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Summary

Myoclonic astatic epilepsy belongs to the epilepsies with primarily generalized seizures and thus stands in one line with
sbsence-epilepsies, juvenile myocionic epilepsy, as well as the infantile and puvenile idiopathic epilepsy with generalized
tonic clonic seizures. Like these types of epilepsy, myocionic astatic epilepsy is polygenically determined with fittle
nongenetic variability. The disease is characterized by the following criteria: genctic predisposition (high incidenceof
seinires and/or genetic EEC patterns in relstives); mostly normal development and no neurological deficits before onset:
seizures: Do tonic seizures o tonic drop attacks during daytime (except for some rare cases with s most unfavourable
course): genenafized EEC patterns (spikes and waves, photosensitivity, 4-7 ¢/s rhythms), no multifocal EEG-sbnormalities
(but often pseudofoci). There is an overlap with other syndromes, such as benign and severe myoclonic epilepay in infants
(Dravet o al. 19854, b), and myoclonic epilcpsy of infancy and early childhood (Aicanii 1986).. Differential disgnosis has 1o
regard the Leanox-Gestaut syndrome in the stricter sease, and the atypical benign partial epilepsy or pseudo-Leanox
syndrome. The course of this epileptic syndrome is variable. Spontanecus remission as well as a malignant course with
dementia can be seen.
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Introduction

There is hardly another field in pediatric epileptology presenting such terminological uncertsinty and confinsion s is to be
found in the domain of epileptic syndromes with generalized minor seizures of early childhood. Though in adolescents and
adults, the distinction between primarily and secondarily generalized seizures is regarded as a matter of conrse, this
differentiation is not as clearly defined in generalized minoc scizures of early childhood. The reason for that probably lics in
the fact that the clinical and bioelectrical reaction patterns of the immature brain are relatively uniform: the myoclonic
flexor spasms, the astatic fit, the generafized tonic clonic seizure (GTCS) as well as the tonic seizure can occur as s
symptom ofpathophysiologically different mechanisms: they can be primarily or secondarily generalized in osigin.

Those deliberations precipitated our own resessches in 1964 (Doose, 1964a, b). At that time, we separated infantile spasms
from epilepsiés with primarily gencralized myocionic scinures which are not accompenied by hypsarrhythmis but by
gencralized irregular spikes and waves. I contrast to infantile spasms, it was impossible t0 prove 2 secondery
generalization for this kind of epilepsy. Epilepsies with this scizure type bave licen designated as myoclonic petit mal of
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EEG Findings
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General

Incidence. According to an epidemiological nudyufDooae&Sinew(l983),primri!ygm=llimdmyodmicmd
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Course and prognosis

Anpruenmivemnplefurthecoumeofﬂwdhuuannmbedaived&ommrmnuidbecmsethe'mmconected
over 30 years and have been treated by different regimens. Furthermore, our ceatre is cousuited by a selection of
unfavourable cases. Follow-up studies of 1 lScuadwwedcompletesa’mmolfornlemZyuninMpercsﬂof
the children beyond the age of 7 years.
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Differentisl diagnosis
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the above mentioned characteristics of generalized epilepsy. If those cases are excluded from the Lennox-Gastaut
mhummmmmwdme: ’
-wﬁcpadhpoiﬁm(ﬁdtbddﬂuof:u‘wundpﬁcﬂﬁ&pﬁﬁmhrdﬂim}

- mostly normal development before onset:

- never neurometabolic or degenerative discases;

-mdyw—udop‘uldcﬁdnnonaoﬂheep’lquy,
-Mmmmmwmmmmmmmﬂmmmmdm

- rarely focal seizures;

- 0o atypical absences:

- tonic seizures during night in unfavoursble cases;

oo tonic seizures of toaic drop attacks during daytioe, exocpt for same rare cases with a most unfivourable course;
-mﬂymwmﬁmzmwmwmm,+7dsm;

- no muhifocal EEG sbaormalities (but often pseudofoci).

Treatment
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myocionic pilepsy (Weissbecker et al, 1991; Durner et al,, 1991).
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some are even equivalent (Lennox, 1945; Lennox & Davis, 1950; Doose, 1964, b; Harper, 1968; Kruse. 1968; Aicardi &
Chevrie, 1971; Loisesu el al, 1974; Jeavons, 1977, Aicxrdi, 1980; Dalla Bemardina et al., 1982: Aicardi & Chevrie. 1982;
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