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Bctyn

IcHyrOTh MapoKcH3ManbHi CTaHM, SIKi HE TaK JISTKO CBOE-
YaCHO PO3Pi3HUTH, AiarHOCTYBATU Ta MPU3HAYUTH a/IeKBaT-
Hy Teparrio. CaMe 10 TaKOoi IPyIy 3aXBOPIOBAHb BiTHOCUTh-
cs1 cunapom xxuBonca (C).

Cunnpowm [IxxuBoHca (Jeavons syndrome) — reHeTHY-
HO JeTepMiHOBaHa reHepajizoBaHa ¢popma pehIeKTOPHOI
eMijencii, 0 XapaKTepU3y€eTbCS MOYATKOM Y JUTSIYOMY
Billi, CBOEPITHOIO CEMIOTUKOIO EITiTIENTUYHUX MPUITaI-
KiB, BUPaXeHO (POTOCEHCUTHUBHICTIO, a TAKOX MOXJIM -
BIiCTIO BUHUKHEHHS TeHepasi30BaHUX TOHIKO-KJIOHIUHUX
Harmanis. [H111a Ha3Ba ILOTO 3aXBOPIOBAHHS — MiOKJIOHYC
MoBiK 3 abcaHcamu abo 6e3 adbcancis [1]. Cunapom JIxu-
BOHCA BBaXA€ThCS PinKicHUM (ophaHHUM) 3aXBOPIOBAH-
HSIM, IKOMY npucBoeHU i Homep 139431 y kaTanosi mop-
Tany orpha.net [2]. 3axBopioBaHHS BIIepIlle OMMCAHO B
1977 poui P.M. Jeavons, sikuii y nojgaabliioMy HeoJHOpa-
30BO YTOUHIOBAB KJIiHiUHi MposBU cuHApoMmy [3]. OnHak
e B 1932 poiti M. Radovici onucas 20-piuHy naiieHTKY
3 MiOKJIOHiSIMUM MOBiK, abcaHcaMH i BUpaXXeHo (HOTo-
CCHCUTUBHICTIO, SIKi BUHUKIU Yy Billi 10—12 pokiB, 1110
Jla€ MigcTaBy po3rasigaT «CUHAPOM PagoBivi» sIK MOTEH-

LITHO MOXKJIMBY Ha3BY IIOTO 3axBopioBaHHs [4]. Hamami
cepel TOCIiIMHUKIB iCHYBaJIM IIPOTUPITYSI, YU € CUHIPOM
JI>XKuBOHCA OKPEMUM EMiJIENITUYHUM CUHAPOMOM abo
JIMIIEe TIPOSBOM iHIIMX iTiOMaTUYHUX i KPUIITOTEHHUX
eminernciii [1, 5, 6].

B 1996 p. J.S. Duncan i C.P. Panayiotopoulos y cBoiit
MoHorpadgii 3arporoHyBad Ha3MBaTU MiOKJIOHYC MTOBiK
3 abcaHcaMU €MOHIMOM «CUHAPOM JI>KMBOHCa» HA YeCThb
aBTOpa MepIIoro HayKOBOTO OMUCY IIbOTO 3aXBOPIOBAaH-
Hd [7]. HatomicTh migxia MixHapoaHO1 MpoTUENiIen-
tuuHoi Jirn (ILAE) no knacudikauii C/ 3miHIOBaBCS
3 yacoMm. Y mepuiii kjaacudikaiiii eniJienTuIHUX Mpu-
nankiB ta eninernciii C[ ¢opManbHO He BU3HABAIU SIK
okpemmuii cuHapom, mmpote 3 2010 poky kiacudikaiis
eminernciii Ta eninentuyHux npumnankiBs ILAE BusHae
MiOKJIOHYC TOBIK $IK OOMH i3 BUIiB a0CAHCHUX IIPU-
naakiB, a caMe abcaHC 3 0OCOOJIMBUMMU BJIACTUBOCTSIMU
(absence seizure with special features) [8]. ¥V kiacudgi-
kauii 2014 poky MiOKJIOHYC MOBiK BiHEC/IM A0 OJAHO-
ro 3 YOTUPbOX OKPEMMX BUIiB aOCAHCHUX NPUIIAAKiB
[9]. ¥V 2017 p. po6oua rpyna ILAE mig kepiBHULITBOM
R.S. Fisher Bu3Hasa MioKJIOHYC MOBIK SIK OAWH i3 HOBUX
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reHepai3oBaHUX BUJiB aOCaHCHUX NpUIaaKiB (absence
seizures, with eyelid myoclonia) [10]. Ha cboroaHi, Bia-
MOBiAHO 1O peKOMEeHAalliil pobodoi Irpynu 3 KiacHu-
dikanii eninencii ILAE 2017 poky mig KepiBHULTBOM
Ingrid E. Scheffer, CJl MmoxHa BiZHECTHU 10 TEHETUYHOI
eniJieTicii 3 reHepani30BaHUMKU HEMOTOPHUMU TIpUTIA -
Kamu (abcaHcamm) i MiOKJIOHi€I0 TTOBiK [11].

Eniaemionoria

Touni mani mompo nmomupenocti CJI y miteit BincyTHi,
ajie BiH cTaHOBMTBD 2,5—3 % BCiX BUIAIKIB €IICIICI y 10~
pociux. Y CTpyKTypi TeHeTUYHUX T'eHEpali30BaHUX EITiIeI-
ciit CII cranoButh 7,3—12,9 % Ta 13 % Bin ycix reHepaii-
30BaHUX eIiJenciii 3 abcancaMu. TakKuM YMHOM, MOIIMpe-
HicTb C]I € He MEHIIIO, HiXX I0BEHLIBHOT MiOJIOKJIOHIUHOT
emijierncii, mpoTe, Ha BiAMiHY BiJl OCTAHHbOI, BiH 3HAYHO
piniie niarHOCTY€eThe |5, 12].

