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Pezrome. Omuonozus u namoeenes muacmenuu cpasuc Ha OQHHBIL MOMEHM 60 MHO2UX ACNEeKMAax
ocmaromcsi He usydeHHvimu. B mupe wupoxo ucnonvsyemcs HMPA na awmumena x MUSK u N-
XOJlUHOpeyenmopam 0J151 OUACHOCMUKU MuacmenHuu, Ho euje ocmaemcs 4acniv nayueHmoe ¢ OUACHO30M
MUACEHUS 2PABUC ) KOMOPBIX He ObLIU BbIABIEHbl OaHHble aumumend. Takum oopazom 8 OaHHOU cmambe
npedocmasienvt OanHvle N0 N0BOOY U3YUeHUs OAHHOU 2PYNNbL NAYUEHNOB.

Knroueente cnoesa: muacmernus, aymoummyHHbvle 36150.7166aHuﬂ, ceporezamuera, Lrp 4

Resume. Today both etiology and pathogenesis of myasthenia gravis remain largely unexplored
fields. The enzyme-linked immunosorbent assay (ELISA) is widely used for antibodies to MuSK and N-
cholinergic receptors to diagnose myasthenia gravis. But still, there are a number of patients with a diag-
nosis of myasthenia gravis who have not been detected with these antibodies. Thus, the article presents
study results of patients with seronegative myasthenia gravis.

Keywords: myasthenia gravis, autoimmune diseases, seronegative, Lrp 4.

AKTyanbHOCTh. Muactenus rpasuc (MI') — ayrouMMmyHHOe 3a001€BaHuE, KIMHUYE-
CKH MPOSIBIIAIONIUECS C1a00CTHIO U MATOJOTMYECKON MBIIIEUHON YTOMIIIEMOCTBIO, KOTOpast
00ycCIOBJIEHA TOBPEXKAAIOIIUM JACHCTBUEM MOJUKIOHAIbHBIX aHTUTEN (AT) K pa3audHbIM
CTPYKTypam HEpBHO-MBIIIEUHOTO cHHarca 1 Mbiiiiel. Poer 3aboneaiimoct MI siBnsiercst
HE TOJIbKO BaKHON MEIUIIMHCKOM, HO ¥ TOCYJapCTBEHHOM MpoOIeMOH, Tak Kak BEIET K po-
CTY MHBJIUJIA3AIMHU TPYAOCIOCOOHOTO HACEHEHUS W K YBETUYCHUIO SKOHOMUYECKUX TI0-
Teph CO CTOPOHBI rocyaapcTBa. Cpennsisi exerofanas 3aboneBaemocts MI' B PecryGunke
bemapyce B mepuon 1987-1995 rr. coctasmsana 3,8+0,2 Ha 1 muH. Hacenenus. B 2008-2012
rT. coctaBmia 5,42+0,62 na 1 muH. Takum 00Opa3oM, BBISIBICHUE, peaOUIMTAIIMSA U TIOUCK
HOBBIX METOIOB JICUCHUSI MAIIMEHTOB ¢ MUACTEHUEH SIBIISIETCS aKTyalabHOM 3agadeii. OOHa-
pPY’KEHUE TOBBIINICHHON KOHIEHTPAIIMN CHIBOPOTOYHBIX AHTUTEN K PSAY ayTOAHTUTCHHBIX
CTPYKTYp SIBISIETCS «30JI0ThIM. CTAHAAPTOMY MPU MOCTaHOBKE auarHoza MI'. OTcyTcTBuUe
anTuten k N-xomunopenentopamu k MuSK (Muscle-Specific Kinase) pemerrropam 3arpy;i-
HSET MOCTAHOBKY BEPHOTO JINArHO3a.

Heab: U3yunTh 0OCOOEHHOCTU KIMHUYECKOTO TEUCHUS JIBAXK/IbI CEPOHETAaTUBHON MU-
aCTEeHUEU rpaBHC Yy MAMEHTOB MOJIOJIOTO BO3pacTa.

