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DESCRIPTION

A three-and-half-year-old child with developmental
delay presented to the paediatric department with a
2-day history of high-grade fever with chills and
rigours. There was associated weakness of the right
upper and lower limbs with an episode of seizure
that lasted for 10 min. The child was known to have
seizures from 8 months of age and was on anticon-
vulsant treatment, which was stopped 3 months
earlier.

Clinical examination revealed macrocephaly,
port-wine stains on the left half of the body and
reduced tone in right upper and lower limbs. CT
and MRI of the brain revealed subcortical calcifica-
tions depicting ‘tram-track’-like appearance in the
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Figure 1 (A-D) CT axial image showing subcortical
calcifications having a characteristic ‘tram-track’-like
appearance in the left frontal, parietal and occipital lobes
with atrophy of cerebral cortex involving the left frontal
lobe to a greater extent.

Figure 2

(A and B) MRI axial T2-weighted fast-field
echo sequence showing subcortical calcifications with
characteristic ‘tram-track’-like appearance involving the
left frontal and parietal regions.

Figure 3 (A) MRI axial T1-weighted (T1W) spin-echo
and (B) coronal T2W fluid-attenuated inversion recovery
sequences showing atrophy of the cerebral cortex
predominantly involving left frontal lobe.

left frontal, parietal and occipital lobes (figures 1
and 2). Hemiatrophy of the left frontal lobe
(figure 3) with prominence of ventricles, basal cis-
terns, Sylvian fissures, left choroid plexus (figures 4
and 5) and hyperostosis of the calvarium was seen.

Sturge-Weber syndrome (SWS) is a rare neurocu-
taneous syndrome, usually sporadic in nature,
which is a result of occlusion/stasis of the persistent
fetal vasculature resulting in cortical anoxia.' It is
characterised by facial port-wine stain, leptomenin-
geal angiomatosis, congenital glaucoma, intractable
epilepsy and progressive mental retardation.! 2
These classical brain parenchymal changes can be
demonstrated by imaging modalities such as CT

Figure 4 CT axial image showing prominent left
choroid plexus.
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Figure 5 (A) MRI axial T1-weighted (T1W) spin-echo, (B) MRI axial T2W fluid-attenuated inversion recovery (FLAIR) and (C) coronal T2ZW FLAIR

sequences showing prominent left choroid plexus.

and MRI.? Since patients usually present with seizures, medical
management is by the use of anticonvulsants with or without
resection of affected lobes. Other vascular phakomatoses that
form a part of the differential diagnosis include Blue rubber
bleb nevus syndrome, Wyburn-Mason syndrome and
Klippel-Trenaunay syndrome. Thus, early diagnosis and seizure
management of SWS helps to improve quality of life and
survival.

Learning points

» In a child with developmental delay presenting with
seizures, macrocephaly, presence of port-wine stains on the
body and imaging features of subcortical ‘tram-track’-like
pattern of calcifications, parenchymal volume loss, enlarged
choroid plexus and calvarial hyperostosis are diagnostic of
Sturge-Weber syndrome.

» Awareness of the condition may help in the improved quality
of life and survival of these patients.

» Treatment includes seizure control, with surgical resection
being restricted to refractory cases.
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