BinbricTs aBTOpIB BBaXKae, 1o C/I yacriilie BUHUKAE y
KiHOK. CriBBiTHOIIIEHHS TIALIIEHTIB YOJIOBIUOi Ta XiHOYOT
crati — 1,25-3,2:4,1. [IpoTe y pi3HUX TOCTIIKEHHSIX CITiB-
BiIHOIIIEHHS MiXK MalliEHTaAMU Y0JIOBiUOi Ta XiHOYOI cTaTi
3HAYHO BiApi3HsuIoCcs [5].

KAiHiYHI npossu

He6ior CJII 3a3Buuaii BinOyBaeTbcs y 2—14 pokiB
3 mikoM y 6—8 pokiB. CepenHiil Bik mepuinx rnpossib
3axXxBOploBaHHSA — 6,5 = 2,5 poky. OgHaK TOYHUI Bik
MosIBU HamnajiB CKJIaAHO BCTAHOBUTU, OCKiJIbKU YACTO
y niTeil MiOKJIOHII TTOBiK PO3ILIHIOITHCS SIK TUKHU YU
MaHepU3MHU, a iX eMiJenTUuYHa Mpupoia Ta HasIBHICTh
CYIYTHIX abCcaHCiB TpUBaIUil Yac MOXYThb 3aJIMIIATUACS
HepoamizHaHnumu [5, 13].

Hait6inpm BaxxknuBuM cumrntomoM CJ € MioKJIOHIT
MOBIK, 110 MOXYTb CYITPOBOJIKYBATUCS KOPOTKOYACHM -
MU (3—6 cexyHna) abcaHcamu abo 6e3 Hux. MioKJIOHiT
MOBIK MOXYTb OPOSIBJSITUCS Y BUIJISIAL iX IIIBUAKOTO IO~
CMUKYBaHHS, TpeMOPY, TpinoTiHHs abo BiOpalii. Pyxu
MOBiK MOXYTbh OyTU PUTMIYHUMHU 200 HEPEryJIsSIpHUMU,
ONMHUYHUMU ab00 MHOXMHHUMHU, HE3HAUHUMU abo
BUpaKeHUMU. MiOKJIOHIi TTOBiK 4acTO CYMpPOBOXY-
IOThCSl Pi3KUM BiJiBeIeHHSIM OUHUX s1I0JIyK abo TOJIOBU
BropYy, ajie BaXJUBUM JiaTHOCTUUHUM MOMEHTOM € Te,
mo npu CJI HiKOIM He BiAMiYaeThCs BiIBEIEeHHS O4eii
BOiK. Hamanu Haiiuacriire € pOTOCEHCUTUBHUMM, TOO-
TO 3’SIBJSIIOTHCS MPU MOTJISAALI Ha OnmMmalode abo Impsi-
Me CBiTJIO. 3 BiKOM, SIK MpaBuUJio, (DOTOCEHCUTUBHICTh
3MeHInyeThes [12, 13].

Taxkox ocobnuBictio CJl € BUHUKHEHHS MPUMNAIKy
nicasg 3amawomyBaHHs oueii. us CJI xapakTepHUM €
denomeH fixation-off sensitivity (FOS), 1o noasrae y
BUHUKHEHHI MiOKJIOHI#i ITOBIiK Ta 0OJHOYACHO iKTaJbHOI
eniyienTu(GOpMHOI aKTUBHOCTI Ha eJieKTpoeHedano-
rpadii (EET) micns 3amioniyBaHHs o4eii Ta iX yTpuMy-
BaHHs y 3arunoiieHoMy ctaHi [12, 13]. Takum ynHOM,
Hamagy nipu CJI mpoBOKYIOTBCS IPSIMUM CBITJIOM, a
TaKOX 3aIJIIOIIYBaHHAM odeli. MioKJIOHII MOBiK BUHM-
KaloTh 0araTopasoBo npotsaroM goou. Y 20 % nauieHTiB
MOX€ PO3BHUBATHUCS CTATyC MiOKJIOHIM MOBIK Y BUTJSIL
YaCTUX IMOBTOPHUX MpuUNaakis [12].

Binpasy 3a MiOKJIOHi€10 TTOBiK MOX€e BUHMKATHU abCaHC,
SIKAU MPOSIBJIIETHCS YACTKOBUM MOPYLIEHHSM CBiJOMOCTI
3 KOPOTKOYACHOIO 3yMTMHKOIO PyXOBO1 AisTIbHOCTI, MOBTO-
PEHHSIM pyXiB 200 CJIiB, MOSIBOIO TOMUJIOK ab0 3aTPUMOK
Nnpu paxyBaHHi. YacTo BUHMKAIOTh JIATEHTHi abcaHCH,
10 3QIUIIAITHCS HEMOMITHUMU SIK JJISI CaMOTO Malli-
€HTAa, TaK i IJ1s1 OTOUyOUnX. AOCAHCH, 1110 CYITPOBOJIXKY -
IOTh MIOKJIOHII ITOBIK, 3a3BMYali MaJIOTIOMITHI Ta KOPOTKi
(<1 cexynam). Abcancu nipu cuHApoMi JIXKMBOHCA TaKOXK
MOXYTbh BUHUKATU HE3aJIe>KHO Bijl 3aIUTIONIyBaHHS Oueil
i1 yac rinepBeHTWIALIT a00 pUTMidYHOI POTOCTUMYJISLIT,
y 3B’s13Ky 3 1tuM Jeavons B 1996 p. 3amipornoHyBaB 3MiHUTH
Ha3BY 3aXBOPIOBAHHS 3 «MiOKJIOHYC ITOBIK 3 abcaHcamMu»
Ha «MiOKJIOHYC ITOBiK Ta aOCaHCH», MiIAKPECIIOYN MOX-
JIMBICTh BUAHUKHEHHS a0CaHCiB, He3aJIeXKHUX Bill MiOKJIO-
Hilt ToBiK [14].

IHomi y mamieHTa MOXYTh BUHMKATHU MiOKJIOHII 1IUi
a00 BepXHiX KiHIIiBOK, OTHAK BOHU HE TUITOBI Ta piJKic-
Hi (3a gesskMMu maHuMu, 6an3bKo 30—50 % maiieHTiB).
YacTo XBopi BimuyBaIOTh JUIIIE Cy0’EKTUBHE BiTIYTTS Mi-
OKJIOHI# mui ab0 KiHIIiBOK, ajlé BOHM HE IIOMITHi OTOUY-
ounm [15]. [lesaki aBTopu BBaXaloTh, 1110 ITOSIBa MiOKJIO-
Hill iHIIIOI JToKaji3allii, KpiM MOBiK, BUK/IIOYA€E OiarHO3
«cuHapoM [IxxuBoHca» [1].

