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ETN HmA R 23 MEE Late Infantile
Neuronal Ceroid Lipofuscinosis 12l

A Case of Late Infantile Neuronal Ceroid Lipofuscinosis that was
Diagnosed by Characteristic EEG Findings

Jong Ryul Kim, M.D., Ho Il Bang, M.D. and Chang Woo Lee, M.D.

ABSTRACT
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Neuronal ceroid lipofuscinosis (NCL)+ Batten H.2.
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Neuronal ceroid lipofuscinoses (NCL) are the most common childhood neurodegenerative disorders. Clinical
features include seizures, blindness, psychomotor deterioration, the age of onset differ for each NCL type.
Diagnosis of late infantile NCL relies on the characteristic clinical presentation, electrophysiological and ne-
uroradiological findings, and identification of the ultrastructural abnormalities. The Photoparoxsmal response
provide diagnostic clues to an atypical case of infantile NCL in which results of extraneuronal biopsies were
negative and MRI findings resembles leukodystrophy. Photic stimulation with 2 to 5 Hz activity elicited discrete
spike and wave discharges in the occipital region on electroencephalogram and no sleep spindles are present.
In patients with rapid neurologic deterioration, diagnosis of NCL should be considered and an EEG must be
performed using photic stimulation to look for characteristic findings. (J Korean Epilep Soc 6 : 53-56, 2002)
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Fig. 1. Photic stimulation at 2 Hz elicited discrete spike and wave
discharges at the occipital region, which were synchronous
with the photic stimuli.
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Fig. 2. The interval of pseudoperiodic discharges in interictal
EEG is 2—-4 seconds. The background activity is very deterio-
rated. The wave morphology of the discharges is completely
different from generalized epileptic paroxysmal discharges.
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Fig. 3. Ictal EEG findings revealed a disorganized background
activity. Paroxysmal spikes and waves were recorded con-
finuously in left hemisphere, especially in frontal and occipital
area.
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