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Couemanue nepauunoezo anmuochoiunuducao
Onucanot edunuanvie caywau pazeumui IHADC

cundpoma (ITADC) u muacmenuu nabawdaemes ouens pedxo.
Y 00AbHbIX Muacmenueii nocie yOAAeHUN GUAOHKOGOL Neeaessi

ur ee oGaywerun. Bnepasie onucano sosnuknoeenue cundpoma Muacmenuu y 6oavnozo 32 aem ¢ HADC. Mua-
cmenuecKuli cunopom paseuacs 6 eozpacme 32 aem, wepes 9 nem nocae debioma HADC, u et npedcmasnen
2eHEPAAUIOGARHOL MBIUEYHOU Caabocmobio, thriokmyupylowed no unmeHncusHOCMLL. Snekmponetipomuoepaguye-
CKOE UCCALDOBAHUE U NOAONCUMENbHAS NPoba ¢ NPO3EPUHOM nodmaepouau napyuerue HepaHoO-MuleHOL ne-
pedauu. B 2enese MuacmenuMeckozo cuHOpomMa umeau 3navenue OOHAPYNCeHHBIE Y GOALHOO AHMUMEAR K aue-
MUAXORUHOGLLM peyenmopam. HX npodykyus ¢ donoawenue k gupadomke xapaxmepusix daa HHADC armugoc-
Poaunudnelx anmumen ceudemerbcmeosara o napacmanuu UMMYHONGMOAOUHECKO20 NPOUECCA U UMMYHHNOILL

duspezyaaui.

Knwuesse cnoba: aimugochoiunudnse aimumena, nepeutibiil anmugbachorunudinoili CukGPOM, MUGCMEHUMECKUS Cltl-

dpom

The combination of primary antiphospholipid syndrome (PAPS) and myasthenia is quite rare. Isolated cases
of PAPS that developed in patients with myasthenia after thymectom y or local radiotherapy affecting this region
have heen reported in literatire. The authors are the Jirst to present a case of myasthnic syndrome in a male
patient with PAPS aged 32. The myasthenic syndrome developed at the age of 32", 9 years later after the onsel
of PAPS and clinically manifested itself by generalized Auctuating muscuiar weakness. The results of electrone-
uromyography and positive proserin test detected the alternation of neuromuscular transmission that supported
the diagnosis of myasthenia. The antibodies to acethylcholine receptors that are responsible for the pathogenesis
of myasthenic syndrome were revealed. The production of such antibodies in addifion to antiphospholipid an-
tibodies typical for PAPS evidences the progressiveness of immunopathological process and immune disregula-

tion.

Key words: antiphospholipid antibodies, primary antiphospholipid syndrome, myasthenic syndrome.

Hepeuunsrii  anTudochonumumuelit  cunpom
(ITADC) xapakrtepusyercst BhIpabOTKOH AHTHTEN K
thochomunuaam (adJl), coueraomnieiics ¢ apTepuaib-
HBIMH W BEHO3HBIMH TPOMOO3aMK PA3TMUYHOM JTOKATH-
3alWM, HEBBIHALIWBAHWEM GepeMeHHOCTH B OCHOBHOM
BCJIGAICTBHE TPOMOO3a apTepHit TUTANEHTHI, TPOMBOLIM-
TOICHUEH M HEKOTOPBIMH APYIHMH KIMHUYECKUMH
NMPOABNCHUAMU IIPUH OTCYTCTBUH NMPU3HAKOB TUbDY3-
HbIX 3200JI€BAHUI COSMHMTEIbHOM TKAHW W MHBIX ay-
TOMMMYHHBIX 3a0oneBaHuit [15, 18]. U3 rereporentoit
rpynisl a@JI B KIMHUYECKON NPAKTHKE Yalle BCero
HCCIenyoTes anTuTena K Kapanoaununy (aKJI) u Bos-
9aHOYHbIH aHTHKoarynssHT (BA). Hespomoruueckue
HAPYIIEHHS CITYXKAT OQHUM M3 YACTLIX KITMHHYECKHUX
nposipieHuiit [TAQC. OGLYHO OHM nNpencTaBIeHb!
HIIEMHYECKUMH HApYLLIEHWUSIMA MO3rOBOTO KPOBOOG-
patieHusi, OOYCIOBJIEHHBIMUK TpoMOo3aMu apTepuif
mozra [4, 7, 12, 13]. TpoMBO3bI B CBOIO OYepe/lb ABJIsI-
IOTCA CIEACTBHEM TUIIEPKOATYISAIIMM, CBSI3aHHOM ¢
BMemarenncrsoM a®Jl B cucteMy reMmocrasza. Hekoro-
pbIe HEBPOJIOTMYECKUE HAPYIIeHNWs, HAOIIOOAIOLIHec
npu ITADC, obycroBicHbl MEPBUYHBIM MMMYHHbIM
MOBPEXICHUEM BEILECTBA MO3ra, a He LepeGpaibHbl-

*Poccus, Mocksa 125367, Bonokonamckoe woacce, 80,
Russia Moscow 125367, Volokolamskaye sch., 80.
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Mu Tpomboszamu [3, 5, 8]. K HuM oTHocsTCH 3muiei-
THYCCKHE NPUNANKH, XOped, CHHAPOM, HMHTHPYIO-
LKA pacceAHHbIN CKIepo3, 3pUTeIbHAS U nepudepu-
YecKast HeBPOIIATHM M HEKOoTopkle Jpyrue. OQHUM H3
HECOCYIMUCTLIX HEBPOJOIMYECKHX MPOSABIEHWH IIpu
[TA®@C, He onMCaHHBIM B NMTEpaType, CIYKHUT MUA-
CTEHMYecKHit cuHapoM. Mbl HabJTonany ero passuTHe
Y OIHOro OONBHOrO, KpaTKoe OIHCAHME KOTOPOTo
TIPUBOIHUM HIXKE.

