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Jlemcko-nodpocmKoeblit RCUXOHEBPON02UYECKUI OUCHAHC:
Ilepsbie YNOMHHAHHS MHOKJIOHHMH Bek ¢ aGcancamu (MBCA) 1

cs 19321, xorza J. Radovici  COaBT. ZOKYyMEHTANBHO 3aUK
KHHOIUICHKY JBaAUATHIETHETO HOULY C MHOKJIOHHEH BEK W
BO3HHKAIOIIMMH B OTBeT Ha hoTocTuMynsuuio. B 1977 r. P. Jeavons
AAHHBIH CMMITOMOKOMILIEKC B CAMOCTOSITENbHBIH CHHAPOM, HME
KIHHHKO-3/ICKTpOdHIEDanorpaduyeckue 0co6eHHOCTH, a B 1996 |
1 P. Panayiotopoulus npeioxuin na3sate ero «cunapom Jhkes

2000 r. B nHTepaType ony6/IMKOBaHO 0K0JI0 60 COOOIIECHHH O n
3MHIIETICHH. i

13 ner u nBe neBoukm 8 1 11 b) (1

8 ster. IlepBriMu KIHEHYECKIMH CHMIITOMAMH B IBYX CITyyasx l

»

174



Radovici M.M.A., et all: Epilepsy reflex provoquée par excitations
optiques des rayons solaires . Revue Neurologique, 1932, 1: 1305-
1307 (PednektopHada annnencua Bbi3BaHHAA ONTUYECKMM
BO3OYKAEHMEM CONHEYHbIX y4Yen)

Epilepsie riflexe provoquée par excitations optiques des rayons
solaires par MM. A. Rapovici, VI Misintwoo of M. Guocksax
(Bucarest ),

: LFE?“'-'I"*-I# réflexe est encore considérée aujourd' hui comme une cario-
*1€ pathologique, d'interprétation plus ou moins doutense. La lésion de
teorce molrice avant tout, ¢t le trouble de 1 équilibre humoral, sont les
deux facteurs qu'on considére, en général, suffisants pour édifier une
E““I'“-'RI:-'I'IEL' ile I'épilepsie. Eil pouriani, des fails inconlestables viennent
tmonirer le rdle pnrru'm déterminnnt gue jouent les excilalions nfférentes

Par les voies sensitivo-sensoriclles ou vegétatives, et U'influence des zones
Corticales réceplives, dans le déclenchement de I'neeés convulsil. Nous
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Jeavons P.M. Nosological problems of myoclonic epilepsies in childhood and
adolescence. Developmental Medicine & Child Neurology1977;19(1):3—-8
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Eyelid myoclonia and absences show
a marked jerking of the eyelids
immediately after eye closure and
there is associated brief bilateral
spike-and-wave activity. The eyelid
movement is like rapid blinking and
the eyes deviate upwards, in
contrast to the very slight flicker of
eyelids which may be seenin a
typical absence in which the eyes
look straight ahead. Brief absences
may occur spontaneously and are
accom panied by 3c/sec spike-and-
wave dis charges. The spike-and-
wave discharges seen immediately
after eye closure do not occur in the
dark. Their presence in a routine is a
very reliable warning that EEG
abnormality will be evoked by photic
stimulation.