3agaun:

1. I3y4nTh OCHOBHBIE AaHTUT€HHBIE MUILIEHH, TOPAKAEMBIE TIPU JBAXK]IBI CEpOHETa-
TUBHON MUACTEHUU TPaBUC.

2. Ilpoananu3upoBaTh BHIMUCKH U3 MEAUIIMHCKUX KapT MAIIMEHTOB C TUarHO30M JBa-
/bl CEpOHETaTUBHOM MUACTEHUH IPABHUC.

3. BoIaBUTH 0COOEHHOCTH JJAHHOTO 3a00JIEBAHUS Y JIUI] MOJIOIOTO BO3PAaCTa.

Marepuan u metoasl. [IpoananuznpoBansl 23 BBIMUCKY U3 MEIUIIMHCKUX KapT CTa-
IIUOHAPHBIX OOJIBHBIX C JBaXKbl CEPOHETATUBHON MUACTCHHEH IpaBUC, B3SITHIX HA yUYeT B
PHIIL “HeBponoruu u Heipoxupyprun” 3a nepuos ¢ 2013 nmo 2016r1T., KOTOphIE BKIIOYAIN
00111eCOMAaTUYECKOE U HEBPOJIOTMYECKOE 00CIeIOBAaHUE C TPUMEHEHUEM THATHOCTUYECKUX
muacteHndeckux tectoB, DHMI, KT ¢ u MPT cpenocrenus, UDPA antutren k N-
xonuHopeuentopam 1 MuSK penentopam.
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PesyabTarsl n ux odcyxaenne. N-xonnnopenentopsl (N-XP) mocrcunantunyeckoin
MeMOpaHbl MBIIIIEYHBIX BOJIOKOH — HanOoJiee yacTasi aHTUI€HHAsi MUIIIEHb [P MUACTEHUU
(80-85% manmenToB ¢ MI™ umerotr AT k N-XP). [Tarorenes B JaHHOM CiIy4ae CBsI3aH B OC-
HOBHOM C KOMILIEMEHT-OMOCPEIOBAHHBIM JIM3UCOM MOCTCHHANTHYECKONH MeMOpaHbl. Ta-
KUM 00pa3oM, IpUHATO KiaccuduimpoBate MI' o ayTOMMMyHHOMY KPUTEPUIO HA CEpO-
NO3UTUBHYIO (ITpU HaJIMuuK y nanuenta anturen K N-XP, u cepoHeratuBHyto (IIpH UX OT-
cyrctBum). CeponeraruBHoit siBiisgercst MuSK-nonoxurensnas MI. Ilpu orcyrerBun AT k
N-XP u MuSK rosopsT o nBaxxs1 ceponeratuBHoii MI'. B stnonarorenese JJC MI” urpator
pois AT x Lrp 4 (Lipoprotein receptor-related protein 4), koTopsie HaXOAATCSI HPUMEPHO Y
20% nanueHToB ¢ 1Baxk]ibl cepoHeratuBHO MI'. Jliia Lrp 4-no3utuBHON MI' XapaktepHo,
41O 3a00JIEBAalOT B OCHOBHOM MOJIOJBIE KEHUIMHBI, KIMHHYECKOE TEUCHHE 3a00JIeBaHUs
MPEUMYIIECTBEHHO JIerkoe. MHOTHE MaIlMeHThl UMEIOT U30JIMPOBAHHYIO [J1a3HYI0 (popmy.
3aboJieBaHUE MOIAETCA NPEUMYIIIECTBEHHO MUHUMAJIBHOMY JieueHuto. AHTHTEa K Lrp 4
MOTYT OBbITh HaliZieHbl BMecTe ¢ anTuTenamMu MuSK, 9To yTskenseT TeueHrue 3a001eBaHmsl.