BoneHoit T., Haxomwics nog HabmomeHuem R
HHH nesponorun PAMH ¢ 2000 o 2003 r. B pos-
pacre 23 set (1993 r.) mepeHec uHdapkT MEOKapaa,
TOIJA e BIepBblc ObUIA BBIABIEHA JOXHOTIONOXKMU-
TenpHas peakuust Baccepmaria (JITIPB). B 25 et (1995 1.)
MOABWINCE €XKEHEBHBIC IIPUCTYIIOOOpasHEle BOMH B
JIEBOH TTOJIOBUHE TOJIOBBL 110 TUITY MUIPeHM Ge3 aypel,
CTAJIO ITIOCTENEHHO CHUXKATHCS 3peHue, Bomblle Ha Jie-
oIt t1as. [Ipu KT rosoBHOro mMo3ara o4arosbix u3me-
HeHMI obHapyxeHo He Gbuio. ITomospesanucs onTu-
KO-XHa3MaJlbHbIH ~ apaxHOMIUT, peTpoOyIbbapHbIi
HEBPHUT. B Teyenue 2 Mec IPOBOLMIIOCE JIeYeHHE Mpes-
HH30OHOM ¢ Ha4YaabHOM A03bl 60 Mr rnpu ee nocre-
LIEHHOM CHIDKeHUMH. HecMmotps Ha 3T0, mpooomKanoch
YXyAIIEHWE 3peHus], KOTopoe K Havany 1996 r. cHU3H-
J10Ch 10 YpoBHs cBeToowyueHust. B 26 ner (1996 r.)
MepeHec NMOBTOPHBI HHGAPKT MIOKAp/AA, 110CIE Yero
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Conemanue nepeunnozo anmugocgoaunuinozo cundpoma (IMTADC) u muacmenuu nabaiodaemes owens pedke.
Onucane edununsie caywau pazeumus [TADC ¥ BoabHWIX Muacmenueil nocie yoaienus suaouKosoll seiess
un ee obayuenus. Bnepeavie onucano soznuxnosenue CUROpOMA Muacmeriuu y GoasHozo 32 sem ¢ 114 DC. Mua-
Cmerueckui cundpom paseuica e gospacme 32 aem, wepes 9 iem nocae deGoma MADC, u 6w npedcmaanen
CEHEPANUIOBAHNOU Mbllueunol caabocmblo, Garoxm VUPYIOUEl NO WHMeRCUBHOCHN, Inexmponeripomuozpaguve-
CKO€ HCCAeQ08AHUE U ROAVHCUMENLHAR NPOBG ¢ APOSEPUHOM NOOMGEPOUAL HADYINEHUC HEPBHO-MMILEYHOL He-
pedawu. B zenesze muacmenutecxozo CUHOpOMA UMeau 3navenue oBHapycenHvie ¥ 60abHO20 anmumena k auye-
munxonuroebim peyenmopam. Hx npodykuua e donoanenue x espatomie xapaxmepuvix das [TAPC anmudgpoe-
porunudnbx anmumen ceudemesvcmeosana o Hapacmanuu UMMYHONAMOAOZUHECK020 NPOyecca U UMMYHHOI

duspezyasyuu.

Knwouerre caosa: anmuthocharunudnwe anmumena, nepousHbill aHmugocorunudnoul cunopom, Muacmenuteckitls cun-

dpare

The combination of primary antiphospholipid syndrome (PAPS) and myasthenia is quite rare. Isolated cases
of PAPS that developed in patients with myasthenia afier thymectomy or local radiotherapy affecting this region
have been reported in literatire. The authors are the Jirst to present a case of myasthnic syndrome in a male
patient with PAPS aged 32, The myasthenic syndrome developed at the age of 32, 9 Years later after the onset

of PAPS and clinically manifested itself by general
uromyography and positive proserin test detected t
the diagnosis of myasthenia. The antibodies to ace
of myasthenic syndrome were revealed. The pradi
tibodies typical for PAPS evidences the progressiv

tion.

ized fluctuating muscular weakness. The results of electrone-

he alternation of neuromuscular transmission that supporied
thylcholine receptors that are responsible for the pathagenesis
iction of such antibodies in addition to antiphospholipid an-
eness of immunopathological process and immune disregula-

Key words: antiphospholipid antibodies, primary antiphospholipid syndrome, myasthenic syndrome.