OnucaHi BUNaaku aBToiHayKuii npunankis npu CJI
[1]. [TosiBa MiOKJIOHI I MOBIK MiCJIsT PANITOBOI Aii ICKPaBO-
ro CBiTJIa YaCTO MOMMIIKOBO PO3LIHIOETHCS SIK (DEHOMEH
aBTOIHIYKIIiT MpUMaaKiB a00 SIK MOTOPHi TUKU M’$sI13iB 00-
nuyds. TakoxX y IesiKMX TMali€HTIB, sIKi HE OTPUMYIOTh
JIIKyBaHHS, MOXJIMUBUN PO3BUTOK 3BUYHUX MiOKJIOHIH
nosik 0e3 cynyTtHix 3MiH Ha EET. ¥ 50 % mnauieHTtiB Mo-
KYTh BUHUKATH PiIKiCHI TeHepali30BaHi TOHIKO-KJIOHIU-
Hi Hamagau, 10 MOXYTh OYTH (DOTOCIIPOBOKOBAaHUMHU 200
CMOHTAHHUMM. Y OiIBIIOCTI NALli€EHTIB TOHIKO-KJIOHIYHI
Hamaau HEOAMiHHO IPUETHYIOTHCS 3 YaCOM Ta 0COOIMBO
CXWJIbHI 10 BUHUKHEHHS Ticjs Aii NpoBOKYIOUUX (hak-
TOpiB (AempuBallisl CHY, aJIKOroJb, BTOMa, SICKpaBe CBIT-
J10) a0 HeaJeKBaTHOI aHTUKOHBYJbCUBHOI Teparii. SIk
MpaBUJIO, BEJIMKI Hamaau J0Ope MiaaaloThCs JIIKyBaHHIO
AHTUKOHBYJIbCAHTaMU. BBaXaeThcs, 110 NTPU CUHIAPOMI
JI>kuBOHCa BIUJIMB MPUMAAKiB Ha KOTHITUBHI QYHKIIii €
Majo BUPaXXEeHUM, aJie OTMCcaHi Mali€eHTH 3 TTOMipHUM
3HUXeHHsM iHTenekty. [1pu C/| moxe po3BUBaTUCS He-
KOHBYJIbCUBHUI E€IMiIENITUYHUN CTATYC, IKUW TIPOSIBJISI-
€ThCSI TPUBAJIOIO CILIyTaHiCTIO cBigomocti. DoTocTH-
MYJISIIiSI TIPY LIbOMY MOXe BMKJIMKATH reHepalizoBaHi
TOHIKO-KJIOHIUHi Hamaau [5, 8, 13].

Buninstiors Taki KiaiHiuHi ¢popMu cuHapomy J>kuBoHca
[5, 13, 15]:

1. CJI 3 paHHiM 1toyaTkoM (110 4 poKiB):

a) TunoBa (popmMa — XapaKTEpHUM IPOSIBOM 11i€l op-
MH € 3Bnuaiite s CJI BAHUKHEHHS TIPUTTIaaKiB TTic/Is 3a-
TUTIOLIYBAHHSI O4Yeld TIpu il sicKpaBoro cBitia. JliTu yacTto
3aKPUBAIOTh OYi JOJIOHSIMU 200 TIOTUPAIOTh MOBiKH, 11100
M030aBUTHUCS AUCKOMMOPTY Ta HEIPUEMHUX BiIUyTTiB, BU-
KIMKaHuX Ipumagkamu. [1porHos i Biomosigb Ha JTiKyBaH-
HSI IIPU il opMi TipIImii, HixK MpY KIACUIHIN i M’SIKiit
dopmax. binsbko 75 % naili€eHTiB MAIOTh CEPEIHi a00 TSIK-
Ki mpo0JsieMu 3 HaBYaHHSIM. MarHiTHO-pe30HaHCHA TOMO-
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rpacdist (MPT) ro1oBHOTo MO3KY, SIK TpaBUJIO, HE BUSIBIISIE
naToJIOriYHMX 3MiH. YacTo OyBae CIOHTaHHE MOKPAaIEHHSI
nepebiry y npenyoepTaTHOMY Billi;

0) arunoBa (popMa — XapaKTepHUMU € YaCTi reHepaJli-
30BaHi TOHIKO-KJIOHIYHI HaMaayu Ha MepiioMy poili XKUTTS.
MiokJoHii oueit Ta iHIIIi MiOKJIOHIT, SIK PaBWJIO, TIPOSIBIISI-
IOThCS TIpOTATOM Tepioro poky xuttsa. Ha EEIL peectpy-
€ThCSI KOPOTKA Ta HEperyjisipHa reHepallizoBaHa CIlailk-
XBWJIbOBA Ta MOJIiCTIaiK-XBUJIbOBA aKTUBHICTh YaCTOTOIO
2—3 Ii1, 110 BUHMKAE ITiCJIs 3arIIOIIyBaHHS O4Yel Ta Cy-
MPOBOIXXYETHCS MiOKJIOHISIMU MOBIK Ta iHOIi MiOKJIOHISIMU
BEPXHiX KiHIIiBOK. 3a3Buyaii € BUpaxeHa (POTOCEHCUTUB-
HicTb. TakoxX MOXYTh OyTH (hOKaJIbHi criajaxu crnaikiB abo
KOMILIEKCIB «cnailk — nosiiibHa XBuJist». MPT romosHoro
MO3KY, SIK TTPaBUJIO, HE BUSIBJISIE TTATOJOTIYHUX 3MiH. Y Ti-
Teil 4acTo BiIMiYa€eThCs 3aTPUMKA KOTHITUBHOTO PO3BUTKY
Ha piBHI iHTeJIEKTyaJIbHOTO e(illUTy CEPeIHbOTO CTYyIIe-
HsI. AHTUKOHBYJIbCAHTH, 110 OJIOKYIOTh HATPi€Bi KaHaIU
(kapbaMaserniH, JTaMOTPpUIKUH, (PeHITOIH), IpH Wikt hopMi
MOXYTb IIPOBOKYBAaTH BUHMKHEHHSI a0CAHCIB i MiOKJIOHII.