[Ipu aHaM3€ BBIMUCOK U3 MEAUIIMHCKUX KapT 23 MalMeHTOB C JUarHO30M MUACTEHUS
IpaBUC, KOTOpPbIE HMEIH OTpHUIATeNbHBIA pe3ynbrar MDA Ha anturena k N-
xonuHopenentopam U1 MuSK peunenitopam, ObUIO BBISIBIIEHO, UTO 59% MallMeHTOB UMENU
Mouto10i Bo3pact (18-45 ner), 25% - cpennuii Bo3zpact(46-60 net), 8% OblIM B TIOKUIIOM
Bo3pacte (61-75 ner), u 8% narmenToB ObUTH B cTapyeckoM Bospacte (76-90 ner).

['pynna nanueHToB MoJioaoro Bo3pacta (59%, 14 4enoBek) Obliia mpoaHaIM3upOBaHa
0 CJIEAYIOIIMM KPUTEPHSIM: TI0JI, KJIACC TSHKECTH 3a00JICBAHMSI, TOKATIU3ALIUS [TaTOJIOrnye-
ckoro mnpouecca, otBetr JHMI', peakuus Ha tepannio AXIII, Hanuure naToNnOruu BUIIOY-
KOBOM xene3bl. Cpei MOJIOIBIX MalMEHTOB - ObI0. 93% xenuuH u 7% myxuuH. 50% mna-
rueHToB umenn 1 kmacce Tsoxectr MI, y 36% OBt 2 Ki1ace TSHKECTH B 3 KITAcC TSHXKECTH ObLT
y 14%. IlaTonorus umena nokanbHbId xapakTep y 50% mnanueHToB U y octaibHbix 50% -
reHepanu3oBaHHelii xapakrep. Ha OHMI' y 93% nanneHTOB NPU3HAKOB HapyLIEHUS
HEPBHO-MBIIIICYHON TIepe/laur HE BhISIBIIEHO. COOTBETCTBEHHO TOJBKO y 7% Ha DHMI
MMeJia MECTO JIaHHbIe HapyiueHus. Y 79% manueHToB HaOMIoAaIach MOJTHAS peakius Ha
tepanuto AXOII, HenonHas peakuust Obuia 'y 14% u peaxiys oTCyTCTBOBaJIa TOJIBKO Y 7%.
B BusoukoBo#i xenese y 64% nanueHToB HaOMogaIach runepruiasus, 36% MalueHToB He
MMeEJTU TaTOJIOTUIO TUMYCa. TUMOM y JJaHHOM TPYMIBI MAIMEHTOB BISIBICHO HE OBLIO.

BoiBoabl: ITpoaHanus3upoBaB pe3ynbTaThl HCCIIENOBAHUS, OBLJIO BBISABICHO, UYTO
rpyIlna NalueHTOB B Bo3pacte oT 18-45 ner ¢ nBaxkibl cepoHeratuBHOM MI' umeer psn
0COOEHHOCTEM:

1 JlanHas rpyrmnma no4Ty NOJHOCTbIO COCTOUT U3 KeHUUH (93%).

2 bose3Hb UMeeT MPEUMYIIECTBEHHO MATKOE TeUEHHE:

3 Bricokuii nporeHT JokanbHbIX hopm MI'(50%);

4 'YV oonbmmHcTBa (79%) nonHas komneHcanus Ha npueM AXOJII, Takum o6pazom
BO3MO>KHAa MUHUMAJIbHAS T€paIusl.

5 DOHMI uccnenoBaHue HE UMEET NUATHOCTHYECKOW IIEHHOCTH y TAaHHOW (HhOPMBI
MI (7% 10710KUTENBHBIX PE3YJILTATOB).

6 Jannas dopma MI" He acconmmupoBaHa ¢ OMyX0JIbIO BUIOYKOBOH JKEIIE3bl.

Takum 06pa3oM, OCHOBBIBASCH HA IAHHBIX UCCIICIOBAHUS U TUTEPATYPHBIX JAHHBIX,
€CTh OCHOBAaHHE MPE/IO0JIaraTh, YTO THOJOTHUUECKUM (haKTOpaMm JABAXKIbI CEPOHETATUBHOMN
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MHACTEHUU TPABUC Yy JIUIl MOJIOJIOTO BO3pacTa B IAHHOM HCCJICIOBAHUU SIBIIIIOTCS aHTH-
tena K Lrp 4.
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