[epeuunnnit  anTudochomMmMIH b CHHIPOM
(ITA®C) xapakrepu3syeTcst BbipaBOTKOH aHTHTE)! K
dochomunuaam (adJT), couertaiomeiics ¢ ApTepUAIL-
HBIMU M BEHOZHBIMU TPOMOO3AMH pa3IHIHON TOKAM-
3AIMH, HEBBIHALIMBAHHEM OepPEMEHHOCTH B OCHOBHOM
BCJIEACTBHE TPOMDO3a apTepuii MaLeHThl, TPOMGOLLH-
TOMEHHCH M HEKOTOPBIMU IPYTHMU KIMHUIECKUMU
[POABIEHUSIMU 1P OTCYTCTRMM NPU3HAKOR AH(dy3-
HBIX 3a60/1€BAHHIT COEMHUTETBHOI TKAHM U HMHBIX ay-
TOUMMYHHBIX 3aboneBanuii [ 15, 18]. M3 rereporennoii
rpynmbl a®Jl B KIMHWYCCKON MpakTHKe uaie Beero
MCCIeaYIOTCS aHTHTeNIa K Kapauomunusy (aKJI) u Bos-
HaHOYHBIH anTuKoarynsut (BA). Hesposoruueckie
HapylIeHUs CykXaT OOHUM M3 YaCThIX KIHHHYECKHX
npoasaeHid ITADC. OBbidHO OHM NpencTaBlieHb!
MIICMUIECKHMM HapYLUIEHHSIMU MO3roBOro KpoBooG-
PallIeHNsT, ObYCIOBICHHBIMI TPOMBO3aMu aprepui
Mosra [4, 7, 12, 13]. TpoMbo3b! B cBoK ouepens ABIs-
IOTCA CNEACTBUEM TUIIEPKOATYISILWH, CBS3AHHOH C
BMmewareseetBoM adJl B creteMy remocraza. Hekoro-
PbIE HEBPOJIOIMYECKHME HAPYIICHUSI, HAOTIONAOLMECS
npu [TADC, oBycroBieHs! MepBUYHBIM UMMYHITBIM
HIOBPEXICHMEM BEILECTBA MO3ra, a He lepe6paibHbl-

*Poceus, Mocksa 125367, Borokonamckoe wocce, 80.
Russia Moscow 125367, Volokolamskoye sch., 80.
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MH Tpombosamu [3, 5, 8]. K Hum orHOCSTCH smiver-
THYECKHC NPHIAOKU, XOpest, CHHIPOM, WMHTUDPYIO-
LLHH PACCEAHHBIH CKIEPO3, 3PUTETRHAN 1 neprgepu-
HeCKasd HEBPONATHH M HeKoTopble Apyrue. OaHUM U3
HECOCYNHCTLIX HCBPOJOTHYECKHX [IPOSIBIEHHI NpH
[NADC, He onucaHHbIM B JITEpATYpe, CIYKUT MUA-
CTCHUYECKHIt CHHIpoM. MBI Habmonany ero passuTue
Y OAHOTO OOJBHOTO, KpaTKOE ONMUCAHUE KOTOpPOTo
NPUBOIUM HUXKeE.

bonbHoit T. nHaxomuica nox HabJLIOIEHUEM B
HHUH nesponorun PAMH ¢ 2000 o 2003 r. B Bo3-
pacte 23 et (1993 r.) nepenec HHbapKT MuoKapna,
TOrOA XK€ BrepBble ObLIA BBLISRICHA JIOXHOMOMOXKM -
TeIbHast peakimst Baccepmana (JITTPB). B 25 ner (1995 1.)
TIOABUIIHCE €XeJIHCBHbIE MPHCTYIOOOpasHbIe BONM B
JIEBOMH MOJIOBUHE TOJIOBBI MO TUITY MUTPEHU Ges avpHl,
CTaJ10 TIOCTENMEHHO CHIXKATBCH 3peHue, Gosble 1a je-
Bbli r1as. [Tpu KT rososHoro Mosra 04arosbrx m3me-
HCHHIT obHapyxeHo He 6buo. [Tomospesammch omTu-
KO-XHa3MaJbHbl  ApaxHOMIUT, PeTPoGyIbOAPHBLI
HeBpHUT. B Tederne 2 Mec npoBomMIoch JieueHue npes-
HH30JIOHOM ¢ HavaJlbHOM mo3bl 60 Mr npu ee rocre-
TTEHHOM CHHXeHHH. HecmoTpd Ha 370, npojosmkanock
YXYOIUIEHHE 3pEHHS, KOTopoe K Hadalny 1996 r. cHu3u-
JIOCh 110 YPOBHsT cBeToowwyulenus. B 26 ner (1996 r.)
NEepeHec MoBTOPHBIA MHGMAPKT MUOKApAA, MOC/e Yero
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6LUT Ha3HAYEH eXelHeBHBI pueM acriupuHa. C Bec-
Hb! 2000 r. NEPHOIUYECKH, CXKEMECSYHO CTATTH BO3HH-
KaTh KpATKOBPEMEHHOE OHEMEHHE IPABOM IOIOBHHEI
Tej1a, cnabocTh B MIPaBbIX KOHCYHOCTAX. B navane nio-
ma 2000 r. BozHMKIIA €1a00CTDL B MPABBIX KOHEYHOCTAX,
coxpansiBiiascs 2 Hell. [TocreneHHO pasBHIIOCh AErKoe
oHeMmeHue cron. B xonue uiossg 2000 r. BHOBb MOSIBU-
fach ¢1ab0CTh B NPaBbiX KOHEYHOCTSX, K KOTOPOil B
Hayane ceHTAGPS MPUCOSIMHWIMCH HApYIIEHH [JI0-
TAHWS, QM3ApTpHsi, 3aTpyIHEeHWe HbixaHus. Bobroi
OBUT TOCTTUTAIM3UPOBAH.