2. M’ska dopma CJI.

IIpu wiit popmi MiOKJIOHII MOBIK, 1110 BUHUKAIOTH ITiC-
JISl 3aIUTIONLYBaHHS O4Yeil, MOXYTb TpUBATU y Malli€eHTa
poKaMM, He BUKJIMKAIOUM TUCKOM@POPTY A0 MOSIBU TOHi-
KO-KJIOHIYHUX CyA0M a00 BUMAAKOBOI MiaTHOCTUKU CTaHy
daxiBuem. Ha EET BigmivatoThcst enizentudopMHi 3MiHU,
1110 BUHUKAIOTh MTPU 3aKPUBaHHI oueii Ta (hOTOCTUMYJISIIII.
[1poTsAroM XUTTSI MOXe BUHUKATH JIMIIIE KiJIbKa reHepa-
JIi30BAHMX TIPUMAJKIB, Y 3B’SI3KY 3 UMM 11i MaIliEHTH YacTO
BiIMOBIISIIOTBCS Bil JIiKyBaHHS. TaKoX y TaKUX Ialli€HTIB
MOe PO3BMBATUCS 3BUUKA KJIMaTh o4yaMu 0e3 HasiBHOCTI
cymyTHix emiylentTudgopMaux 3Mid Ha EET.

3. Knacuuyna ¢opma CJI.

IIpu ximacuuHiit popMi BimMiuarOThCsI BUPaXKeHi Mio-
KJIOHII MOBIK 3 JeBialli€l0 OYHUX SIOJYK Yropy Ta peTpo-
MyJIbCUBHUMHU PyXaMu TOJIOBM, 1110 BUHUKAIOTh BiApasy
MiCJIs1 3aTUTIOLYBaHHS OUYeid, a TAKOX IoJlicnaiK-XBUIbOBa
reHepaiizoBaHa akTuBHiCTh Ha EEI. B ycix Bumaagkax mi-
OKJIOHI1 04eli TOETHYIOThCS 3 abcaHCaMu Ta MOCUJTIOIOTh-
csl Ipy POTOCTUMYJISALLT. Y NesIKUX BUIaaKax MPUCYTHii
¢deHOMEH pyXy TOJIOBM Y HAaMpSIMKY JKepesia cBiTiia. Y Oa-
raThoX IMAILiEHTIB € IPUEMHI BimUyTTs ITiIl Yac MPUITAIKIB.
ITpwu BinmcyTHOCTI JIiKyBaHHS y TIAlLIiEHTIB MOXE PO3BUBATU -
cs1 aBTOMPOBOKALLisl MPUIAIKIB HUISIXOM 3aTUTIOLyBaHHSI
OYeH ITiJT 9ac MepioAiB 3HMKEHOI aKTUBHOCTI a00 HYIbIH.

V BITUYM3HSIHIN HAyKOBi#l JIiTepaTypi OMUC KIiHIYHOI
KapTUHU Ta TUIIOBUX eJieKTpoeHledanorpadivHux 3MiH
npu cuHapowmi JxuoHca HaBoasaTh C.K. €BTylieHko 3i
cniBaBTopamu [15].

EtioAorig

[Mpuunna BuHukHeHHsT CIl Ha CbOTOMHI JIMIIAETh-
Cs1 OCTaTOYHO HEBilOMOIO, MPOTe, HAKOIIbBII iIMOBIpHO,
3aXBOPIOBAHHS € TEHETUYHO JeTepMiHOBAaHUM. Y Oijlb-
IIIOCTi 3ape€ECTPOBAHUX IMALIIEHTIB MPUCYTHIN ciMeHMIA
aHaMHe3 3aXBOpIOBaHHsA. TaKoX BimoMi CiMEIHI BUTTaAKH
Ta BUMAJKU 3aXBOPIOBAHHS Y MOHO3UTOTHUX OJIM3HIOKIB
[16]. ¥ mocriimxeHHi 3aKOpAOHHUX aBTOPIB, 28 % mairi-
€HTIB MaJii CiMeiHMI aHaAMHe3 eImiJieTiciii, HaliuyacTile

cuHapomy JxkuBoHca, abo iHIIKX (GopM iTiomaTUUHUX
reHepaxizoBaHMX elijernciii, a 9,5 % manu dbeOpuibHi
cynomu [17]. Haii6inbin imoBipHO, y matoreHesi CJI Bi-
Jlirpa€ 3HaAYHY POJIb 3aJly4eHHs 30pOBOi KOPU JTOOHMX [Ti-
JITHOK, TIOTUJIMYHOT KOpU Ta Tajlamyca. [1pu noBiibHOMY
3aIUTIONTYBaHHI 04el, IKe PEryTI0EThCS JIOOHUMU TiISTH-
Kamu, abo HOTOCTUMYJISILIT BUHUKAE 30yIKEHHS i CUH-
XPOHi3allis HEMPOHIB NOTWINYHOI KOPU Ta IMOIIMPEHHS
IMITYJIbCY IO TMiIKipKOBMX TpakKTax (Y TOMY YMCIi PEeTH-
KyJIOTaJIaMiYHUX LIJIsIXaxX) Ha TaJlaMyc, SIKUil reHepye Ta
MOIIMPIOE 30YIKEHHS 0 KOPi Yy BUTJISIAL MiK-XBUJIbOBOI
akTuBHOCTI [1, 5].