MuokrnoHus eek u abcaHcbl NPOSBNAOTCA
BblpaXXeHHbIM NnogepruesaHnemM BeK cpasy
nocne 3akpbITUA rnas U ConpoBOXaatoTcA
KOPOTKOM BunaTtepanbHOn crnank-BONMHOBOM
aKTUBHOCTbLIO. [1BMXXEeHNEe BEK MOX0OXe Ha
ObICTpOE MOpraHue, 1 rnasa OTKIIOHSATCA
BBEpPX, B OTSINYME OT OYEHb J1erkoro
TpeneTaHuda BEK, KOTOPOE MOXET
HabnogaTbca Npy TUNMYHOM abcaHce,
Korga rrasa CMOTpST NpsiMo nepen cobon.
KpaTkoBpeMeHHble abcaHCbl MOryT
BO3HMKATb CMOHTAHHO M COMPOBOXAAKTCS
paspsigamMmu crnamnk-BosH Yactotoun 3 'u.
Cnank-BofnHoBbIE pa3psaabl, Habnogaemole
Cpasy nocrie 3akpbIiTUa rnas, He BO3HUKalT
B TeMHOTe. VX npucyTcTBue npu pyTMHHOM
obcnenoBaHUKM IBNSIETCS OYEHb
HageXHbIM NpefynpexageHnem o0 ToM, YTo
aHomManun Ha 33l ByayT BbI3BaHbI
dooToCcTMMYynAUNeEn,



Anunencua c MMOKJIOHUEen BeK

[eHepannsoBaHHble anuaenTU4eCcKne CUMHAPOMbI reHHOM 3TNOI0TUU

c aebrotom 8 getckom sospacre (ILAE 2022)

Epilepsy with :
Abseace Eyelid Myoclonia e

Epilepsy \ ‘Absence

Range 2-13 years (peak 4-10 years)
Elnunﬂud @Wm

Uncertain prognosis

- Genetic etiology (complex inheritance) | DEE
- Positive family history of epilepsy Epilepsy with
- Cognition and neurological examination variable Myoclonic-Atonic
- Response to drugs variable Salzures

- Classical seizure semiology
\ - Specific EEG features

e R

3TOT CMHAPOM (paHee U3BECTHbIN Kak cnHapom [1XKMBOHCA)
XapaKTepmsyeTca 4YacTbIMM MUOKIOHUAMM BEK ¢ abcaHcamun unm bes
HUX, BbI3BaHHbIMW 3aKPbITUEM /133 U CBETOBOW CTUMYANALIME.



AvnarHoctuuyeckme Kputepum ILAE 2022

Ob6a3aTenbHble KpUTEPUMU

MpucTynbl: MMOK/IOHUA BEK.

93r: 3aKkpbiBaHKe a3 n POC Bbi3bIBAOT reHEepPaIM30BaHHbIe pa3pAabl ObiCTpbIX (3—6
1) nonncnakos MAM NOAUMNUK- BONHOBOM aKTUBHOCTMW.

MpucTynbl: HEBO3MOXHOCTb BbI3BaTb NPUCTYNbl MB B KAMHUKE nyTem meANeHHOro 3akpblBaHUA
rNas B YCNIOBUAX APKOro OCBELLUEHUA Y HeNeYeHbIX NauneHToB. MMOKIOHMYECKMe NPUCTyNbl B
KOHeYyHocTaX (HacTopaxmnsaeT B nnaHe HOM?3)

HEBpOl’IOFM‘-IECKMﬁ CTaTyC. O4arosble HeBPOJZIOTM4eCKNE CUMNTOMBbI.

HeiipoBusyanmsaymsa: noTeHUMaIbHO BO3MOXHbIe ANA Pa3BUTUA SMUNENCUN CTPYKTYPHbIE
N3MEHEHUA B MO3re, 38 UCKIIOYEHMEM C/Ty4aHbIX HAXOA0K.

Kputepuu uckniroueHua

MpucTynbl: MUMOKIOHUYECKMe abcaHcbl; GOoKaibHbIe MPUCTYNbI.

93T permoHanbHOe 3ameaneHmne. YCTOMYMBbLIN YHUNATepPasibHbIA POKYC annienTMPpopMHON
aKTMBHOCTU. [eHepann3oBaHHaA MeANeHHAsA aKTUBHOCTb “OCTpad—meaneHHas BO/IHA” YacToToMm
meHee 2,5 'y, (B Havane pa3psaga). AudpodysHoe 3ameaneHne oCHOBHOM aKTUBHOCTU, He
OTHOCALLEECH K MOCTUKTabHOMY nepuoay. TMNUYHOE KANHNYecKoe cobbiTve (MMOKNOHUA BEK)
6e3 nKktasnbHoro natrepHa d3I.