[pu MPT rofoBHOTO MO3ra BhISIBRTEHBI 04aru B Oe-
JIOM BElLUECTBE IMOoJayiapuit ToJIOBHOIO MO3ra, pacrie-
HEHHBIE KAK 04Yark AemueiuHu3anuu. B cBA3M ¢ Ha-
PYLIEHMEM JBIXaHMS ITPOBOMMJIACH MCKYCCTBEHHAA
BeHTIIALMS JNerkux. Ilocne kypea mnasmadepesa u
NyJIbC-TEPATiH METHIIPEIOM COCTOSHUC YIYHIIHIIOCE:
Ha 7-# NeHb BOCCTAHOBHIIHCE CAMOCTOSITEIEHOE JAbiIXa-
Hue, IIoTaHWe, MOSBUIMCH ABHKCHKS B KOHETHOCTAX.
COCTOSIHHME [IEPBOHAYATLHO OBLIO PACLIEHEHO KAK OCT-
pas ¢opma paccestHHoro ckieposa. OmHako rnocie
VTOUHEHHsI aHaMHe3a (MHGApKTEL MMOKAp/la B Bo3pac-
Te 23 1 26 nert, JITIPB) 661 sanonosper ITADC, s css-
31 ¢ ueM GospHoH 6611 nepeseaeH B HM M nesposiornu
PAMH.

IMpy nocryiUICHWX: ciieroTa Ha oba rnasa, ropM-
30HTATBHAI KPYMHOPA3MALLMCTBIA HUCTArM, CIOH-
TAHHBI M 1Y B3rsiie RIeBo. CrIakKeHHOCTb 1paBoi
HocoryGHOM ckiankd. JdeBuaums sabika srpaso. [la-
pe3oB Her. Jlerkast rUIOTPOQHA MbILLILL TEHApPA W TH-
notenapa ¢ OBYX cropoH. CyXoXWIbHblE pediekcsl
OXMRBIEHBI, Bonblue crpapa. BpiomniHble pedIeKCH
s«usble. CumnToM Babunckoro crpasa. Pedpexe Ma-
punecky—Pagosuuu ¢ n18yx cropon. HerouHocTs 1pu
BBITONHEHWH TTAIbLeHocoBoi 1pobel. B noze PombGep-
ra yeroituns. [Mpu obcnenoBaHny 00HAPYKEHO 3HAYN-
Tenpiioe mnossieHue yposHst aKJl usoruna G (104
GPL npu Hopme no 23 GPL), koTopblit ocTaBancs Bbl-
COKMM B TeueHue 2,5 jier HabmioneHusa 3a OOJbHbIM.
Yposens aKJl nzotuna M npu nepBom uccineoBaHuH
GLUT HOPMAJLHBIM, B JIaJIbHEHILEM OTMEYaIoCh €ro He-
noctosiHHoe nopeiwieHue g0 40 MPL (vopma 1o 26
MPL). OGuapyxeH BhicokoakTHBHbI BA. [pu MPT
roJIOBHOIO MO3ra BbISIBJIIEHBI O4Yard B BapoOJIHEBOM
MOCTY M 0eIoM BelUecTBe IMONYIIApUii FOJIOBHOTO MO3-
ra ¢ AByX cTopoH. B aHanmM3ax KpoBH CHHUXKEHUE ypoB-
Hs reMornobuna no 9,8 /i, BeipaxeHHas TPOMOOIM-
toreHust, nopbinieane CO3 o 60—40 Mm/u. AHTH-
HyKaeapHblit dakrop, anturena k JIHK, pesmartounn-
Hbli1 (hakTOp, KPHOMPELMIUTHHBEI, C-peakTHBHbIH Oe-
JIOK OTCYTCTBOBAIM MM MX cojepxaHue ObUIO HOp-
manbHbiM. [pr OxoKI orMeueHbl Gpubpo3Hbie U3Me-
HeHUA MUTPAJIBHOIO M JIETOYHOTO KIAMAaHOB Cepaua,
FHMIIOKMHES HIMKHEro U CenTajlbHOrO CCTMEHTOR, aAKH-
He3us TepefHecelTalhHOTO U OOKOBOTO CErMEHTOB
MUOKap/a.

[Ipu ssekTpoHeiipoMHOrpadUIeckoM HceTeoBa-
HHUMW ABUTATENBHbIX H YYBCTBHUTEIbLHLIX BOJIOKOH MAJIO-
6epriooro, 6oNbIedepLIOBOro, CPCAMHHOTO HEPBOB 1
TOIKOXHOIO HEPBA TONEHH ¢ ABYX CTOPOH BbISIBIICHBI
IHAYUTENLHOE 3aMENIeHUe CKOPOCTU TPOBEACHHA T10
YVBCTBUTEIEHRIM BONOKIAM, CHIKEHHE aMILTUTY/IbI
YYBCTBHTE/BHBIX U B MEHbLICH CTEMEHU ABUTATEIbHBIX
noreHuuanos. OO6HapyKeHHEIE HW3MEHEeHWUs CBHIE-
TeNLCTBOBAIM O CEHCOMOTOPHOH HEBPOTATHH, C TIpe-

CTUMYASIIAS ¢ YacTOTOH 3 kmil/c, oTeeaeHme ¢ m. digastricus (v. an-
teriar): IEKPEMEHT YcTBepToro M-oTEETa 110 OTHOLLIEHHIO K IEPBOMY
M-0TBEeTY MO aMmiuiMTyae cocraasieT 34%, Mo miowain — 56%
(e HopMe He npepbiaoT 10—15%).