AiarHocTtuka

Ha nymky nesikux aBropiB [14], CJ1 BimHOCUTBCS 10 3a-
XBOPIOBaHb, SIKi JOCTATHBO OJMH pa3 MOOAYUTH MPOTSTOM
SKUTTSI, 1 y TIOAaJIbILIi MPaKTUILLi JiarHO3 MOXe OyTH He Ta-
KMM CKJIATHUM, OCKiJTbKM ThUmoBi 3MiHn Ha EEI ta doro-
CEHCUTHUBHICTb € TTATOTHOMOHIYHUMMU IS 1ILOTO CUH/IPO-
My. HasgBHIicTh MiOKJTOHIH TTOBIK € TumosuM it CJ1 Bumom
MIPUNAAKiB i BATOMMM IIPUBOAOM, IJIS TOTO 1100 3aIlizo-
3puUTH 1iei aiarHo3. Panayiotopoulos Bumisisie Taky Tpiamy
cumnTomiB C/I [8, 12]:

1) MiOKJIOHI1 MOBiK 3 HasIBHICTIO a00 BiACYTHICTIO a0-
CaHCIB;

2) mpoBoOKallisl MPUIAAKiB i TAPOKCU3MATbHUX 3MiH Ha
EET zamumoiyBanHsiM oueit (fixation-off sensetivity);

3) GOTOCEHCUTUBHICTD.

Hiarno3 C/I 6a3yeTbcs Ha TaHUX aHAMHE3y, KJIiHiYHO-
IO CIIOCTEePEKEHHSsI, HAsSIBHOCTI TTPOBOKallii MPUTAIKiB 3a-
TUTIONIYBaHHSIM oueil (heHoMeHU eyes closure sensitivity Ta
fixation-off sensitivity) Ta manux EEI. JIns minTBepmkeHHS
IiarHO3y HEeOoOXiZHO MPOBEIEHHS BigeoeleKTpoeHleda-
norpadii (Bimeo-EEI') — enunHoro meromy, 110 103BOJISIE
BUSIBUTU T€HEpali30BaHy eMiIeNTUYHY aKTUBHICTb, sIKa
BUHUKAE HeTaillHoO Micis 3arutolyBaHHs oueit. Bineo-EET
BUSIBJISIE YACTi Ta KOPOTKi (2—3 CeKyHIM) BUCOKOAMILTi-
TYIHi reHepali3oBaHi KOMIUIEKCH «CIHalK — XBUJIST» 3 yac-
ToToro 3—6 Iir abo vacrilie moicmaiK-XBUJIbOBY aKTHB-
HICTb TTiCJISI 3aTUTIONLYBaHHS OUYed, 1110 € MaTOTHOMOHIYHUM
CHMIITOMOM 3aXBOPIOBaHHSI, ajJie MOXKYTb BUHUKATH TaKOX
TPU PO3IUTIONICHUX OYaX ITi/l i€ MepioguIHOI pUTMIYHOT
boTtocTumyslii abo rinepBeHTWISALII. 3BepTaEMO yBary
Ha Te, 1110 eIMiJIeNTUYHA aKTUBHICTh He BUHUKAE, SKIIO 3a-
IUTIOIIYBAaHHSI OYeli BinOyBa€ThCS Yy TEeMHOMY IIPUMIILIEHHI.
Takox MoXJIMBa peecTpalis eniienTu@OPMHUX 3MiH ITif
yac cHy 0e3 KiIiHiYHMX (heHOMeHiB. DOoTOMmapoKCcU3MabHi
BiIMOBI/i pEECTPYIOTHCS MaliKe B YCiX MalliEHTIB MOJIOIOTO
BiKY, 5IKi HE OTPUMYIOTb Teparito. KopucHUM € IpoBeAeHHST
Bineo-EEI i yac cHy Ta mpoOyIKeHH: ITicJIsl AenprBallii
CHY, a TAKOX (DYHKIIIOHAJTbHUX TTPO0 y BUTJISII FMIEPBEHTHU -
JISILI Ta TIepioAuYHOI puTMiYHOI hoTocTMyJIsLii [ 18]. [Tpu
CJI peecTpyloThbCs enienTu(@OoMHi 3MiHHU, 110 BUHUKAIOTh
TTiCJIsI 3aTUTIONIYBaHHSI O4€, a TAKOX TIPOBOKAILisl TTPUTIAI-
KiB Ta 3MiH Ha EEI’ mpu cOHIMBOCTI, TinepBeHTWIALII Ta
dorocTumyrsii [13, 14].

Ilig yac cHy 3a3BUYail BigOyBa€ThCsI 3HAUYHE 3HMKEHHS
iHAEKCY TeHepaIi30BaHOl MOJIiMiK-XBUILOBOI aKTUBHOCTI
a0o IMoBHa ii peAyKllisi, OMHAK y AESIKMX BUIIaAKaxX MOXKe
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30epiraTrcs mik-XBUJIbOBa aKTUBHICTh a00 (DOKaIbHI criaii-
KU YU KOMIUIEKCH «CIMAaK — XBUJIsI». MaKCUMaJIbHUI iH-
JIEKC TeHepasi30BaHo1 MOJIiMiK-XBUJILOBOI aKTUBHOCTI pee-
CTPYETHCS TIC/Is pAHKOBOTO HACUJIbHUIIBKOTO MPOOYIKEeH -
HS$I, KOJIM Yy OUTBIIOCTI MALiEHTIB CIIOCTEPIraloThCsl TpUBaAi
rpynu po3psiaiB audy3Hux OinaTepaibHO-aCUHXPOHHUX
KOMIUIEKCIB IOJIiCITaliK, KOMIUIEKCIB «CHailK — XBUJIS»,
«IIOJIiCTIAaK — XBWJIST» Y IOEAHAHHI 3 TU(Yy3HUMU ITOBLIb-
HUMU XBusmu [ 13, 14].

Takum ynHOM, IiarHO3 BCTAHOBIIOETHCS Y MAILlIEHTIB 3
YaCTUMM MiOKJIOHISIMU ITOBIK Ta HAsIBHICTIO a00 BiICyTHiC-
Ti0 abCaHCiB, 32 HAsIBHOCTI (DOTOCEHCUTHUBHOCTI Ta reHepa-
nizoBaHoi akTuBHOCTI Ha EET, sika BUHUMKaE micis 3arnito-
1yBaHHs odeil. [Ipu boMy Hamaau MarTh MIOYUHATUCS Y
JUTUHCTBI [1].

