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A Case of Incontinentia Pigmenti with
Developmental Brain Malformation

Suk Ho Kang, M.D., Soon Kim, M.D.
Seung Hee Jung, M.D. and Sang Geel Lee, M.D.

Department of Pediatrics, Fatima Hospital, Taegu, Korea

Incontinentia pigmenti is a rare neurocutaneous syndrome characterized by vesiculobullous skin
disease in neonates and infants, a noninfectious disease that should be distinguished from infec-
tious diseases with the neonatal seizure or encephalopathy. This disease is X-linked dominant
with Xg28 region abnormalities and often associated with developmental defects of the ocular,
skeletal, dental, and central nervous system. Central nervous system involvement in the neonatal
period, or complicated by encephalopathy, may cause severe neurologic impairment, retardation or
even death. We experienced a case of incontinentia pigmenti in a three-day-old female patient who
had characteristic papulovesicular skin lesions and partial seizures with secondary generalization.
Histopathological examination favored the diagnosis of incontinentia pigmenti and a brain MRI
showed undifferentiated white matters with periventricular nodular lesions. (J Korean Pediatr Soc
2002;45:535-539)

Key Words : Incontinentia pigmenti, Neonatal seizure, Encephalopathy
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shows relatively flattened gyria and paucity of un-
are also seen.

Fig. 2A. TIW axial MR imaging of brain(T1WI)
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Fig. 2B. T2W axial MR imaging of brain(T2WI)
shows subtle increasd signal intensities in the lat-
eral wall of anterior horn of the right lateral ven-
tricle. The nodular lesions have similar signal in-

tensity of cerebral cortex.
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Fig. 1. This figure shows crust and papulovesicu-

lar skin lesion in the right thigh.
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Fig. 3. Histology shows infiltration of eosinophil,
lymphocyte and intradermal dyskeratosis in the up-
per dermis(Hematoxylin and eosin stain X200).

Table 1. Papular Eruption in the Neonate

Infectious
Syphilis
Candidiasis
Herpes simplex virus infection
Impetigo
Scabies

Non-infectious
Incontinentia pigmenti
Miliaria
Eosinophilic pustular folliculitis
Erythema toxicum
Infantile acropustulosis
Transient neonatal pustulosis
Pustular psoriasis

Reference 11

Table 2. Differential Diagnosis of Neonatal Seizures
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Trauma with Intracranial hemorrhage
Asphyxia-subependymal hemorrhage
Congenital abnormalities
Cerebral dysgenesis
Metabolic
Hypocalcemia, hypoglycemia
Hypomagnesemia
Electrolyte imbalance
Infections
TORCHS"
Drug withdrawal
Barbiturate, methadone

Pyridoxine dependency
Inborn error of metabolism
Toxins
Familial seizure disorder
Neurocutaneous syndromes
Tuberous sclerosis
Incontinentia pigmenti
Genetic syndromes
Zellweger syndrome
Smith-Lemli-Opitz syndrome
Neonatal adrenoleukodystrophy
Benign familial epilepsy

“Toxoplasma, rubella, cytomegalovirus, herpesvirus, syphilis'”
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