MMYILLIECTBEHHBIM BORIeYeHneM Heppos Hor. [IpoBo-
JWJI0Ch edeHHe (peHIWIMHOM, aCIIMPUHOM, BepanaMu-
oM, depporiekcom, meruripesiom (8 Mr B cyTkn). Ca-
MOYYBCTBME OBUIO YIOBJIETBOPHTE/bHbIM, YPOBEIL
remoroBHHa MoBkicuiics o 15 r/m, yucno Tpombo-
utoB — a0 160 000, ucyeana ronopHasi 6onb. Boimu-
caH ¢ JMATHO30M: IepBUYHbIA aHTU(OCHONUITHIHBIA
CMH/IPOM; CHHIPOM, WMMTHDYIOLIHI paccesHHBbIH
CKJISPO3; 3pUTE/IbHASL M NeprdepUIecKast HEBPOIIATHH.

B sinBape 2001 r. nociie MOCTENEHHOIO CHIKEHHA
O3Bl METUTIPEIA J0 2 MI HA4aJ[0 BO3HWKATH MMPEXONs-
11ee OHeMeHHe si3bika, Kotopoe B Korue 2001 r. crano
MOCTOSHHbIM. T1OSBHIMCE CTpeJIsIolue 0o B Tpa-
Boil Hore. [1poBe/ieH MOBTOPHBIM KYPC MYJThC-TEPAITHH
metunpeaoM (aekabps 2001 r.), oHeMeHHe SA3BIKA UC-
yesno. B nocnenyoleM NpUHUMaI METUIIPEA B 103€
8 mMr/cyT, beHHIHH, HeOoJIbIIIE TO3bI ACTTHPHHA, KYP-
cbl HOOTpONHBIX npenaparos. B mae 2002 r. cocrosiHHe
YXYIIIWIOCEH: MOCTENEHHO HAPOC/I0 OHEMEHHE SI3bIKa,
[IPaBoOil rOJICHH, YaCTO BOSHMKAIO KPATKOBPCMEHHOE
OHEMEHHe MpaBoil pyKH, NpH pasrosope "GLICTPO Yc-
TaBaJ SI3BIK", TOJIOC CTAHOBWIICA THXHM. B KOHLIe HIOHS
BHOBb [IPORENIEH KYpPC MYJIbC-TEPAIIMU METHTIPEAOM
(cymmaprad go3a 1,5 1) ¢ KpaTKOBpeMEHHBIM YIyLIe-
HueM. B panpHeiiieM MOSBUIMCH M CTaJId HApacTaThb
OHIYIIEHHEe TAKECTH B sA3bIKe, ObICTPast YTOMIISIEMOCTD
IPU pasroBope, HapyllieHue IIOTAHMS, TPYAHOCTH [IPH
JIbIXaHMK, O0bIas cJ1adocTh, OTMEYaTUCh OLICTPaAs
YTOMJISIEMOCTD I1PH X0/b0e, TPYIHOCTH YAEPXKAHMS 0=
70Bbl B BEPTHKATLHOM MOJNOXeHUU. BripaxkeHHOCTH
CUMITTOMATHKM Konebalack: ¢ yTpa YyBCTBOBAJ cebs
VIOBJIETBOPUTENIBHO, TOFAA KAK K BEYCpy COCTOSHHE
yXyauanoch. B CBA3M ¢ 110JI03peHUEM HA pa3BUTHE
MmuacteHuyeckoro curipoma 11 ceHtsbps 2002 1. B
HHHU nesponorun PAMH ambynaropHo Gsi1a nipose-
neHa anekTpoHeiipomuorpadus (PHMI) ¢ mpo3zepu-
HoBO# npoooii. Ipu oteemerun ¢ m. digastricus (cuia
MBILILB! 2 Gajia) CTUMYJSALMS € YacToToi 3 MMIt/c
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BBISIBUJIA [TPOTPECCUPYIOLICe CHIXKEHUE AMITTHTYILI 10
2,7 MB, moTteHMana geicTBUs ([1ageHHe 110 AMILIMTY-
Je 1eTBepToro M-oTBeTa 10 CPaBHEHHUIO ¢ TTEPBLIM M-
oTrBeToM coctasuno 38%, mo momanu — 56%; Hopma
He Gonee 10—15%) [l1, 6]. Tlocie MakcumanLHOro
MPOM3BOJIEHOrO HAMpsKeHuA m. digastricus B TeyeHWe
10 ¢, 3aMeHsI0TIero TeTaHM3aL MK, 3aPErMCTPHPOBAHEI
(eHOMEHBI MOCTTETaHUUECKOTO o0JeryeHHa (Hapac-
Tanle aMIUTATY/RI TOTeHUMANa aeicTeus go 3,1 mB,
VMCHBLIEHHE CTENEHH JeKPEeMEHTa KakK IO aMILTHTYIe
— Io 26%, Tak u 1o mioanu — o 42%) u nocrre-
TAHWYECKOI'0 UCTOLUEHUs (CHMXKeHHe AMIUIMTYALI 10
2,5 MB, Hapacranue AeKpeMeHTa T0 aMIUTHTY/e/mio-
mwann — 46%/70%) (cM. pucyHok). [TposenenHas nu-
4rHoCTHYUECKasl npo3epHHoBasa mpoba (1 ma 0.05%
PacTBOpA MPO3epUHA MOJIKOXKHO) GBUTa paclieHeHa KaK
nooxuresbHas: yepe3 40 MUH OTMeYanock HapacTa-
HHUEe CHJIBI MBIULEI g0 3—3,5 6anna; aMIIUTyaa mo-
TeHIIHana fecTBHA cocTaBuaa 3,5 MB, BbIpaKeHHOCTb
6,10K4 HEPBHO-MEILUEYHO Mepesayu Mo aMILUTUTYIe —
27%, no riowan — 42%.

