3 60 MEAUIUMHCKUX KapT MalMEHTOB C
pazabiMu popmamu MI', nmpoxoauBiux crarmonapHoe odcnenoBanue u euenue B PHITL]
“Hesponoruu u Helipoxupyprun™ ¢ 2014 o 2017 rr.

2. OueHUTh KIMHUYECKYIO KAPTUHY, JaHHbIE HHCTPYMEHTAIbHBIX U Ja00OPaTOPHBIX
UCCIIEIOBAaHUM B TAaHHOM BBIOOPKE.

3. CpaBHUTH KJIMHUYECKUE JAHHBIEC ALIMEHTOB C Pa3HbBIMU (POPMAMH MHUACTEHHH.

Marepuas n MeToabl. bbul poBeeH peTpocneKTUBHBIN aHanu3 60 MeTUIIMHCKUX
KapT CTallMOHApHBIX OONBHBIX ¢ ceporno3utuBHo MIT (CMI'), MuSK-nosutuBHaoit MI'
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(MIIMT'), nBaxnabl cepoHeratuBHOM wmmuactenueil rpasuc (JCMI), npoxoauBuIux
cranmoHapHoe oocnenopanue u Jyedenne B PHIIL “Heponoruu u Heitpoxupypruu” ¢
2014 mo 2017 rr., KOTOpble BKIIOYAIA OOIIECOMATHYECKOE M HEBPOJOTHUYECKOE
oOcnefoBaHMEe €  NPUMEHEHHEM  JIMATHOCTUYECKUX  MHUACTEHWYECKHUX  TECTOB,
anektponeiipomuorpapuu  (QHMI'), KT cpemocrenus, HNDA antuten k  N-
xosmHOpeuenropaM 1 MuSK penentopam.

Pesynbrarbl M ux o0cyxaenue. [Ipu peTpOCIEKTHUBHOM aHalIu3€ HCKOMOMN
BBIOOPKM MAIlMEHTOB OBUIO PEIICHO pa3leluTh €€ Ha 3 TPYIIbl: I[epBas Tpymnmna —
nauueHntbl ¢ CMI', Bropas rpynna — nauuertsl MIIMI', Tpetss rpynma — JICMI™ (Tabnuna
1).

Tabnuya 1. OTHOCUTENbHBIE BEIWYMHBI IOKa3aTejed NalMeHTOB C pa3nuyHbiMH (popmamu MI B
3aBUCHMOCTH OT KPHTEPUEB CPaBHEHHUS 3a00JICBaHNUSI.

Ne rpynmer 1 2 3
dopma 3a001eBaHUS CMI’ MIIMI' JACMI'
Het AT k
AT K crnenyronmm MUIICHSIM H-XP MuSK H-XP u
MuSK
KonuuecTBO manueHToB 20 20 20
M K M XK M XK
Ilon
35% 65% | 25% | 75% | 10% | 90%
1 20% 15% 60%
2 40% 35% 30%
Knacc tsoxectn 3 35% 45% 10%
4 5% 5% -
5 R - -
P JlokanpHas 20% 15% 60%
acTpOCTPaHEHHOCTh
3abonesafiyg ['eHepanm3oBaHHAS 80% 85% 40%
0 0 0
[TaTomornueckre U3MEHEHUS Ipucyrcrsyror 85% 55% 10%
uagpHVT OTCyTCTBYIOT 15% 45% 90%
ITonuas 70% 15% 75%
Komnencanus Ha AXOI1 Henonnasg 25% 80% 20%
ITmoxasa 5% 5% 5%
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OtcyTCcTBYET 10% 40% 35%

[TaTonorus Tumyca l'uneprnazus 75% 60% 65%

Tumoma 15% - -

Takum oOpaszoMm, MpH aHaIM3€ JAHHON BBHIOOPKU MAlMEHTOB OBLJIO BBISIBICHO, YTO
mpu Bcex Tpex (opmax 3a00JieBaHMs MPEUMYIIECTBEHHO OOJCIOT >KEHIUHBL: 65% B
nepBoi rpymre, 75% Bo BTopoit 1 90% B TpeTheN.

