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Introduction

Sturge Weber syndrome (SWS) is sporadic and is
characterised by port wine stain, ipsilateral
leptomeningeal angiomatosis, glaucoma, early
onset seizures and neurodevelopmental delay'.
Klippel-Trenaunay syndrome (KTS) is sporadic
and is characterized by cutaneous and visceral
haemangiomas, venous varicosities and soft tissue
or bone hypertrophy®. The combination SWS and
KTS has only been rarely reported®*. Agenesis and
hypoplasia of the internal carotid artery are also
uncommon®®, We report a 13 year-old girl having
features of both SWS and KTS along with
hypoplasia of the internal carotid artery (ICA).

Case report

A 13 year old girl, born to non-consanguineous
parents, presented with fever and vomiting for one
day, followed by tonic clonic movements of right
upper and lower limb with twitching of right side
of face on the second day of admission for which
she was treated with injection midazolam and
phenytoin. She had a second episode of seizures on
the 3" day for which she was adequately treated.
She then developed weakness of the right side of
the body for 3-4 days. Over the stay of 9 days in
hospital her weakness improved. Her seizures were
also controlled. There was a past history of seizures
at 6 months of age for which anti-epileptics were
given for 3 years and then stopped. There was no
family history of similar complaints.

The blood pressure (BP) in all four limbs was more
than the 99" centile for her height and age. Port
wine stain was present on both sides of the face and
on the bridge of the nose (Figure 1).
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Microcephaly was present. Eye examination
showed increased intraocular tension in left eye
(glaucoma) and melanocytic pigmentation of both
eyes (Figure 2). She had hypertrophy of the right
upper and lower limbs (Figures 3 and 4). Right leg
measured 24.5 cm and the left leg measured 21.5
cm. Right thigh measured 37 cm and left thigh
measured 34 cm. Right and left mid arm
circumference were 154 cm and 13 cm
respectively. Right arm and right leg and thigh also
had red coloured patches suggestive of angiomas.
Neurological assessment showed decreased power
(grade III Medical Research Council scale),
exaggerated jerks, and increased muscle tone of the
right upper limb and lower limb for 3-4 days of
admission.

Magnetic resonance angiography of brain showed a
reduced calibre of the left ICA, A1 segments of left
anterior cerebral artery and left middle cerebral
artery with paucity of vessels along the cortical and
perisylvian segments of left ICA suggestive of
congenital hypoplasia of left ICA (Figure 5).
Ultrasound scan of the abdomen revealed
serpiginous mass in left kidney suggestive of a
vascular malformation.

Haemogram, serum electrolytes, cerebrospinal fluid
examination and renal function tests were all
normal.

Discussion

SWS is classified into 3 types according to the
Roach Scale’. In type 1, facial and leptomeningeal
angiomas are present and patient may have
glaucoma. In type 2 facial angiomas are present
without central nervous system (CNS) involvement
and patient may have glaucoma. In Type 3, there
are isolated leptomeningeal angiomas and usually
no glaucoma. Our patient probably had type 2 SWS
as she had facial haemangioma and glaucoma but
no leptomeningeal angioma.

When there is complete failure of development of
the ICA, the term agenesis is used and when ICA
development has occurred but the artery is of a
very small calibre the term hypoplasia is used®. The
term aplasia is used when only vestiges of the ICA
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are present’. Many patients with agenesis or
hypoplasia of the ICA are asymptomatic due to
good collateral blood flow, and the anomaly may
be detected only incidentally>®. However,
complications such as transient ischaemic attacks,
infarcts, seizures, aneurysmal subarachnoid
haemorrhage and parenchymal bleeds may
occur®!?. Our patient presented with seizures and
hemiparesis which recovered over 2 weeks. This
can be explained as the result of a transient
ischaemic attack due to hypoplasia of ICA.

Capillary naevus, varicosities and tissue/bone
hypertrophy of the affected limb are characteristic
of KTS!'. In KTS varicosities usually appear by 12
years of age'?. Microcephaly, macrocephaly, Figure 2: Melanocytic pigmentation of eye
cerebral and spinal arteriovenous malformations *Permission given by parents to publish photograph
and orbito-frontal varices are some CNS anomalies
associated with KTS'3. Our patient had hypertrophy
of the right upper and lower limbs with associated
ipsilateral cutaneous vascular malformations on
upper and lower limbs and a serpiginous mass
suggestive of haemangioma in the right kidney.

Several reports have been published where there is
an overlap of KTS and SWS'2. Our case represents
an overlap syndrome between KTS and SWS in
association with hypoplasia of ICA, which to the
best of our knowledge has not been reported
previously. In our case, the manifestations of SWS
were on the left side of face but those of KTS were
exclusively on the right side. There have been
sporadic case reports of association of these two
syndromes®*. However, to the best of our
knowledge, contralateral involvement of the two
syndromes in the same patient has been
documented in only one study'>.
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Figure 3: Hypertrophy of right upper limb

Figure 1: Port wine stain on both sides of face .,
*Permission given by parents to publish photograph Figure 4: Hypertrophy of right lower limb
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Figure 5: Magnetic Resonance Angiography showing
internal carotid artery hypoplasia of left side
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