AHUIOIMYHbBIE, HO MEHEE BEIPAXKEHHEIE H3MEHEHHS
OTME€YeHBI [IPH UCCAeIOBAHHH MPOKCUMATLHBIX U JIHC-
TAIBLHLIX MBI PYKH — JIEJBTOBU/IHON MbIIUILLEL H 00-
uiero pasrudarens naabues. BeSIBAeHHBIE H3MeHEHHA
VKa3bpIBAIM HA HApYIUEHHe HEPBHO-MBIIIETHOM TEpe-
Ja4yd MHACTEHHYECKOTO THIIA.

K neuenuto mobapneH KaTHMMH B Ho3e 10 60 mr
4 pasa B meb. Yepes 1 4 nmocne mpuema npenapara co-
CTOSTHUE YJIy4Yluanocs Ha 2—3 4, [10cIe Yero BHOBb Ha-
CTYIIAJIO YXVIALIEHWE: MPAKTHYECKH HE MOI XOIWUTh,
YIEpXKUBATh TOJMOBY, TIOTATh, TOBOPUTH. Dibdekr or
[pyeMa KaJIMMHHA IOCTENEHHO CHMXaIcA. IlosBH-
JIACh 3aTPYNHEHHWs IpU AbIXaHHH. PekomeHmoBaHb
miasMadgepes W MyJibe-Teparus MetuipeaoM. s ux
1posejieHusi B cepenuHe stHBaps 2003 r. 0oabHOI 6L
FOCIIHTAIM3HUPOBAH B CMENMATH3MPOBAHHOE VYpeXkie-
HHe 110 MecTy XuTelbcTBa. 27 aapapst 2003 r. B Bo3-
pacte 33 JeT HACTYITAJIA CMEPTh BOJBHOTO MpH SIBJIC-
HUSAX HapYUICHUs AbIXaHUA (10 [POBeAEHHS PEKOMEH-
JoeaHHoro JieueHus). [latomopdomorngeckoe ucene-
IoBaHHe He MpoBoawIoch. B ceHTsiope 2003 r. Gbuin
MCCIIE0BAHbBL AHTHUTEIA K ALETHIXOIHHOBBIM (AX) pe-
LIETITOPaM B CBHIBOPOTOYHLIX obpasirax ot aekadpst 2000 r.
u Mad 2002 r., xpaHuBLIXXCA IpH TeMIlepatype —20°C,
BLUIBJIEHO TMOBBILLEHUE UX YPOBHS COOTBETCTBEHHO JIO
1,1 u 1,8 Hr/mMn (B HOpMe aHTUTE]A HE BBUIBISIIOTCS).

