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ABSTRACT

Purpose : It is well known that various types of epilepsy can occur in the patients with Sturge-Weber
syndrome. We reviewed the clinical features and outcomes of epileptic seizures in the children with
Sturge-Weber syndrome. Methods : Medical records of the 10 epileptic patients (male 5, female 5) among
the 11 children with Sturge-Weber syndrome were reviewed in regard to seizure types, age at onset of
seizure, electroencephalographic findings, clinical course and outcomes. Result: Ten epileptic patients
were noted to have 2 simple partial seizure, 2 complex partial seizure and 6 generalized seizure. The
background activity of EEG showed focal delta slowings in 8 and diffuse slowings in 2 cases. Multifocal
spike discharges were noted in 2 cases. After administration of appropriate antiepileptic drugs, 7 became
seizure free. The response rates according to seizure type were as follows ! simple partial seizure 100%,
generalized seizure 83.3 %. complex partial seizure 0%. Conclusion : The patients with complex partial
seizure were less responsive to the medical treatment. Sturge-Weber syndrome showed epilepsies in
infancy or early childhood. As lesions of CNS progressed, epilepsy might remain as intractable and
defects of CNS were aggravated. So, early diagnosis and treatment are needed. (J Korean Epilep Soe 1:
125-128. 1997)
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Table 1. Types of epileptic seizure

Onset age

Seizure type 0 T Total
Generalized

Tonic/clonic 5 1 6
Partial

Simple 2 0

Complex 1 1 2
Total 8 2 10

Table 3. Seizure types, EEG and follow - up
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Table 2. EEG findings

Epileptiform Background
discharges i i i Total
8! Focal slowings Diffuse slowings

None 7 1 8

Focal 1 1 2

Total 8 2 10
Table 4. Imaging studies of seizure patients

Patient MR SPECT PET

Case 1 Diffuse LME* Focal

Case 2 Focal LME

Case 3 Focal LME

Case 4  Focal LME

Case 5  Hemiatrophy Focal

Case 6  Hemiatrophy & Calcification

Case 7 Diffuse LME Bilateral

Case 8  Focal LME

Case 9  Focal LME Focal

Case 10 Hemiatrophy & Calcification  Focal** Focal

* : leptomeningeal enhancement
** : different site from that of MRI and PET

Age at onset of

Seizure after more

Patient  Seizure type seizure(month) EEG Antiepileptic drug than one year
Case 1 Simple partial 3 focal slow waves VPA (-)
Case 2 Generalized 3 focal slow waves CBz ()
Case 3 Generalized 4 focal slow waves PB, CBZ (-)
Case 4  Generalized 4 focal slow waves & multifocal spikes PB, DPH, VPA, VGB +)
Case 5  Simple partial 6 focal slow waves PB (-}
Case 6  Generalized 1 focal slow waves VPA (-)
Case 7  Complex partial 2 diffuse slow waves PB, DPH, CBZ, VGB (+)
Case 8  Generalized 16 focal slow waves CBzZ ()
Case 9  Generalized 5 focal slow waves CBZ (-)
Case 10 Complex partial 15 diffuse slow waves & multifocal spikes ~ VGB, LMT +)

*PB : phenobarbital, DPH : diphenythydantoin, CBZ : carbamazepine, VPA : valproic acid, VGB : vigabatrin, LMT : lamotrigine
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Table 5. Outcome by seizure type

. Qutcome
Seizure type Total
Response no response
Generalized 5 1
Simple partial 2 0 2
Complex partial 0 2
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