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yeHus O0nbHBIX [1]. PanHee BhIsIBICHNE XapaKTePHBIX «BEHO3HBIX KAI00» MPUBEAET K ONTHMH3AIUN
sgeyeHuss XVMIM U yilyulI€HHMIO KaueCcTBa )KU3HU MAIUEHTOB.

Leab uccaeqoBanusi: U3y4YuTh KIMHUKO — HEBPOJIOTHUYECKHE 0COOEHHOCTH HAapyUICHHUH 1iepe-
OpajbHOTO BEHO3HOTO KPOBOOOpAIeHNS Y OOIBHBIX C XPOHMUYECKOH HIIEeMUEN TOJIOBHOTO MO3ra.

Marepuan 1 METOIBI: KITMHUKO — HEBPOJIOTHYECKOe o0ciejoBaHNE TPOBOJMIIOCH Ha Oa3e Kade-
JIPpBI HEBPOJIOTUH, AeTCKoi HeBposorun TamlIMU mytem amOynaTopHOTO MpHUeMa MaueHTOB,
oboero moia, B Bo3pacte or 45 10 65 net, ¢ XUM ¢ cumnromamMu HapylieHus 1epedpaibHOTO Be-
HO3HOTO KPOBOTOKA.

Pe3yasTartel: 06cienoBano 50 manueHToB ¢ xkajgo0aMu Ha TyIbie TOIOBHBIE 001U quddy3HOTO
xapakTepa, 0oJiee BRIpaXKCHHBIE B yTPEHHUE Yachl. BRISBIEHO, YTO TOJOBHAS OOJb yCUINBAJIACh
MoCJjie IIUTENBHOTO MPEeObIBaHUS B TOPU30HTAIHHOM MOJIOKEHUH, TIPU HAKIIOHE TOJIOBBI, TPH Kalllje,
HaTyXKMBaHUU. YCUJIEHUE FOJIOBHOM 0OJM MPU N3MEHEHHUSIX TeMIepaTypbl OKpyKaroiel cpeasl oT-
Meuanu 35 (70%) nanueHToB, HAPUMeEp, IPH MEPEX0Ae U3 XOJIOAHOIO MOMEIIECHHS B TEIUIOe, IPU
npeObIBaHUH B ’KapKOM TOMeIIeHNHU. [ 010BHAast 00b OMUCHIBANIACh MMAIMEHTAMU KaK «PacIHPaIoias,
«IaBsmIas HA T71a3a)», COMPOBOXKIATACh TYBCTBOM «TSKECTH», KHEICHOCTH B TosoBe». Y 12 (24%)
0O0JIbHBIX TOJIOBHBIC OOJIH COITPOBOXKIATUCH YMEPEHHO BBIPAKEHHBIM «IIITYMOM B rosioBe», y 30 (60%)
OBLIO OIYIICHNE «3aJI0KEHHOCTH YIIeH». YXY/IIIEHHE 3pEHHS B BUJIE «HESICHOCTH 3PEHHSD», «MYIICK»
nepes riazamMu oTMedeHo y 36 (72%) 6onbHbIX. 40 (80%) OONBHBIX OTMEYANN 3aTPY/JIHCHHE KOHIICH-
Tpaliu BHUMaHUS, PacCeIHHOCTh. [IpakTuuecku Bce OOJMbHBIE KAIOBAJINCH HA HAPYIICHUS CHA
(TTOBepXHOCTHEIN COH, TOJIOBHBIE OONH IMpH MPOOYKIACHUH, CHUKEHHUE YPOBHS THEBHOTO OOAPCTBO-
BaHus). Ha Oonu B mieliHOM oT/iesie TT03BOHOYHMKA jkanoBanuch 43 (86%) nauuenra. B neBposoru-
YEeCKOM CTaTyCe BBISBICHBI OT/ACIbHBIC, CIa00 BhIPAXKCHHBIC 0YaroBbie CUMNITOMEL: Y 42 (84%)
ACUMMETpHs HOCOT'YOHBIX CKJIAJO0K, Jierkuil Huctarm — 7 (14%), HeycToiunBocTh B moze Pomoep-
ra—y 45 (90%), nebonpiuoe nomarsiBanue npu xoapoe — 12 (24%), nupaMuAHBIA CHHIPOM —
y 9 (18%).