Heﬁposusyanusau,uﬂ: BblAB/1EHHbIE HAPYyLWEHUA, YKa3biBatoWwmne Ha NpnYnHy 3aboneBaHuA.

TeueHue 3a60neBaHUA: NPOrPECCUPYIOLLLEE CHUMKEHUE KOTHUTUBHbIX GYHKL MM BHE 3aBUCMMOCTU
OT TeYeHUA

anuaencuu.
Bo3pacr aebiora: meHee 2 1 6onee 14 ner.



e 3TUONOINA Y 6onblIMHCTBA NaUMEHTOB HabatogaeTcs
CNoXXHoe/noanreHHoe HacneJoBaHUE, MPU KOTOPOM He OXuaaeTcs
obHapyKeHMA NPUYNHHO-NATOFrEHHOro BapuaHTa reHa. OgHaKo y
NaUMEeHTOB C sHUedanonaTMemn N KOrHUTUBHbIMWN HAPYLLUEHUAMMU
BbIABNEHO HECKOJ/IbKO MNATOreHHbIX BAPUAHTOB reHos,

BKAtovaa CHD2 , SYNGAP1, NEXMIF, RORB v gpyrue. leBo4YKH
npeobsagatoT B COOTHOWEHUN 2:1.

 CEMEMHBIA AHAMHE3 NPUCTYNOB/3MNUAENCUM MpumepHo y
20% nauneHToB B CEMeMHOM aHaMHe3e MMeeTca nanonaTnyecKas
reHepasiM3oBaHHas aNUAEncusa , a NOYTU Y NONOBUHbI NALLUEHTOB —
reHeTuyecKana anunencus ¢ GedbpunbHbIMU CYyA0POramm 1
PacCTPOMCTBaMM ayTUCTUYECKOTO CNEKTPa .

 PACIMNPOCTPAHEHHOCTDb 2,5% Bcex anunencuun n okono 10%
namonaTuyeckux popm*

*Covanis A. Jeavons syndrome. In: Panayiotopoulos CP, editor. Atlas of
epilepsies. London: Springer, 2010:1081-92.



OCHOBHbI€ TUMbI NPUCTYNOB

MunoknoHusa BeK 6be3 abcaHca
MWOKNOHMA BEK ¢ abcaHCcOM
Tunu4yHbIie abcaHcbl
MuoKnoHunyeckune npuctynol 34%

[eHepann3oBaHHble TOHUKO-KIOHUYeCKue
npuctynol 50%



¥ Craprosan crpaHuua

| 00:17:07 | DR00:02 CepkisaHue Tiaz ™

F3-F7

MunoknoHuu BeK 6e3 abcaHca
93l KopoTkune amnddysHbie (C PpOHTO-LEHTPASIbHBIM MU NAPUETO-

OKUMNUTaNbHbIM NpeobnagaHnem) paspsaabl NOAMCNANKOB YacToTon 9—14 'y u
NPOAONKUTENBHOCTLIO OKOJ10 1 ¢, HEpeaKOo Yepeaytowmeca ¢ peayumpoBaHHbIMU
MeaJIEHHbIMM BONHAMM, BO3HUKAtOLWMeE nocae 3akpbiBaHUA a3 «Eye closure
sensitivity» ( 3TOT MKTa/IbHbIM NATTEPH 0O6bIYHO aCCOLUMMPOBAH C U30/IMPOBAHHbIMMU
npuctynamm MB)
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MuoKknoHusa BeK ¢ abcaHcom.
93I Andpdy3Hble, pa3HOM CTENEHM CUHXPOHM3ALMNMK, PA3PAAbI CNAK-, NOINCNAaNK-BOJIHOBOW
aKTMBHOCTM YacToToM 3-5 U, M NPoAO/KUTENBHOCTLIO 2—6 C, BO3HMKalOLWMe nocse
3aKpblBaHMA ras. [laHHbIM NaTTepH 06bI4HO pernctpupyetca npu MB c 3aBegeHnem
rnasHbiX A6N0K BBEPX M KPAaTKOBPEMEHHbIM HapyLleHMemM co3HaHms (abcaHc).
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O®3P Ha POHE MNOKNOHUM BEK C abcaHcamu
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 A6caHCcbl — BTOPOM NO 4acToTe, HO HEe 0b6A3aTeNbHbIN TUN
npuctynos npun IMB.