AvdepeHuinHa AiarHocTuka

Cunapom JIxxuBoHCa HeoOXimHO audepeHIlitoBaTh 3
iHIIMA (popMaMU iTiOMAaTUIHUX, KPUITOTEHHUX i CUMII-
TOMATUYHUX EIIIEIICIH, 110 CYIIPOBOIXKYIOTHCS MiOKJIOHI-
SIMU TIOBiK a00 IIpOBOKAIIi€10 TIPUIIAAKIB 3aILTIOIIYBAHHSIM
oueil. Cepen HUX IOBeHiJIbHA aOCaHCHA emijierncis, 10Be-
HinbHA MiokyoHiuHa eminencig (KOME) Ta imiomatuyHa
¢doToCeHCUTUBHA MOTUJIMYHA eriyiencis. Takox HeoOXigHa
nudepeHliallis 3 eniIeNTUYHUMU CUHIPOMAaMM, IO CYy-
MPOBOIXKYIOTHCS MIOKJIOHISIMUA Ta abCaHCAMMU: EITiIeTICiEr0
3 MiOKJIOHIYHUMHU abcaHcamu (cuHapom TaccuHapi) Ta
CUHAPOMOM TepiopabHUX MiOKJIOHIH 3 abcaHcamu. Ta-
KOX HEeoOXiTHO BifPi3HSITU EIiJIENTUYHI MiOKJIOHIT IMOBIK
BiJl TApOKCU3MiB HEETIIENTUYHOTO MOXO/KeHHS, 30KpemMa
MOTOPHUX THKiB. YacTo malieHTH 3 MiOKJIOHISIMU ITOBIiK
MOXYTb pPOOUTHU Pi3HOMAHITHI TPUMACH 3 METOIO0 YHUKHEH-
H$1 3aIUTIONLYBAaHHS Oueil, sIKi BUKJIMKAIOTh Hanaau. Taki
rpy¥Macu 3a3BUYail PO3LIiHIOIOTHCS SIK MOTOPHI TUKM a0b0
MaHEPU3MHU, 1110 TPU3BOAATH A0 TOMUIKOBOTO HAIIPABJIEH-
H$l MalliEHTAa J10 TIcuxiaTpa.

CkunanHolo € audepeHiiiiiHa niarHoctuka Mixk CJ1 Ta
IOBEHiJIbHOIO MiOKJIOHIYHOIO €ITiJIeTICi€lo, MpU SKiik Ta-
KOX MOXYTb BiAMI4aTUCsI MiOKJIOHII MOBIK Ta iHIIMWX IPyn
M’SI13iB y MOEIHAHHI 3 TeHEepali30BaHOO eniienT(hOPMHOIO
aKTHBHICTIO, a TAKOX reHepaai30BaHMMM TOHIKO-KJIOHiY-
HUMU TipuniagkamMu. BinMiHHICTH Mmosisirae y mosiBi Tipu
cuHapomi JIxxuBoHca emnizenTudopMHOT aKTUBHOCTI, sKa
BUHMKAE HETAWHO MiCJIsl 3aTUTIONTLYBaHHS OYeid, CHHXPOHHO
3 MiIOKJIOHISIMU TIOBiK, OCOOJIMBO ITiZl Yac PUTMi4HOI (DOTO-
crumyssaii [5, 13, 14]. desaxi nocaignuku BBaxkaioTh CJI,
T1a FOME cnopinHeHUMM CMHApPOMaMHU, SIKi MOXKYTb TpaHC-
dopmyBaTucs oguH B onHui [19]. OnucaHi TakoX BUMAIKU
TpaHcdopmallii poJaHIUYHOI enijiencii y cuHapom xu-
BOHca y rmybepraTHoMy Tiepioni [20].

MioKJIOHIi TTOBIK TaKOX MOXXYTb CIIOCTEpPiraTucs mpu
iHIMX (opmax imionmaTMUHUX reHepaai3oBaHUX eriier-
ciit 3 abcaHcaMM, CUMIITOMATUYHii1 abcaHCHIN emiiencii,
MOOPOSIKICHIN MiOKJIOHIUHIl eminericii HeMoBuAT. [1pu
IUTSIYiii aOCaHCHIN emijiercii abcaHcy He TTPOBOKYIOTHCS
3aIUTIOLYBAHHSIM OYeii, TPUBAIOTh JIOBILIE HiXX 3 CEKYHIH,
MOXYTb CYIPOBO/IXKYBAaTUCS BiIBEACHHSIM Ouell BOiK, He-
XapaKTepPHOIO € TaKOX IOsIBa emiIenTU(MOPMHOI aKTUB-
HOCTI ITiCJIS 3aILTIONIYBaHHSI O4Yeil Ta ii 3HUKHEHHSI ITiCs

posrutoliyBaHHs oueit. [1pu iHIMX hopMax MiOKJIOHIYHUX
eMiJIernciii MOXyTh BiIMidaTHCsI MiOKJIOHII ITOBIiK 0e3 mif-
BeIeHHS o4eit yropy. TakoxX MpH izionaTUYHiil MOTWINYHIK
eMnijiernicii MOXXJIMBE BUHUKHEHHSI MiOKJIOHI MOBIK ITiJ 4ac
BTOPUHHO-TeHEpaTi30BaHUX MTPUTIAIKIB.

MiokJoHii TTOBIK TaKOX MOXJIMBI MPU KPUTITOTEHHUX
i cuMnTOMaTUYHUX emniyiencisx, oqHak rpu CJl 3a3Buyvait
BiICyTHSI 3aTPUMKa PO3BUTKY, HEBPOJIOTiYHA CUMIITOMATH -
Ka Ta 3MiHu Ha MPT, a TakoxX ymoBiJIbHEHHSI OCHOBHOT'O
putmy EET.