O0cyxKaenne

B HacTosueit paboTe MBI BIIePBLIE ONMHCLIBAEM pas-
BUTHE MHACTEHHYECKOrO CHHApoMa Yy Oo/bHOro ¢
[MADC, roraa Kak paHee B JIMTepaType OBLIM Mpel-
CTapJieHbl ETMHHYHEIE cIy4Yau ¢ oOpaTHOM Toc/enoBa-
TENBHOCTBO COOBITUH, & MMEHHO — C pPa3sBHTHEM
[TADC npy MHAcCTeHHH KaK caMoCTOSITETbHOM 3a60-
neBaHuH. Cumrrrombl [TADC B 3THX caydasx pasBH-
BaJIUCE yepe3 2—10 JMeT mociae THUM3IKTOMHHU W BbLTH
MPEeJCTARIEHBL [IOBTOPHBIMHM TPOMOO3MOONMSIMHU, BbI-
KHABILAMY, TepHdepHIeCKUMH BEHO3HBIMH TpoMGo-
3aMu, UHGIAPKTOM MO3ra, BRICOKMMM THTPAMM dHTH-
ten K docdonunuaam [11, 17]. UMeerca coobuienue
0 NAIMEHTKe ¢ MHAcTeHUuel, y KoTopoil mociae obiy-
YeHHsT TUMyca Ha 22-M rojy 3a00/eBaHHs BO3ZHHMKIH
CUMIITOMBI TIOPAXEHHUSA CTBOJA TOJNOBHOTO MO3rd M
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criiHHoro Mosra. [Ipu MPT ronoBHoro mozra GITH
06H3.p)’)KEHbI OYaropble H3MeHeHHs B GETOM BellecTse
MoJIylIapuii, B KpOBH — MoBbIlUeHHble THTPpHI aKJl
[10]. CocrosiHMe ObUIO pacLieHeHO KaK paccesHHbI
ckaepo3. Mul Taxoke HaGTIOTATH OXHY DOJIBHYIO ¢ MHA-
CTEHHEH, YV KOTOPOii Yyepe3 § JieT mociae THMIKTOMMUH,
B Bo3pacTe 29 JIeT pa3BUIHCE HIIEMUYECKHH MHCYITRT,
JIOKATEHOE JTUBE/0 U TToBbieHue yposHs aKJl uzoru-
na M no 35 MPL. Bo3HHKHOBEHWE HOBLIX ayTOMM-
MyHHbIX 3a6oneBanuii (ITADC, paccestHHBIN CKIICpO3)
[IpH MHACTEHHM CBA3BIBAIM C UMMYHHOU IH3peryJs-
LUHeH, BOSHUKAIOWIEH Mmocne yIaleHHs THMYca WK €T
obmydenns. UMMyHHOM! nu3perynsiyeit OOBSICHSIOT U
Hanuuue v 25% OOoJbHLIX MHUACTEHHEH KIMHUYECKH
acumntoMHoro noebeieHust Turpos aKJl. Tloeeiue-
Hue ypoBHs aKJl B 3THX cilyuasx He KOoppeJupyer ¢
TUTPAMH AHTUTET K AX-peLiernTopam, a aCCOTTMHPYeTes
¢ M3MEHEHMSIMK TUMYyca (TUMoMa, runepruiasus) [16].
B Hacrosuem coobimeHunn npeactaBicH GolbHOM ¢
IMA®C, y koroporo Ha KOHeuHOIl ctanuu 3abonesa-
HHUSI pasBWICA MHACTEHHWYeCKMH cuHIpoM. JluarHos
IMADC 6bL1 L0CTOBEPHBIM ¥ OCHOBBIBAICST HA THITHY-
HBIX KIIHHHYECKHX MTPOABIeHUAX (MH}apKThl MHOKAP-
na, TPOMOOLUTOTIEHUS, AHEMU A, H3AMEHEeHWEe KJIANaHoB
cepaua) M MMMYHOJIOTMYECKMX MMpH2HAKaX (cToiiKkoe
noseiueHHe ypopHs aKJl ¥ BoicokoakTUBHBIIH BA).
HeBponoruueckue HapyLeHHs] Hapsily ¢ MHACTEHH'E-
CKHM CHHAPOMOM BKJIIOYATH CHHIPOM, HMHUTHPYIO-
LM paccessHHBIN ckiepos (mpexonsiias ciiabocrb B
KOHCYHOCTSX, 3pUTE/IbHAA HEBPOINATHS, OYard B Oe-
JIOM BelIecTBE MOJYLIAPHIA roJIOBHOro MO3ra Mo JaH-
HeiM MPT), u nepudepuyeckyro HeBponatuw. Mua-
CTEHWYECKUH CHHIPOM pa3BUIICS uepe3 9 JeT mocie
IIOABJIEHUS MEPBLIX KIHHHYeCKUX mpusHakoB [TAMC
(uHGAapkT MHOKapaa) U GbUT rpejgcrasieH QUIOKTYH-
pyioweil caabocTeio opodapHHreaJbHOM, JTHLEBOI,
IOBIXaTeJIEHOH MYCKYJaTyphl, MBI KOHEYHOCTEH M
331 Hel noBepxHOCTH wen. Hannuue MuacTeHUYecKo-
ro cuHapoma 6smmo noxareepxaeHo AHMI-uccnemo-
BaHMEM, BKJIIOYABLUMM IIPOOY C NPO3epHHOM.
Muacrennueckuit cuHapoM nipu IMADC paszsuba-
ercst penko. Cpeay HAOMIONABLUMXCA HaMH 124 Gob-
HeIX ¢ [TADC U HEBPOTOTHYECKMMH MPOABICHHAMM
oH Berperuicst Tobko B 1 (0,8%) ciyuae. [enes mua-
cTeHunyeckoro cuuapoma nmpu [MAMC He ycraHoBIEH.
OuepnnHo, aKJl wiu apyrue a®Jl He uMeroT maTtore-
HEeTHYeCKOro 3nayeHus. OCHOBAHUS AJIS TAKOTO Mpeji-
MOJ0XEHUA crienyiouime: 1) MHACTEHWYECKMH CHH-
npom Berpeuaercs npH [TAM®C kpaiine peako; 2) ma-
nosepoATHo, 4To adJl, crmocobHbIe B3aUMOAEHCTBO-
BaTh ¢ (ochommugaMm KIeToMHbIX MeMOpaH, MOIYT
M30MpaTeIbHO HapyluaTh (BYHKIHIO HEPBHO-MBIIIEY-
HEIX cuHarcos. Haubonee o60cHOBaHHBIM IpeacTaB-
JISJI0CH MPEInoioXeHHe o0 BeIpaboTKe aHTHUTET K AX-
pelenropaM, KOoTopble MMeIOT GONBINOe 3HAYEHHE B
[ATOr¢He3e MHACTEHHMM M MHACTEHHYECKHUX CHHIpPO-
MOB [2, 6, 9, 14]. JlaHHOe KIWHUYECKOE TTPE/ITOIONKE -
HHE TIOATBEPKIEHO OOHAPYKEHHEM TMOBBILIEHHOIO
TUTPA TUX AHTHTEN B CLIBOPOTKE KPOBH. OYeBUIHO,
MpH MPOTPECCHPOBAHMUM HMMYHOMNATOJOTHYECKOro
npouecca npu [TAPC B xone muddepeHunpoBkH B-
JTHUMGOIUTOB BOSHHK KJIOH KJIETOK, IIPOAYLUPYIOLIMX
aHruresna K Ax-peuentopaM. KIMHHYECKHM MposBIIe-
HUeM TMPOTPeCCUPOBAHMA MMMYHOMATONIOTHYECKOIO
npouecca npu [TADC 010 MpHCOETUHEHHE K TPOM-



