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DESCRIPTION
A 74-year-old woman with Klippel-Trenaunay syn-
drome (KTS) presented to the emergency room
with 3 days of right arm and leg ataxia, gait
instability, dysphagia and intermittent occipital
headaches. Her physical examination was notable
for left upper and lower extremity hemihypertro-
phy and multiple cutaneous port-wine stains.
A head CTwithout contrast revealed a 1.1 cm×1.4
cm hyperdense focus adjacent to the distal right
vertebral artery with extension into the caudal
medulla, concerning for a partially thrombosed
right vertebral artery aneurysm (figure 1).
Diagnostic cerebral angiography, however, showed
no abnormality. MRI of the brain demonstrated a
7 mm, haemorrhagic lesion within the caudal right
medulla with exophytic extramedullary extension
most compatible with a haemorrhagic cavernous
malformation (figure 2). She was discharged home
the following day with outpatient physical and ves-
tibular therapy with the intention to manage her
cavernous malformation conservatively in the
absence of progressive symptomatology.
KTS describes a rare congenital syndrome con-

sisting of a classic triad of cutaneous haemangi-
omas, varicose veins and bone or soft tissue
hypertrophy causing limb asymmetry. Most cases of
KTS arise from sporadic mutations in one or more
genes involved in early embryonic angiogenesis
such as AGGF1. The central nervous system is most
commonly involved through hemimegaencephaly,
but vascular anomalies including multiple aneur-
ysms, arteriovenous malformations and unique

capillary malformation-arteriovenous malforma-
tions have been described. To the best of our
knowledge, only three patients with KTS-associated
central nervous system cavernomas have been docu-
mented involving the cervical spine,1 thoracic spine
and brainstem.2 3 All were treated conservatively.

Learning points

▸ Klippel-Trenaunay syndrome is a rare
congenital syndrome involving the central
nervous system through hemimegaencephaly,
aneurysms and vascular malformations.

▸ Central nervous system cavernous
malformations have been associated with
Klippel-Trenaunay syndrome in three other
reports, all managed conservatively.
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Figure 1 CT of the head revealing a hyperdense focus
with extension into medulla.

Figure 2 Axial T2 echo-gradient-weighted MRI
demonstrating the 7 mm, haemorrhagic lesion within the
caudal right medulla consistent with a haemorrhagic
cavernous malformation. Arrows denote right and left
vertebral arteries.
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