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INTRODUCTION :

Lymphatic malformations are non-malignant
masses consisting fluid-filled spaces due to
abnormal development of the lymphatic
system, commonly classified as microcystic
and macrocystic. It imposes difficulties in
treament due to sparsity of cases seen.
Sirolimus however has lately been proven as
an effective way to treat macrocystic
lymphatic malformation.

REPORT:

We present a case of a 7 month old girl with
underlying congenital left upper limb
lymphatic malformation which was
diagnosed at 2 months old via MRI imaging.
She was referred to us at 7 months old with
an impression of limb threathening infected
lymphatic malformation of the left upper
limb. The upper limb circumference
increased to 23cm over the wrist, 30cm over
the elbow and 31 cm distal to shoulder joint.
Multidisciplinary discussions were held
between the surgical, dermatology and
orthopaedic oncology team. Discussions
include the role of sclerotherapy, initiation
of sirolimus, and even to the extent of
amputation if the upper limb poses to
threaten life. Fortunately, circumference of
the left upper limb was reduced with the
help of intravenous antibiotics and was
allowed discharge. She was subsequently
started on sirolimus. 3 months after the
initiation of sirolimus, circumference over
the left upper limb was significantly reduced
with the current circumference of 14 c¢cm,
19c¢m and 14 cm respectively.

Figure 1 : initial presentation to our centre and
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Figure 2: three months after initiation of T sirolimus.
With the latest circumference of 14 cm, 19¢cm and 14
cm respectively.

CONCLUSION:

Sirolimus is also known as rapamycin that is
a key factor in the regulation of
angiogenesis, cell growth and proliferation.
Owing to its antiangiogenic and
antiproliferative properties, Sirolimus could
be an effective treatment in children with
large complicated lymphatic

malformation. Though not all patient benefits
from this treatment, the initiation of
sirolimus shoould be decided in a
multidisciplinary fashion.
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