AiKyBOHHS

Ha croronni B JiTepaTypi BiICYTHi AaHi IIIOA0 aHTHU-
KOHBYJIbCUBHOTO TIpenapary, SsKuil Mir 6u 0yTu eTMHUM
y nikyBaHHi C/I. Ile y 80-X pokax MUHYJIOTO CTOpiuust
Covanis et al. [21] BBaxanu HaiOiAbm eheKTUBHUMU
BaJbIIpoaTHU. 3 4YacoM y peKOMeHIallisgX pi3HUX aBTO-
piB Oynu OeH3omiaseniHu (KJIOHa3emam), eTOCYKIIMMII,
JaMoTpuIkuH i 30Hi3amin. Ti x Covanis et al. [22] y
2000-x pokax BKa3yBaJaMu Ha e(PEeKTUBHICTH JIEBETHUpaA-
lmeTaMy. Xo4a JieBeTHpalleTaM Ma€ aHTUMIiOKJIOHIYHY i
aHTU(MOOTOCEHCUTUBHY [il0, KOHTPOJb NMPUIAAKIB IIPU
Teparii JeBeTupaleTaMoM BigmiuaeTbes nuine y 17 %
[23]. OnHak JaeBeTUpaleTaM € Kpallol albTepHaTUBOIO
naiieHTaM, oCoOJIMBO [JIsl IiBUAT, BpaXOBYIOUi 31aTHICTh
BUKJIMKATH TOJIiKiCTO3 SIEUHUKIB Ta T€PATOr€HHUIA e(heKT
BaJILIIPOATiB MiJl yac BaTriTHOCTI.

[eHepasizoBaHi Hamaau mpu cuHApomi JI>KMBOHCaA
repeBaKHO 100pe BiANMOBiIal0OTh HA AaHTUKOHBYJILCUBHY
Tepartito, oOHaK MiOKJIOHYC TIOBIK MOX€ 3aJIMIIaTUCS pe-
3UCTEHTHUM J10 JIiKyBaHHS. ToMy y JesIKUX BUIIaJKax He-
00XigHa MmoJriTepanis aHTUKOHBY/IbcaHTaMu. Hepinkummu €
TaKOX BUITAIKM papMaKope3nCcTeHTHOCTi. YuM paHile Ta
aJeKBaTHiIIIe PO3MOYaTO JiKyBaHHS, TUM Kpallle BiIIllOBiIb
Ha Teparlilo Ta MEHIII KOTHITUBHI nopyiueHHs. [eski ¢a-
XiBIIi pEKOMEHIYyI0Th KOMOiHallil0 BaJbIIPOaTiB Ta €TOCYK-
LIMMIY, a TAKOX JOIaBaHHS HEBEJIUKUX J03 JIAMOTPUIKU -
HY 10 BaJiblipoaTiB. MoHoOTeparist 1aMOTPUIKUHOM MOXE
MPOBOKYBAaTH MiOKJIOHIi. TakoxX omnmucaHi BUMAAKU TTO3U-
TUBHOTO BIUTMBY KJIOHA3eIaMy Y IMO€HaHHI 3 HEBEJIMKUMU
nmo3aMu JaMoTpumkuny [25]. IIporuriokasaHi kapbamase-
ITiH, OKCKapOama3eIliH, BirabaTpiH, TiarabiH, mperabaJjiH Ta
denitoin. s yHnKHeHHS ()OTOCEHCUTUBHOCTI MaLliEHTAM
BUITMCYIOTb OKYJISIpY 3 OJTAKUTHUM CKJIOM, SIKi 3MEHIIIYIOTh
YacTOTY HaMaIiB.

Heo0xinHo yHMKATH IMTPOBOKYIOUYNX (DAKTOPIB, TAKUX SIK
JlenpuBallisi CHY, BXXMBaHHS aJIKOTOJII0, IIepeBTOMa, TPUBa-
Jie BAKOPMCTAHHSI Ta/IKETiB Ta MePerJisiI TeJIeBi3opy.

MNporHos

He3Baxkarouu Ha MO3UTUBHUI 3arajlbHUI TTPOTHO3, Yac-
TO CUHIPOM JIXKMBOHCA € MOXUTTEBUM 3aXBOPIOBAHHSIM,
110 moTpedye mocTiitHoI Teparrii. HaitgacTime y mopociaux
3aJIMIIAIOTHCS PE3UCTEHTHI 10 Tepartii MiOKJIOHii TTOBIK 0e3
abcaHciB Ta POTOCEHCUTUBHOCTI.

HaBomumo xitiHigYHE cIOCTepeXXeHHS Malli€eHTa 3 CUH-
npoMoM JIXXKrBOHCa.

Xnomuuk, 17 pokiB, 3BEpHYBCS A0 BiIIiJIEHHS AUTSIY01
ncuxoHeBpouiorii 1Y «IHctuTyT nmenmiaTpii, akyiiepcTsa i
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PucyHok 1. EET nauleHTa 3 cuH,quMOM JbxkuBoHca

rinekoutorii im. akan. O.M. Jlyk’snoBoi HAMH» 3i ckapra-
MM 0aTbKiB Ha HasIBHICTb Y XJIOMUS MAPOKCU3MIB KIIiMaH-
HSI Ta TOCMUKYBaHHSI TOBIiK 3 4acToTOl 3—4 emi3oau Ha
1 ronuny (1o 100 pasziB Ha 100Y), SIKi CYIPOBOIXYIOTHCS
TMOCMUKYBAHHSIM M’SI3iB 11IM1 Ta BEPXHiX KiHIIIBOK. Takox
OTOUYIOUi MOMIYalOTh y XJIOMIS €IMi30/11 «3aCTUTAHHS» Ta
«BIIKJTIOUEHHST», IIi1I 9ac SIKMX BiTOYyBAa€ThCS 3yIIMHKA MOB-
JieHHs. Taki HaImaay Mali€eHT He ITaM’ sITa€, OJHaK ITiCIsI HUX
3a0yBa€ CBOIO MOTOYHY AYMKY.

IlepunatanbHuil aHaMHe3 IalieHTa OyB He YCKJam-
HeHUM. Po3BuBaBcs BiAMoBiZHO A0 BiKy. Y IIKOJi 10
OCTaHHbOTO Yacy BCTUTaB J00pe, PeryisipHO 3aliMaEThCS
crnioptoM. Y 14 pokiB Briepiiie 6aTbKaMu BiMiueHi ermizonu
«BIIKJTIOUEeHHST». Y Billi 15 pokiB OyJIo AiarHOCTOBAHO €Mi-
JIeTIcito 3 abcaHcaMU Ta MPU3HAYEHO TpernapaT BajbIlipoaTy
HaTpilo, AKUI MalieHT TpuiiMaB MPOTSAToM poky. Yepes pik
IIO Tepartii JoJaHo OeH30HaJI.