KITMHWYECKWE UCCNENOBAHIA W HABNIONEHWA

GOTHYECKUM OCJOXHEeHUsSM (MHGAPKTHL MHOKApia)
HEecOCYIMCThIX HEBPOTOTHYECKUX CUMILTOMOB, CBA3aH-
HbIX C TIEPBUYHBEIM TOBPEXICHHEM HEPBHOW TKAHM
(CMHIPOM, MMHTHUDYIOIIMI DPAcCesHHBIH CKIIEPO3,
HeBpoIaTsi, Ha KOHEYHOM CTaLHU 3a00JieBaHHUd —
muacTeHuueckuil cuHapom). TlocienoBareibHOCTE
[IOSIRIEHUS] KIMHHYECKMX [IPU3HAKOB IO3BOJIAET
mpexnosarats, yro a®Jl, HHIyLMpYyoue TpoMOO3E,
¥ AHTUTENA, OITOCPEAYIOLME MEPBUYHOE MOBPEXIeHUE
HEpPBHOM TKAHW, KOHKYPUPYIOT Apyr ¢ ApyroM. Tak, B
TeyeHHe rociaenHux 6 jier Hoe3Hu, KOroa HapacTaiu
HECOCY/MCThIE HEBPOJOTHUECKME NPOABICHHA, Y
BONLHOrO He ObUI0 CHCTEMHBIX WIH LepedpaibHbIX
TpoMB030B, HECMOTPS HA CTAOMJIBHO BBICOKME THTPEI
aKJl u BelcoxoaxktusHblii BA. [locienHee, onHako,
MOMIO GbITh CBS3AHO U ¢ TIPUEMOM AHTHKOATYIISTHTOB
W AHTHATPEraHToB.

Taxum obpaszom, mpu TTADPC, Kak u npu HEKoTO-
phIX JAPYTHX ayTOMMMYHHBIX 3a00JeBaHUSX (CHCTEM-
Hast KpacHas Bosyanka, Gonesirs [llerpena, nogwMuo-
3UT, paK nerkoro [6]), MoxeT pasBUTLCS MHUACTEHHYE-
CKHIT cuHapoM. B reHese MMACTeHUUECKOIO CHHAPOMA
npu [MTADC UMeI0T 3Ha4YeHKHe aHTUTENa K Ax-peuern-
TopaM, a He a®Jl. BeipaboTKa aHTHTEN K AX-peLenTo-
pam, ro-BHIAMMOMY, CB3aHa C HAPACTAHHEM UMMYHO-
[ATOJIOMMYECKOTO Tpolecca U IIOABJEHWEM KIOHA
AUMGBOLIUTOB, TIPOAYLIMPYIOITUX UX BEIPAOOTKY.
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COYETAHHOE TEYEHME IOHONIECKO MUOKIOHHYECKOM

WU BUCOYHOI SIIUJIEIICUHA
H. F0. llepynosa

[TpOTHBOSMHENTHYECKMHT LIEHTP ropoCKOit KINHUYeCKOH DONBHMILbI Ne 40, Exarepun6ypr

Couemanue marux pasHopodrex iopm InUIENCUU, Kak

sucounas (B3) u wonoweckan muokaonudeckan (FOM3),

sgasemes docmamatno pedku. TTpedcmasaenst KAUNUHECKIE ONUCAHUR 0GYX NOOOGHbIX rabmodenutl, Y nayuenmiu,

¢ 15-nemnezo eospacma cmpadaeweil I0M3 u re
B3, na MPT euigc1ensi npoasAeHUA MESUAALHOS
Muposame pemuccuro. Bmopas nayuenmxa 37 ae
PA3PBIE MEUOMHAMOL AHEGPUIM! CYNPAKAUHOUOHOZ0 OM

xupypeudeckum edenuen. Yepes 6 mec ommeueno npucoedunerue B3 ¢ pesucmenmubim meveniem. Hoduepxusaemea

aequswelica, 8 22 200a NPUcOeIUHUAUCE KAUHUHECKUEe NPOAGICHUA
0 GUCOYHO20 CKAEPO3A, HASHAYEHUE GAABRPOAMOE N300 Chop-
m, ¢ 16 aem cmpadaswas HOM3, & eospacme 33 aem nepenecaa
dena npacoii GHYMpeHHeil COHHOU apmepuul ¢ nOcAeOVIoUUM

HEAGUCUMOCTb Mewerus 3nurenmuyeckux curdpomos JOM3 u B3I npu ux couemanuu.

Knwuenne CHNOEA: GUCOHHAA 3NUACHCUA, WOHOWECKAL MUOKIOHUMECKAR INUAENCUT

The combination of such distinct forms of epilepsy as temporal (TE) and juvenile myoclonic (JME) is rather rare. The
article reports two clinical cases illustrating this entity. The first one is a female patient with the onset of JME at the
age of 15 that was not treated. She developed clinical manifestations of TE at the age of 22. MRI revealed the signs
of mesial temporal sclerosis. The valproate treatment was effective enough to obtain remission. The other patient is a
female, aged 37, with the onset of JME at the age of 16. She underwent surgical treatment of the ruptured saccular
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