BbIBOABI: HapylICHHS BEHO3HOTO KPOBOOOpALIEHHS B TOJJOBHOM MO3I'€ MOXET MPUBECTH K pa3-
BHUTHIO BEHO3HOH 3HIe(danonaruu, A1 KOTOPOH XapaKTepHbl «BEHO3HBIE jKaJ00bl», 1 B HEBPOJIOTH-
YECKOM CTaTyce KapTHHA PAcCeTHHOTO MEIKOOYaroBOro IMOPaXKEHHUsI TOJIOBHOTO MO3Ta.

Jluteparypa
1. AdanacseBa H.JI., Mopaosun B.®. /lnarHocTuka HapylmeHUH BEHO3HOTO KPOBOOOpAIIEHUS TO-

JIOBHOTO MO3Ta y TAI[MEHTOB C THUIEPTOHMYECKOW OoJie3HbIO // MeauiHcKas BU3yallnu3ailusl.

2007. Ne 6. C. 27-31.

2. llytunuaa M.B., Epmomkuna H.IO. Benosnas sHuedanonatus. Bo3MOXHOCTH TUArHOCTHKHU

u teparmu // XKyprai aeBponoruu u ncuxuarpun. Ne 9. 2013. C. 89-93.

3. ®enun A.W. M36pannble nekuu 1mo amOyinatopHoit HeBponoruu. M., 2013. C. 53-74.

KOMOPBNAHOCTb MUACTEHNI
N APYTUX AYTOUMMYHHbIX 3ABOJIEBAHUIA

Boaxosa M.C.

Hayunslii pykoBOAUTENB: 1. M. H., o1leHT ['ongobun B.B.
Kadenpa nesponoruu umenu akagemuka C.H. /laBunenkoBa
C3I'MY um. U.1. MeunukoBa

AKTYaJIbHOCTb MCCJIEA0BAHMS: MUACTCHUS SABJIACTCS QyTOUMMYHHBIM 3200JICBAHUEM, BbI-
3BaHHBIM JICHCTBHUEM CHEeU(UUCCKUX AHTUTEI K MOCTCUHANTUYCCKON MeMOpaHe HepBHO-
MBIIICYHOTO COCAUHCHUA. AYTOHMMYHHLIﬁ I[I/IC6a.HaHC HpI/I MHUACTCHUU O6yc.HaBJ'II/IBaeT HaJIn4yue
HeCHeHI/I(bI/I‘IGCKI/IX a}/ToaHTI/ITeH, SABIAOIIUXCSA HpI/I‘iHHOfI pa3BI/ITI/Iﬂ BTOpI/I‘-IHI)IX aYTOI/IMMyHHI)IX
3aboneBanuii [1].

Learb ncciieoBaHusI: aHATN3 KOMOPOUTHOCTH MHACTCHUH U JIPYTUX ayTOMMMYHHBIX 3a00JieBa-
HUM U1 yIYyYIIeHUS JUAarHOCTUKY U JICUCHUs YKa3aHHOM TPYIIIIbI MAI[UCHTOB.

