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A Case of Early Onset Parry-Romberg Syndrome with Bilateral White Matter
Abnormalities and Intractable Epilepsy

Seigo SHIRAKAWA, Kaoru IMAI Emiko TACHIKAWA, Makoto FUNATSUKA,
Kitami HAYASHI, Hirokazu OGUNI, Makiko OSAWA,
Michiko KAJIMOTO* and Hisao MIURA **
Department of Pediatrics and *Department of Ophthalmology, Tokyo Women' s Medical University,
School of Medicine

**Department of Pediatrics, Kitasato University, School of Medicine

A 7-year-old girl with Parry-Romberg syndrome (progressive hemifacial atrophy) was described.
She had cutaneous changes on her right forehead that began at 3 years of age, and slowly progres-
sive hemifacial atrophy. Epileptic seizures were first noted at 6 years of age and were intractable in-
cluding various type of myoclonic seizure, myoclonic astatic seizure, atypical absence, and general-
ized tonic clonic seizures. EEG showed frequent bifrontal dominant diffuse spike and wave activity
both when awake and asleep. Brain CT revealed multiple intracranial calcifications and frontal bone
change ipsilateral to hemifacial atrophy. MRI revealed increased signals on T2 weighted images
mainly in the white matter of the right hemisphere and also in the left temporal lobe. Antinuclear an-
tibody (ANA) was positive in serum and local IgG production in the cerebrospinal fluid was in-
creased. Ketogenic diet provided partially control of her epileptic seizures. Previous descriptions of
Parry—-Romberg syndrome of early onset complicated with epilepsy were reviewed in relation to the
present case, and the etiology, neurological complications and intracranial findings in Parry-Romberg
syndrome were discussed.
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GTCS: generalized tonic clonic seizure, SPS: simple partial seizure, CPS® complex partial seizure,
sGTCS: secondarily generalized tonic clonic seizure, DSSW . diffuse spike and slow wave, HVS: high voltage slow wave, Sz .
Seizure.
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