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"Sturge-Weber syndrome'- A Case report
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Abstract ;

Surge-weber syndrome 15 o disease chorocteneed by copillary or cavernous haemangoma (Por-wime stamn) along the
cutnnesus divizsion of Trgeminal nerve, Thers 13 venous hoemangiems m subgacent leptomenimges, which moy spresd
cansing nirephy of corlex, The patient Md. Zobair Hossain, 11 vears old boy, nendinbetic, nonbyvperensive presented
b s on 2005 2011 wiih the complaints of repeated bleedmg from o swelling over the outer aspect of mght eve ball
for | month, wenkness of left half of body for 1 year ond repeated convulsion for 7 vears. Diegnosis was confimmed
by T scan of broin. Though treatment 15 mmsatisfactory, he was ndvised lor lnser thempy for eutanesas lesion and

pnir-comnvudsunt drug for epilepsy
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Intradhaction :

Sturge=weber syndrome 15 0 eopillory heemin gema
plomg the eutaneous distnbaien of ophthalme division
of mgemnnl nerve, There 15 venous hacmangiorma n
sutacent leplo-menmges which couses wirophy  of
cortex’. It moy be sporadic or inherited as owosomal
dommant disorder Underlving bram damnge 15 6 cause
of mimnhle hemiplegin, mental retardation and emlepsy,
Lesion 15 on the face m dermoielogical distributin,
There s formaticn of angiomntous nedule

Case Report:

Boster Zubnir Hessmin, 11 vears old bov presended 1o
us with the complnis of repented bleeding from right
facinl nodule tor 1 monih, wenkness of left holf of body
for 1 wear ond repented convolsion for 7 vears. Ohn
cnmimat o there 15 reddish diseobommion of nght side
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of fee along the culanesis distribution of aplihalmic
division of trigeminal nerve with a dark podule
Formation in water pard of nght orbil wheeh bleed on
iouch (Figure 1. Neurological examination reveals that
wisting of left upper and lower limbs, muscle power
A5, reflexes exapgerated with extensor  plontar
Tespaoase, senedy function intnel. Right half of body =
monmal, Exemunation of eve incliding fundus reveals
s abnocmality. [ovestigaions show, 2oty skull -
Tramline caleilecation, CT scan of brain - large mass of
caleilication in right footal, temporal and parietal lobes
with small aress of enfancement around caleification




"Sturge-Weber syndrome"- A Case report

Discussion:

This syndrome is a sporadic disorder and consists of a
constellation of symptoms and signs including a facial
nevus (Port-wine stain), seizures, hemiparesis. Stroke
like episodes, intracranial calcification, and in many
cases mental retardation. It occurs sporadically with a
frequency of approximately 1/50,000 live birth?.

The condition is thought to result from anomalous
development of the primordial vascular bed in the early
stages of cerebral vascularization. At this stage, the
blood supply to the brain, meninges and face undergoes
reorganization, while the primitive ectoderm in the
region differentiates into the skin of the upper face and
the occipital lobe of the cerebrum.

The facial nevus is present at birth, tends to be
unilateral and always involve the upper face and eyelid.
Seizures develop in most patients in 1st year of life.
They are typically focal, tonic-conic of contralateral to
the side of facial nevus. The seizures may become
refractory to anti-convalsants and are associated with a
slowly progressive hemiperesis. Neurodevelopment
appears to be normal in first year of life. Mental
retardation occurs in 50% in later childhood.
Management of Sturge-Weber syndrome is multi-
faceted and is aimed at seizure control, and
identification and management of behavioral and
learning problems®. For patients with well-controled
seizur and normal or near normal development,
treatment consists of anti-convulsants, survillance of
complications including glaucoma, buphthalmos and
behavioural abnormalities. Flash-Lamp-pulsed laser
therapy often provides excellent clearing of the port-
wine stain, particularly if located on the forehead.

If the seizures are refractory to anti-convulsant therapy,
especially in infancy to Fast, 1-2 years and arise from
primarily one hemisphere, most centres advise a hemi-
spherectomy®. Because of risk of glaucoma, regular
measurement of intra-ocular pressure with a tonometer
is indicated. In this patient he responded well to anti-
conuulsant drug. He has some learning problem as he
developed left sided hemiplegia. For bleeding site we
advised for laser therapy.

Conclusion:
Sturge-Weber syndrome is a capillary haemangioma

along the cutaneous distribution of ophthalmic division
of trigeminal nerve. There is venous haemangioma in
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subjacent lepto-meninges which causes atrophy of
cortex. Seizures develop in most patients in 1st year of
life and are associated a slowly progressive
hemiperasis. Mental retardation occurs in 50% in later
childhood. Patients need survillance for detection of
complications including glaucoma, buphthalmos,
behavioural abnormalities.
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