* B cayyasx, koraa npuctynbl MB coyeTaroTca ¢ abcaHcamu,
BO3HUKaET XxapaKTepHaa uKktanbHaa I3 noasnaetca
KOPOTKUK AndPy3HbIM pa3psas NOANCNANKOB UM NOAUCNANK-
BO/THOBOM aKTUBHOCTMU (npuctyn MB), KOTOpbIN NnepexoauT B
ANPPY3HYIO perynapHyro Npoao/IKEHHYO MUK-BOJTHOBYHO
aKTMBHOCTb yactotom 3—4 'y (npuctyn abcaHca). AbcaHcbl, Kak
NPaBuUO, HE NMPEBbLILWAOT NO NPOAO/TIKUTENBHOCTU 6 CEKYHA,
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JTa e nauneHTtka 2021 .
JleueHune He nonyyaet ¢
2019 ropa, coxpaHatoTcA
N30NNPOBAHHbIE
MUWOK/IOHUN BeK be3
abcaHcoB. Jpyrux
NPUCTYNOB HeT.



TaKTUKa nevyeHus

 C Hawen ToukuM 3peHuna (Myxmtu K.K0.)*, abcontoTHbiMmM
NOKasaHMAMMU K Tepanuum DMB aBnaroTca:

1. Haanyume ICI1 B aHamHese.

2. Bepndukauma abcaHCHbIX NPUCTYNOB MO AaHHbIM
BNAE03/1eKTpo3HUedanorpadpmnyeckoro MoHuTopuHra (B3M), T.e.
10Ka3aTeNbCTBO KPAaTKOBPEMEHHOIOHAPYLWEHUA CO3HaHMSA BO Bpems
npucTyna.

3. Hannuune nobbix apyrux Buaos npuctynos y 6oabHbIXx IMB, Kpome
MWOK/IOHUM BEK N HEYACTbIX MUOK/IOHUYECKUX.

4. OTYeTIUBbIE KOTHUTUBHbIE HAPYLUEHUA Y NaUMeHTOB, BEPOSATHO
CBSI3aHHbIE C BbICOKMM MHAEKCOM 3NMNENTUGOPMHOMN aKTUBHOCTU HA
33T,

* B cay4yae, eCiM MMOKNIOHUA BEK ABNACTCA €4UHCTBEHHbIM TUMOM
npuctynos mam coyetaetTca ¢ He4yaCtbimm MUOK/IOHNUYECKUMU
npuctynamum, npmmeHeHumne aHtTuanniaentmyeCKux npenapartos
HELI,EJ'IECOOGPEBHO.

*MyxuH K.1O. 3nunencua c MMoKIOHMEN BeK (cnHapom AkunsoHca). MyxuH K.10., Tnyxosa J1.10., XonuH A.A. dnunencums.
ATNnac asNeKTPOKANHUYECKOM ANArHOCTMKM 1 Tepanuun. T. 2. M.: Pycckmit neyatHbin asop, 2024. C. 355-390



HemeanKameHTO3HaA TepanuAa

 dortonporeKkuyus

1.

1.

[locToAHHOE HOLEeHNe CONHUE3ALWMNTHBLIX O4KOB C . < =
nonapusyowmm sppektom. ONTUMaNbLHO CUHUE 'd
NnnH3bl Z1 F133

N36eraTb NnpoBoLMpPYOLWMX PAKTOPOB: CTPOOOCKOMDI,
6n1Kku Ha Boge, npocmoTp 3D duabmos.