MartepuaJjibl M MeTO/IbI: ObUTH 00CIIe0BaHbl 121 nanueHT ¢ MuacTeHuel B Bospacrte 35,248,9 rona
(ot 16 1o 85 net). AHaIN3 aHAMHECTUYCCKHUX JaHHBIX U JJA0OPATOPHO-UHCTPYMEHTAIBHBIX METOIOB
o0clieToBaHUS MAIMEHTOB MTO3BOJIAII BBISBUTH PsiJ COMYTCTBYIOIIMX ayTOUMMYHHBIX 3a00J€BaHUIA.
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Pe3yabrarhl: KTHHUYECKH MTOATBEPKICHHBIC Ay TONMMYHHBIE 3a00JIeBaHMS BRIABISLIIACH ¥ 33,9%
obcnenoBanHbIX (n=41). Jloasg manmueHToB ¢ ayTOMMMYHHBIM THPEOUAUTOM cocTaBmia 12,39%,
¢ aTpoPUYECKUM ayTOUMMYHHBIM racTpuToM — 5,80%, ¢ KpacHBIM IIOCKUM JnmaeM — 3,34%,
¢ ax3emMoit — 3,34%, ¢ ncopuazom — 2,48%, capkou1030M, PACCEIHHBIM CKIEPO30M, C aTOMUYECKUM
nepmatutoM — 1o 0,82%, ¢ cucteMHON KpacHOU BoyaHko — 1,65%. I1o naHHBIM OTEUeCTBEHHBIX
1 3apyOeXHBIX aBTOPOB B MHUPE J0J5 OOJBHBIX ayTOUMMYHHBIM THPEOUIUTOM cOCTaBisieT 4%,
¢ aTpoPUUICCKUM ayTOUMMYHHBIM racTpuToM — 1%, ¢ kpacHbIM iockuM JuinaeM — 0,01%, ¢ ak-
3eMoit — 1,8%, ¢ mcopuazom — 3%, capkougozom — 0,06%, paccesHHbIM ckiepo3oMm — 3%, ¢ ato-
MMHYECKUM JepMaTuToM — 2%, ¢ cucteMHOM kpacHoM BosuaHkod — 0,25%.[2,3] [Ipu cpaBHEeHUHN
HaONIOANINCh JOCTOBEPHBIE PA3IMYUs YaCTOTHI BCTPEYaeMOCTH ayTOMMMYHHOTO THPEOUIUTA,
aTpoPUIECKOTO ayTOMMMYHHOTO TacTPHUTa, CAPKOMJI03a U CHCTEeMHO KpacHOo# Bomdanku (p<0,05),
3HAQUUMOTO PAa3JIMYMsl BBISIBIIEMOCTH JAPYTUX ayTOUMMYHHBIX 3a00JI€BaHUI HE OTMEUaJIOCh.

BrIBoABI: y MAIIMEHTOB ¢ MHACTEHUEH CONYTCTBYIONINE ayTOMMMYHHBIC 3a00JIeBaHus HaOI01a-
1otes B 33,9% nabmonenuit. [lpu ananuse pa3nuuus BcTpedaeMocTu 3a00JIeBaHNS B MUPE U B KOH-
TPOJIBHOH TPyTIE JOCTOBEPHO YaIle BBISBISIINCH Ay TOMMMYHHBIH THPEOHUIUT, aTpOPUIECKHIA ayTo-
MMMYHHBIA TaCTPHUT, CAPKOUI03 U CUCTEMHAs KpacHasl BOJYaHKa.

JIureparypa
1. Xarxe 10.A. [u ap.]. DnupeMuonoruaeckue 0cooOeHHOCTH MuacTeHnn. KyOaHCKUH Hay4dHBIH Me-

qunuHCKANA BecTHHK 2018-25 (1). C. 195-198.

2. Vaiopoulos G. [et al.]. The association of systemic lupus erythematosus and myasthenia

gravis. Clinical reports 1994. C. 741-745.

3. Nikolina Tanovska [et al.]. Myasthenia Gravis and Associated Diseases. Open Access Macedonian

Journal of Medical Sciences. 2018 Mar 15; 6(3):-C-472-478.

NTEEHETUYECKU AETEPMUHUPOBAHHDbLIE
SNUNENCUN Y AETEN

I'pucopuyk B.A., Cespyx E.A., Beoeprnukos A.C., Ceepyx A.A.