VYcranoBneHo, uro cpeau nepBoit rpynnbel 20% wumenu 1 kmacc TSAXKECTH
3aboneBannsa, 40% umenn 2 xnacc TshkectH, 35% — 3 kimace Tsbkectn, 5% — 4 kiacc
TSYKECTH, MAIIUEHTHI C 5 KIACCOM TSXKECTU OTCYTCTBOBAJIH.

Cpenu rpynmsl ¢ MIIMI™ 1 kirace TsxecTy ObUT TWarHocTHpoBaH y 15% maiueHTos,
2 xnacc 'y 35% manueHToB, 3 kiacc y 45 nauueHToB, 4 kiacc y 5 manueHToB. [lanueHTs! ¢
5 KJIacCOM TSKECTH TaKkKe€ OTCYTCTBOBAJIH.

Jns rpynmsl manuenToB ¢ JJCMIT nosydeHs! ciienyromue JaHHble: | Kiace TsSKeCTr
3a0o0aeBanns uMmeroT 60% mnmanwmenTtoB, 2 kmace — 30%, 3 kmacc — 10%, 4 u 5 xiacc
TSOKECTH Y TTAlIMEHTOB JaHHOM IPYIIIbI HE ObUT IMarHOCTUPOBAH.

OOHapykeHO, 4TO B MEPBOM U BTOPOM Ipymmax NmpeoOaagaeT YUCIIO MAUEHTOB C
reHepaian3oBaHHoi ¢opmoit 3aboseBanus (80% u 85% COOTBETCTBEHHO), JIOKaJIbHAas
dopma y 20% u 15% mnamuentoB coorBeTcTBeHHO. [Ipu JICMI" umena mecto oOpaTHas
nuHamuka: 60% manueHToB ¢ Jokanu3oBaHHoOU (hopmoit u 40% c reHepaIn30BaHHOM.

B mnepBoi#i rpynne marmentoB Ha OHMI' y 85% uenoBek BBIABICHBI MPHU3HAKH
HapYUIECHUsI HEPBHO-MBIIIEYHOM nepegaun, a y 15% naHHbie MpU3HAKK OTCYTCTBOBAJIH.

Y mnanuentoB Btopoil rpynmbl npu OHMI' uccrnenoBanuun y 55% BBISIBIICHBI
NaToJoOTMYecKue mnpu3Haku, a y 45% mnanueHToB Takue wu3MeHeHus Ha OHMI
OTCYTCTBOBAJIU.

OHMI uccnegoBanue y NallM€HTOB TPETHEW IPYIIIbI MOKA3aJI0 HAPYIIEHUE HEPBHO-
MBIIEYHON Tmepenaun Toiabko y 10% mnanmentoB. CoorBercTBeHHO y 90% nmaHHBIE
narojorunyeckue n3menenns Ha DHMI orcyrcTBoBain.

B cootrBercTBuM ¢ komneHcanueinl Ha npuem AXOII manueHThl pacnpenciuinch
clenyomuM 00pa3oM: B NEPBOMl Tpymnme MojiHas KommeHcauus HaOmomanack y 70%
YEJI0BEK, HemoJHasg — y 25% mnaunueHToB, miioxas KommeHcauus — y 5%. Bo Bropon
rpynmne mnoyiHas kommeHcauus Ovuia y 15%, nenonnas — y 80% mnanueHToB, mioxas
KOMIIeHcalusi Oblia BbIsiBIeHa y 5% mnanuenta. [Ipu aHanmse pe3yiabTaToB Tepanuu
TPEeThel TPyMIbl ObUIO BBISBICHO, YTO TOJIHAs KoMmrieHcamwmsi Ha mipueM AXOII Obuia y
75% nanuentos, HenoiHast y 20% u mioxas KoMIeHcalus Haomoaanacs y 9%.

OOHapyX€eHO, YTO Cpeu CEPOMO3UTHUBHOMN T'PYIIILI MAalMEHTOB Y 15% MuacteHus
OblTa acCOIMUpPOBaHA C TUMOMOH, y 75% manueHToB HWMeNa MECTO THUIEepIUIa3us
BUJIOYKOBOM kene3bl U TobKo y 10% oTcyTcTBOBanIa NaTOJOrHs TUMYCA.

