Congenital diffuse infiltrating lipomatosis of face in a newborn
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Case report

A full term appropriate for date, male neonate, born
of a non-consanguineous marriage to a 2" gravida
mother, had a diffuse swelling on right cheek
(Figure 1).

Figure 1: Diffuse swelling of right cheek

There were no perinatal complications. Mother did
not have any major illness in the past or during the
pregnancy. There was no history of exposure to
teratogens during pregnancy. The baby was
delivered by caesarean section done for cephalo-
pelvic disproportion on 11" July, 2012 at SSG
Hospital, Vadodara.

On examination, the baby had a single, large, soft,
ill defined, non tender, non cystic, swelling on the
right aspect of the face extending from midline to
whole of the right face and encroaching on the right
ear. This swelling did not cause any difficulty in
breast feeding.

Ultrasonography of the local part showed diffuse
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proliferation of subcutaneous fat (Hypoechoic fat
with echogenic strands, without a well-defined
capsule, without calcification and without
hypervascularity). Magnetic resonance imaging
(MRI) of right cheek - plain and contrast, done
using T1, T2, SPIR axial, FLAIR axial, T1 & T2
coronal & T2 sagittal sequences with post contrast
T1 sequence, was hyperintense in T1, hypointense
in T2 and hypointense in fat saturated image scans
i.e. focal non enhancing thickening of subcutaneous
tissue and its fat in right cheek suggestive of
lipoma (Figure 2).

Figure 2b: MRI coronal view



Parents were counselled regarding the therapeutic
options available. They were told that the purpose
of the surgery is cosmetic, that there is a high rate
of recurrence, that it may not be possible to remove
the tumour completely and that there is no risk of
transformation to malignancy. The parents decided
to wait for surgery and child is being regularly
followed up.

Discussion

Benign lipomas are classified into five subgroups:
a) simple encapsulated lipoma b) lipoma variants
such as angiolipoma c¢) hamartomatous lesions d)
infiltrating or diffuse lipomatosis and e) benign
tumour of brown fat, i.e., hibernoma'. Infiltrating
lipomas usually occur after the third decade of life
and involve subcutaneous tissue, muscle and bone!.
When they have been present since birth or infancy
they are called congenital infiltrating lipomatosis
and are commonly seen in the face?. Congenital
infiltrating lipomatosis of the face (CIL-F) is a
distinct  clinico-pathological rare entity, first
described by Slavin et al. in 19833, Since then
several case reports have been reported in the
literature'+>67,

Pathologically, congenital infiltrating lipomas show
the following characteristics: a) they are non-
encapsulated congenital fatty tumours b) they
infiltrate adjacent muscles and soft tissues c) there
is absence of lipoblasts and malignant
characteristics d) fibrous elements are present and
e) there is hypertrophy of subjacent bone?®.

CIL-F can be diagnosed based on clinical and
imaging features. Plain x-rays show facial bone
hypertrophy and  soft  tissue  swelling’.
Ultrasonography may show adipose tissue but
cannot delineate the extent of the lesion?.
Computed tomography (CT) scan and MRI are the
most helpful tools for preoperative radiographic
evaluation as they can identify the fat content of the
lesions and delineate their extent’. CT scan shows
fat-density lesions in great detail. Intervening
fibrous elements can give a feathery pattern or non-
homogeneous character’®. MRI is superior to CT
and can depict the exact extent of the lesion’. The
lesions are non-homogeneously hyperintense on
T1W images. Muscle and bony involvement are
better seen with MRI°. Biopsy may not be required
if the typical findings are seen on MRI.

Recurrence rate of infiltrating lipomatosis was
estimated to be between 27.3% & 62.5%'%1112, Tt is
not always possible to completely remove the facial
lesions involving indispensable structures. The
main purpose of surgery is to improve the aesthetic
look rather than to eradicate the tumour. In order to
preserve the important structures and to obtain
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satisfactory aesthetic results some surgeons have
managed these diseases with  superficial
parotidectomy and extensive facial nerve
dissection>®. Aggressive surgical resection or
liposuction is not the ideal treatment for CIL-F
since there are no documented cases of infiltrating
lipomatosis in the current literature degenerating
into frank malignancy'?.

In summary, CIL-F is a very rare disease in infancy
or childhood characterized by congenital origin,
diffuse infiltration of mature adipose tissue over
normal muscle fibres, rapid growth, associated
osseous hyperplasia (not evident in our case) and
high recurrence rate after surgical intervention. The
clinical presentation, CT and MRI help accurate
diagnosis before surgical treatment planning. The
main purpose of surgery is to improve the cosmetic
appearance rather than to eradicate the tumour.
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