[Onsa yxona B 6esonacHoe mMecTo Npu BHE3aMNHO
BO3HUKLUEN POTOCTUMYNALMM 3aKPbITb OAMH Na3
PYKOMW.

Koppekuusa obpasa }K1U3Hu:

[ToNHOUEHHbIN HOYHOWM COH, n3beraTb AenpuBaLLMK
CHa, PU3NYECKOrOo N MCUXNYECKOTo NepeyTOM/IEHUSA.

OTKa3 oT ankKoronsa



MeannkameHTO3HaA TepanuA

 BanbnpoeBadA KMCNOTa U ee CONun

* JleBeTnpauertam

* DTOCYKCUMMA

 KnoHasenam/knobaszam

* Tonupomat/3oHncamung, (ana kynuposaHus NMKIM)

N3beratb Ha3HaueHna KapbamasenunHa,
OKCKapba3enunHa,rabaneHTnHa, nperabanuHa,
dbeHuTomnHa n BurabatpmHa. C OCTOPOKHOCTbIO
NNAaMOTPUAXKUH N TOIbKO B COMETAHUU C
Ba/IbMpoaTamMm.



[1pOrHo3

* MUWOKNOHUA BEK KpanHe pe3nCTeHTHaA K
NNeYeHUI0 N MOXKeT COXPaHATLCA BCH KU3Hb,
0cobeHHO Yy aeByLUEeK. B HEKOTOPbIX cayvanx
nocne 20 nete MMOK/IOHNA BEK MOXKeT
COXPaHATbLCA 63 MKTa/ZIbHOro NaTTepHa Ha 23T,
KaK ABUraTenbHOE pacCTPOUCTBO
(KomnynbCUBHAA ayTOMHAYKLUMUA).



nunencua ¢ nepmopasibHbiM MUOKJIOHYCOM U
abcaHcamu

* PeaKnn annnenTUYecknm CUHAPOM,
XapaKTepmayowmmnca abcaHcamm ¢ nepmopaibHOU
MMWOKNOHUEN B KayecTBEe OCHOBHOIO TMMa NPUCTYMOB.
Bnepsble onncaH Panayiotopoulos CP, Ferrie CD, et all,
Perioral myoclonia with absences: a new syndrome.
In: Wolf P, editor. Epileptic Seizures and Syndromes.
London: John Libbey & Company Ltd; 1994:143-153.

* Bo3spacTt aebtota 3abonesanua 2 no 13 net (megmaHa
10 ner).

* [Mpeobnapatot geso4ku (80%)



KAanHuyeckmne npoasaeHuA

OnpenenatoMm NPU3HAKOM ABAAKOTCA TUMUYHbIE
abcaHcbl ¢ NepruopanbHbIMU MUOKNOHUAMUN. [leprnopanbHbie
MMUOKNOHNMN COCTOAT U3 PUTMUYECKUX NPOTPY3UN ryo,
nogepruBaHue yroakoB pTa UAnM Yyentoctun. HapywenHusa
CO3HaHMA BO BpemaA abcaHCcoB BapbUpPYIOT OT cnabon o
TAXKenomn cteneHn. AbcaHcbl anatca ot 2 Ao 9 cek (B cpeaHem
4 ceK), ¢ pa3/IM4HOM YAaCTOTOM — OT MHOTOKPAaTHbIX
exxeaHeBHbIX A0 1-2 pa3 B HEAENIO AN pexe. Y BCeX
NaLMEHTOB OTMEYALOTCA reHepaan30oBaHHble TOHUKO-
KnoHn4yeckme npuctynol (ITKI), KoTopbie BnepBbie
BO3HMKAIOT A0 nau nocsne gebtota abcaHcos. [TKI1, Kak
NpaBUAO, HEYACTble, HepeaKo X NpeBECTHUKOM ABNAIOTCA
cepumn abcaHcoB naun cTaTyc abcaHCcoB. ANMaenTUYECKUM
cTaTyc abcaHcoB BCTpe4vaeTca A0BOJIbHO YacTo (57%), BO
MHOTrux cny4dyaax nepexoaut B ['TKII.