3a 1aHMMU OTJISIY BOTHUIIIEBA HEBPOJIOTIYHA CUMIITO-
MaTuka BifacyTHs. [IpucyTHi ckapru Ha 3HUXEHHS yBaru
Ta MaM’STi, 3HKEHHsI YCHILIHOCTI Y HaBYaHHI IIPOTITOM
octraHHix MicsuiB. MPT ronoBHoro Mo3ky — 6e3 BOTHHU-
1LIEBUX 3MiH.

[ns yrouHeHHs ¢opMu ernijiencii xJaomuyuk OyB Ha-
npasjieHuii Ha Bineo- EEI'-MoHiTOpUHI, HaBOAMMO HOrO
pe3yJibTaTH.

Donosa akmuenicmv 6 mexcax eixoeoi nopmu. Eninenmu-
GopmHa akmugnicmb NPOABIAECMbCA NPU 3ANAIOULCHUX 04AX Y
6uensdi eeHepanizoeanux posps0ie KOMNAEKCi6 «Cnallk — no-
aicnaiik — xeuas» wacmomoro 2,6—3,5 Ty, amnaimydoio 0o
1100 mxB 3 ¢pponmanrvHum nepesa’dcaHHsm, mpuaricmio
1—6 cexynd. CuHXpOHHO 3 eninenmu@opmMHO AKMUBHICMIO
Ha EET giomiuaemocs neeke KAINAHHS 3 NOCIMYNOBUM PO3NAIO-
wyeanusam ouelii (puc. 1).

Y momenm nanady nadints m’1306020 moHycy KiHUi6oK He
8i03HAYAEMbCS, 36ePHEHEe MOBACHHS YUY€, HA 3aNUMAHHS 8i0-
nosidae. Takoxuc siomiuacmocs nposokauis Hanadié ghomo-
cmumynsayicro i einepeenmunsyicro. Tpusanicmo pospsoie npu
2inepeeHmunsuii 30inbuyemnscst 00 7 ceKyHo. 3 po3naoueHumu
ouuma i03Ha4aromocs po3psadu mpusanicmio 0o 1 cexynou bes
KAIHIMHUX NPOABIS.

Takum yMHOM, BpaXxOBYIOUM KJIiHIYHI MTPOSIBU Ta pe-
syneTatyl EE@, a came HasgBHICTh y mami€eHTa MiOKJIOHIM
MMOBIK y IMOE€IHAHHI 3 eIJeNTUYHOI aKTUBHICTIO, IO
BUHMKAE MPU 3aIUIIONIYBaHHI o4Yeil, OyB BCTAHOBJICHUM
niarHo3 «cuHapoM JIxkuBoHca». [1anieHTy Oyno mpusHa-
YeHo JieBeTUpaleTaM y 1031 30 Mr/Kr ABiui Ha geHb. Y
IUHaMilli yepe3 pik Ha (oHi Tepamii JeBeTHpalleTaMOM
BiAMivaocs CyTTEBE 3MEHIIEHHSI MiOKJIOHIl MOBiK, Bia-
CYTHICTb aOCaHCiB.

BUCHOBKMU

Cunapom JIXXMBOHCA € 3aXBOPIOBAaHHSM, 110 HE TakK
4yacTo AiarHOCTYEThCsl B YKpaiHi. Lle mos’s3aHo 3i ckiaj-
HIiCcTIO TUdEepPeHIIIAHOI JiaTHOCTUKM, 30KpeMa CXOXICTIO
CHMIITOMIiB AEKiJIbKOX eTIENTUYHIX CUHIPOMIB i3 MiOKJIO-
HIYHMMU HalaJaMH, a TAKOX HU3bKOIO HACTOPOXEHICTIO
JIiKapiB 11010 1aHOTO CUHIPOMY.

J1J1s1 BUSIBJIEHHSI JaHO1 (popMU erTijiencii HeoO0XiaHO MO-
Iu(piKyBaTH MPOTOKOJI AOCIIIKEHHS i TPOBOAUTU (POTO-
CTUMYJISILLIO 3 PO3IUIIONICHUMU i 3aIUTIONIEHUMU 04MMa
3 yacToTolo cTuMyJswii Big 1 mo 60 Ii1, a Takox mpooy 3
Cepiero pO3TUTIOLIEHHSI-3aIUTIOIIEHHS 04eil B 3aTeMHEHOMY
i1 OCBiTJIECHOMY MIpUMillleHHi. PeKOMEHIyeThCSI TPOBOIUTH
EET-mocmimkeHHs TpUBajicTio He MeHIIe 30 XBUTAH.

IIlo crocyeTbes TepameBTUYHOI TaKTUKU, MOXEMO
CBIIYMTH, 1110, 32 TAHUMHU JiTEpaTypu i HAIIMMU BIAaCHUMHU
CITOCTEPEXKEHHSIMU, He iCHY€E XOIHOTO aHTUKOHBYJIbCAHTA,
SIKUU Mir 01 Oyt enuHuM y aikyBaHHi CII. 3MeHIeHHS
YacTOTHM HamafliB, ajie BiICYyTHICTh IIOBHOI peMicii TiIbKU
MiATBEPIKYE MO Ha pe3ucTeHTHICTh CJ 10 aHTMKOH-
BYJILCUBHOI Tepartii.

KondaikT iHTepeciB. ABTOopu 3agBISIOTH PO Bif-
CYTHICTh KOHQUIIKTY iHTepeciB NMpu MiAroTOBII TaHOI
CTaTTi.
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Eyelid myoclonic epilepsy with absences (Jeavons syndrome): literature review and clinical case

Abstract. The article deals with modern concepts of etiol-
ogy, pathogenesis, clinical manifestations, approaches to the
diagnosis and treatment of rare form of idiopathic generalized
epilepsy — Jeavons syndrome. The paper also presents a case

report of the eyelid myoclonia with absences (Jeavons syn-
drome) in teenager.

Keywords: Jeavons syndrome; idiopathic generalized epilepsy;
eyelid myoclonia; absences; photosensitivity; review
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