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Comprehensive studies on developmental and epileptic encephalopathy including

elucidation of its mechanisms
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Fig. 2 Severe epilepsy with multiple independent spike foci T 515 TREIEAFE
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Fig. 4 Epilepsy with continuous spike-waves during slow wave sleep T 5 115 = & IR HY
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Summary

Comprehensive studies on developmental and epileptic encephalopathy including elucidation
of its mechanisms

Yoko Ohtsuka

We elucidated the evolutional changes of age-dependent epileptic encephalopathy (ADEE) ,
including Ohtahara syndrome, West syndrome and Lennox-Gastaut syndrome through long-
term follow-up studies. We further described how each type of ADEE evolves into severe
epilepsy with multiple independent spike foci. The evolution of epilepsy in ADEE patients
reveals dynamic changes in the relationship between cortical and subcortical mechanisms
during the clinical course. We also clarified the important role of cortical structures in our
studies on ADEE, especially those on epileptic spasms. Our early studies on Dravet syndrome
(DS) suggested that DS should include borderline cases without myoclonic seizures or atypical
absences. This idea was later supported by several genetic studies, including our own studies.
We also created an early screening test for the diagnosis of DS, and performed a long-term
follow-up study reaching to adulthood. Our studies suggested that high-frequency oscillations
associated with excessive epileptic discharges might interfere with higher brain functions,
leading to mental deterioration in patients with ADEE and epilepsy with continuous spike-
waves during slow wave sleep. In addition, we concluded that gene mutations might have a
direct influence on higher brain functions in patients with DS since they show mental
stagnation and/or mental deterioration even if they lack excessive epileptic discharges.

Ann.Rep.Jpn.Epi.Res.Found. 2021 ; 32 : 1-10
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