*  WHTepuKTanbHaa I3l
HopmasnbHas ¢OHOBAA aKTUBHOCTb, C YACTbIMWU reHepPaIn30BaHHbIMMU
paspsagamMmM KOMNIEKCOB crnaik/nonncnak-sonHa yactotrom 3-7 lu,
KOTOPble 0ObIMHO AaCMMMETPUYHbLI. TaKXKe HepeaKO PEerncTpUpPyHoTCS
dbOKanbHble HAapyLWeHUs B BUAE OAMNHOYHbIX CNAaMKOB, KOMMJIEKCOB CNaMK-
BOJIHA, MeA/IEHHbIX BOJH.
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*  WKTanbHaa 29I
[eHepaIn30BaHHbIe pa3pALbl KOMMJIEKCOB cnaliK/nonMcnamKk-BoaHa
yactoTton oT 3 Ao 4 Y. XapaKTepHa HeperynapHOCTb KOMMN/IEKCOB -
KO/IM4YEeCTBO CMNAaMKOB OT KOMMJ/IEKCA K KOMMAEKCY BapbupyeT, GAOKTyaums
aMNANTyAbl CNankos, dparmeHTayma.
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OnddbepeHumanbHaa AMarHOCTUKa

Cnenyet aguddepeHumpoBaTb C PoKaJIbHbIMU
MOTOPHbIMN NPUCTYMaMU,

JleyeHue

Ha3HavyaeTcss MOHOTepanusa BasibnpoaTtaMn UIn B
KOMBbUHaUMN C STOCYKCMMNA0M, NaMOTPUIAXKMNHOM NN
K/oHa3enamoM. MoxeT bbiTb adpPpeKkTnBeH
neBeTmpaueTaMm. InNunentTuyecknm ctatyc abcaHcos
Kynmpyetcsa 6eH30amMa3zenmHamu.
NMpoTuBoNnokKa3saHbl: KapbaMasenunH, okckapbasenuH,
BurabatpuH,rabaneHTnHa n nperabanmnH.

MporHos

[MpUCTYN 4acTo pe3nUCTEHTHbl K MEAUKAMEHTO3HOW
Tepanuu, TedeHmne 3abosieBaHnsi, BEPOATHO,
NOXWU3HEHHOE.



MuHck-Ilosouk

2025

drkot@tut.by



	Эпилепсия с миоклонией век � Эпилепсия с периоральным миоклонусом и абсансами
	Слайд номер 2
	Radovici M.M.A., et all: Epilepsy reflex provoquée par excitations optiques des rayons solaires . Revue Neurologique, 1932, 1: 1305–1307 (Рефлекторная эпилепсия вызванная оптическим возбуждением солнечных лучей)
	  Jeavons P.M. Nosological problems of myoclonic epilepsies in childhood and adolescence. Developmental Medicine & Child Neurology 1977;19(1):3–8
	Слайд номер 5
	Эпилепсия с миоклонией век
	Диагностические критерии ILAE  2022
	Слайд номер 8
	Основные типы приступов
	Слайд номер 10
	Слайд номер 11
	Слайд номер 12
	Слайд номер 13
	Слайд номер 14
	Слайд номер 15
	Слайд номер 16
	Слайд номер 17
	Слайд номер 18
	Слайд номер 19
	Слайд номер 20
	Слайд номер 21
	Слайд номер 22
	Тактика лечения
	Немедикаментозная терапия
	Медикаментозная терапия
	Прогноз
	Эпилепсия с периоральным миоклонусом и абсансами
	Клинические проявления
	Слайд номер 29
	Слайд номер 30
	Слайд номер 31
	Слайд номер 32
	Слайд номер 33

