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A 4V2-year-old girl with incontinentia pigmenti devel- 
oped acute-onset hemiparesis. Magnetic resonance an- 
giography revealed occlusion of the left middle cere- 
bral artery. Many neurocutaneous syndromes have 
been linked to ischemic stroke syndromes. Incontinen- 
tia pigmenti has not been associated with stroke syn- 
dromes in the past; however, this report illustrates that 
the patient and her mother, who also has incontinentia 
pigmenti, may have had similar ischemic stroke 
events. 
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Introduction 

Incontinentia pigmenti (Bloch-Sulzberger syndrome) is 
a rare neurocutaneous syndrome characterized by congen- 
ital skin lesions, dental anomalies, and scalp and ocular 
abnormalities [1]. About 30-50% of patients have evi- 
dence of central nervous system (CNS) involvement, in- 
cluding mental retardation, seizures, microcephaly, and 
cerebellar ataxia [1,2]. 

We report 1 patient who presented with an ischemic 
stroke syndrome related to incontinentia pigmenti. 

Case Report 

This 4I/2-year-old white female presented with acute onset of hemipa- 
resis. She had been in her usual state of good health until 2 days prior to 
admission when she began to complain of nausea. A flu-like syndrome 
was manifest in the family at the same time. One day prior to admission 
the patient experienced difficulty with speech. She was unable to respond 
to questions, but was able to follow commands. On the morning of 
admission, she was unable to bear weight, falling to the fight side. She 
had no history of fever, abdominal pain, nausea, vomiting, visual dis- 
turbance, or trauma. 

The patient had been born to a 35-year-old female (1 spontaneous 
abortion at 11 wks estimated gestational age). No prenatal complications 
occurred, but the medical history was notable for incontinentia pigmenti 

diagnosed at birth. The patient's development was normal. Recent find- 
ings included mild alopecia, anodontia, and streaking skin lesions. She 
also had hip dysplasias which were treated. 

Family History. The patient's mother had a paralytic episode as a child 
which resolved. The episode was attributed to polio, but the mother had 
not been diagnosed at that time with incontinentia pigmenti which was 
later determined in adulthood. 

Physical Examination. The general physical examination was normal 
except for alopecia, cone-shaped teeth, and marbled pigmentation of the 
skin of the right leg. Neurologic examination disclosed weakness of the 
right limbs, right central facial paresis, and right homonymous hemi- 
anopsia. Deep tendon reflexes were absent on the right and 2 + on the 
left and abdominal reflexes were absent on the right and intact on the left. 
Hemogram and electrolytes were within normal limits. Lumbar puncture 
revealed 10 leukocytes/mm 3 which were 100% monocytes; no erythro- 
cytes were observed. 

CT demonstrated an infarct of the left frontoparietal area. MRI re- 
vealed increased intensity in the subcortical area, possibly due to de- 
creased flow (Fig 1). MRA disclosed occlusion of the proximal aspect of 
the left middle cerebral artery. There appeared to be some flow within the 
left middle cerebral branches, possibly representing retrograde collateral 
flow (Fig 2). 

Hospital Course. Because of CSF pleocytosis, the patient was initially 
begun on cefotaxime which was discontinued after 3 days of negative 
cultures. The patient improved slowly throughout her hospital course. 
She remained in the hospital for 5 days, during which time she regained 
some function of her fight arm. Her fight central facial paresis improved 
somewhat; however, right homonymous hemianopsia and aphasia per- 
sisted. 

After being discharged, she experienced 2 right-sided focal seizures 
which consisted of eyes rolling up and stiffening of the right arm. She 
also had some staring episodes. She now remains on antiepileptic med- 
ication and her seizures are well controlled. 

Discussion 

Incontinentia pigmenti is an inherited neurocutaneous 
disorder of uncertain transmission. It has been suggested 
that it is a sex-linked disorder which is lethal in males [3]. 
The female-to-male ratio is 35:1 [4]. Of 465 patients stud- 
ied, 30.5% had CNS disease. Among these, 16.6% had 
motor abnormalities including slow motor development, 
psychomotor retardation, spastic tetraplegia, hemiplegia, 
and diplegia. A few patients also had abnormal EEGs but 
no specific abnormality was observed [1].Our patient ex- 
hibited many other signs of incontinentia pigmenti, in- 
cluding alopecia (38% of patients), anodontia (43%), and 
streaking skin lesions (about 93%) [1]. MRA demon- 
strated partial occlusion of the left middle cerebral artery. 
Although other neurocutaneous syndromes, such as neu- 
rofibromatosis, tuberous sclerosis, Sturge-Weber syn- 
drome, and Klippel-Trenaunay-Weber syndrome, have 
been associated with ischemic strokes, incontinentia pig- 
menti has not [5]. 

This patient, like her mother, exhibited an acute onset 
of hemiparesis, which through noninvasive studies was 
attributed to partial occlusion of the left middle cerebral 
artery. Because the patient had no known cause of isch- 
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Figure 1. MRI performed on day of admission revealed increased in- 
tensity in the subcortical area, on the left side (arrow) due to decreased 
flow in the middle cerebral artery. 

emic stroke (e.g., infection, heart disease, trauma, hemo- 
globinopathies), it seemed plausible to relate her stroke to 
incontinentia pigmenti, particularly because her mother 
may have had a similar episode in childhood. Many pa- 
tients with incontinentia pigmenti have been reported to 
have seizures [1]. It is possible that some incontinentia 
pigmenti patients have seizures on the basis of ischemic 
stroke. Perivascular inflammatory infiltrates have been re- 
ported in skin biopsies of patients with incontinentia pig- 
menti, raising the possibility that a similar inflammatory 
lesion in the brain is responsible for occlusive stroke in 
incontinentia pigmenti. Incontinentia pigmenti should be 
included along with other neurocutaneous syndromes in 

Figure 2. MRA performed 2 days after admission revealed apparent 
occlusion of  the proximal aspect of  the left middte cerebral artery (ar- 
row). There appears to be some flow within left middle cerebral branche,~ 
possibly representing retrograde collateral ,flow or possibly due to di- 
minished flow through a high*grade stenosis as opposed to total acclt~- 
sion of  the proximal middle cerebral artery._ 

the differential diagnosis of ischemic strokes in females. 
Further evaluations will be necessary to determine the 
mechanism of stroke syndromes in incontinentia pigmenti. 
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