Cpenu mnanuentoB u3 rpynnbl MUSK-mosoxuTeabHOH MHACTEHUM TPAaBUC U
JBaXbl CEPOHETaTUBHON MUACTEHUU 3a00JieBaHHE HE OBbLIO aCCOLMUPOBAHO C TUMOMOM,
olHaKo Obula 3aUMKCHpOBaHA THUIEPIUIa3Uell BUIOYKOBOM xene3bl y 60% u 65%
NAIMEHTOB COOTBETCTBEHHO. Y BTOPOU I'pyMIIbl MATOJOTUS TUMYca oTcyTcTBOBana y 40%
NAlMEHTOB, CPEU MAIMEHTOB TPEThel rpymibl — y 45%.

1542



BoiBoabI:

1. ns Bcex ¢dopm MI' xapakTepHO MNOpaKEHHE MPEUMYIIECTBEHHO MKEHCKOIO
HAaCeJeHUs, OJJHAKO a0COJIIOTHOE M OTHOCUTEIHHOE MPEICTABUTEIHCTBO >KEHCKOTO I0Jia
HauOonee xapakrepHo 11 rpynnsl ¢ JJCMI (B rpynne ICMI™ 90% nanrieHTOB K€HCKOTO
nosa).

2. 1o TsxecTn kauHUYeckux mnpossieHuit rpynmna ¢ JJCMI Obuia npencrabiieHa
IPEUMYIIECTBEHHO MallMEHTaMU MepBOTo Kiacca TsokecTu (60%), B TO Bpemsi, Kak TPYIIIbI
¢ CMI' u ICMI' coctosyii B OCHOBHOM M3 MAI[MEHTOB BTOPOIO0 M TPETHEro Kjacca
TskecTH (40% u 45% COOTBETCTBEHHO).

3. Ilonnas peakuust Ha npuem AXOII umena rpynna ¢ JICMI' y 75% nauuenrtos, B
rpynne ¢ CMI' nmanueHTsl TsbKellee MOAJNABAINCh Tepanuu (TOoJIHAs KOMIIEHCAlUsl Ha
npueM AXDII 6p1a y 70% nanueHToB, U HemodaHas KomneHcauus y 25%) u Xyxke BCEro
noanaBasniack Tepanuu rpynna MIIMIT (wenonnbii otBer Tepamuun AXJIl y 80%
MAIUCHTOR).

OCHOBBIBasICh Ha BBIIICNIEPECYUCIEHHBIX KPHUTEPHUSIX MOMXHO YTBEpPKIaTh, 4YTO
rpynmna naiueHToB ¢ JJCMI umeeT npeuMyIieCTBEHHO JIETKOE TEYEHHE NaTOJIOTHH.

4. DHMI uccnenoBanne He UMEET BBICOKYIO JUATHOCTUYECKYIO LIECHHOCTD B IPYIIIE
narueHToB ¢ MIIMI™ (55% mooKUTENbHBIX PE3yIbTATOB) U B OCOOCHHOCTH Y TPYIIIBI C
JCMI (10% 1mos10KUTENbHBIX PE3YIbTaTOB).

5. Kpome Ttoro, BwisiBI€HO, uro rpymmna namueHtoB ¢ JACMIT u MIIMI' He
aCCOLMAPOBAHA C OITyXOJIBIO BUIIOYKOBOM KEJIE3bL.

Takum 00pa3oM, OCHOBBIBAsICh Ha PE3YJIbTATAX HCCIEAOBAHMUS M JIUTEPATYPHBIX
JAHHBIX, €CTh OCHOBAaHUE IOJIaraTh, YTO BaXXHBIM (DAKTOpAM ATHOMATOIEHE3a JBAXIbI
CEpPOHETaTUBHON MUACTEHUU IPABUC Y 00OCIIEI0OBAHHBIX JIULl MOJIOJOTO BO3pacTa B JAHHOM
HCCIIEIOBAHNM SIBIIFOTCS aHTUTENA K Lip 4.
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