Hayunsie pykoogutenu: I'yzesa O.B., I'yzesa B.B., Oxpum U.B.

Kadenpa neBponoruu, HeHpoOXUpypriuu 1 MEAUIUHCKOW T€HETUKN

Canxr-IlerepOyprckuii rocyapCTBEHHBIN MTeIUATPUICCKUN MEIUIIMHCKUN YHUBEPCUTET

AKTYa/IbHOCTb UCCJIEA0BAHUS: SMUICIICUSI — PACIPOCTPAaHEHHAs HEBPOJIOTHYECKAs aTOIOTUs
JeTckoro Bo3pacta. B 6 u3z 10 ciiyyaeB 3THONOrHYECKUM (aKTOPOM BBICTYIIACT T€HETUUYCCKAS JIe-
TEPMUHUPOBAHHOCTS [1]. B OonpmIMHCTBE CllyuaeB TeHbl, NOABEPTIINECs MYTall1, HEU3BECTHBI HITH
HMEIOTCS TPYAHOCTH B MX MAeHTHUKauuu. Taxke MyTanus MOKeT Bo3HUKATh de novo [2].

Lenb ucciaenoBaHusi: onpeaeieHUe FTeHETHIECKOM MyTalluK y AeTel ¢ pa3inuuHbIMU GOopMaMu
SMUJIETICHH.

Martepuanasbl 4 MeTOIbI: B uccienoBanmne BkiatoueHo 24 (100%) manmeHnTa, BO3pacT aeTei ot
10 mecsineB go 12 ner. M3 yucna 3tux 6onbHBIX ManibuukoB — 10 (41,6%), neBouek — 14 (58,4%).
Bcewm netsim npoBeneHbl HeBposorudeckuii ocmotp, 231, BOM, MPT o6ciienoBanne u ceKBEeHUPO-
BaHUE.

Pe3yabTaThl: 1e00T MPUCTYNOB Y MAllMEHTOB BapbUpOBalI OT 2 MecsIeB 10 3 net. Haubonee
4YacTO B IaHHOM IpyMIle BCTpedaJuch reHepaJn30BaHHbIE TOHUKO-KJIOHUYECKHE MPUCTYIbl —
y 10 (41,7%) nereid, y 4 (16,7%) — nncdantunbuble cna3mbl, y 4 (16,7%) — TOHUYECKUE IPUCTYIIBL,
y 3 (12,5%) — atunuunslie abcancsl, y 2 (8,3%) — MuoxinoHndeckue npuctynsl, y 1 (4,2%) peden-
Ka — TunugHble adcancel. B 8 (33,3%) caydasix 3aperucTpupOBaHbBI SMTUIENITHIECKAE CTATYChI
B anamuese. B 13 (54,2%) u3 24 ciyvaeB BbIsIBIICHA dMWICITH(POPMHAsT aKTUBHOCTh HA PYTHUHHOMN
93T, B 9 (37,5%) cayuasx npu npoBeaeHun suaco-231 monutopunra. [1o pesynsraram MPT
B 13 (54,2%) cayuasx oOHapy>XeHbI CTPYKTYPHBIC H3MEHEHHUS T0JIoBHOTO Mo3ra. [lo pesynsraTam
TeHETHYEeCKOTO uccuenoBanus B 23 (95,8%) u3 24 ciydaeB BBHISIBICHA T€HETHYECKAs MyTaIlus:
y 5 nereit (20,8%) ona nmokanuzoBana B reae SCNla, y 4 (16,7%) — TSC2,y 3 (12,5%) — KCNT-1,
y 2(8,3%) — MECP2, y 2 (8,3%) myTtanus B mutoxouapuainbaoit JIHK, Taxxe BcTpedanuce myTa-
nuu, Jokanu3oBaHHbie B reHax G-6PC, DARS, SLC2A1, KIAA, BRAF, CPA6, MEF2C.
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