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ABSTRACT

CASE REPORT

Congenital infiltrating lipomatosis is a distinct clinicopathological entity. It is a type of lipomatosis that is usually found at birth
or early after birth. It is designated by a collection of nonencapsulated, mature adipocytes that infiltrate local tissues, leading
to craniofacial deformities. Due to its diffuse infiltration and
involvement of important facial structures, a complete surgical
excision is often impossible. We report a case of a 5-year-old
female patient presenting with a painless swelling on the left
side of her face.

A 5-year-old female patient reported to our department
with a chief complaint of a painless swelling on the left
middle and lower third of the face. The swelling was
noticed by her parents at birth and was gradually increas
ing in size with age. Patient did not have any difficulty
in speech or loss of hearing. There was no other relevant
history.
Extraoral examination revealed gross facial asym
metry due to a solitary diffuse swelling on the left side
of the face, extending from left zygomatic arch up to the
left inferior border of the mandible (Fig. 1). Borders were
indistinct and the skin over the swelling was normal. On
palpation, there was no increase in surface temperature
and the swelling was soft, nontender, noncompress
ible, and nonpulsatile. No lymph nodes were palpable.
Magnetic resonance imaging of the patient showed
hyperintense lesion obliterating left maxillary sinus in
T1 images with subcutaneous fat deposition. Based on
these findings, a provisional diagnosis of congenital
diffuse lipomatosis was made. Patient was referred to the
Department of Oral & Maxillofacial Surgery for biopsy.
Grossly, several bits of soft tissue were received with
the largest rectangular bit, blackish white color, measur
ing 2.5 × 1.0 × 1.0 cm. Histopathological examination
revealed hematoxylin and eosin-stained soft tissue
section showing sinus lining comprising ciliated pseu
dostratified squamous epithelium with focal hyperplasia.
The underlying connective tissue stroma showed varying
degrees of inflammatory cell infiltration, minor salivary
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INTRODUCTION
Congenital infiltrating lipomatosis is a distinct clinico
pathological entity. It is a type of lipomatosis that is
usually found at birth or early after birth.1 It comes
under the subset of lipomatous tumor-like lesions and
is designated by collection of nonencapsulated, mature
adipocytes that infiltrate local tissues, leading to cranio
facial deformities and is prone to recur postsurgery.2 The
tumor-like lesion is congenital in origin and presents in
infancy or early childhood as unilateral facial asymme
try.3 Until date, fewer than 50 cases have been reported
in English literature.2,4 We report a case of a 5-year-old
female patient presenting with a painless swelling on the
left side of her face.
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Fig. 1: Clinical photograph of a patient with unilateral facial
swelling on the left side
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Fig. 2: Low-power photomicrograph showing mature adipocytes
infiltrating surrounding structures

Fig. 3: High-power photomicrograph showing mature adipocytes
infiltrating muscle

gland ducts with squamous metaplasia, and hemorrhage.
The lesional tissue showed uncapsulated subcutaneous
fat comprising lobular arrangement of adipocytes with
infiltration to surrounding structures like muscle (Figs 2
and 3). The lesional fat cells with varying amounts of
lipid inclusion vacuoles, peripheral rim of eosinophilic
cytoplasm, and inconspicuous nucleus were intimately
placed with the neuromuscular bundles. Based on these
findings, the lesion was histopathologically diagnosed as
diffuse lipomatosis of face, which was compatible with
the clinical diagnosis. Excision of the lesion was done.
However, recurrence could not be assessed as the patient
was lost to follow-up.

fast growth rate, (5) hypertrophy of adjacent bone, and
(6) being congenital in origin with a propensity to recur
after surgical excision.
Etiological factors contributing to this condition,
which were proposed in the previous literature, include
hamartomatous origin,3 degenerative processes with fatty
transformation,1 cytomegalovirus infection,8-10 altera
tions in the neural tube during embryo development,11
trauma, and chronic irradiation.12 Sporadic or spontane
ous somatic mutations at a mosaic state may possibly
be responsible for giving rise to adipocytic stem cell to
produce infiltrated lipomatosis. These mutated cells may
alter the production of tissue growth factor or change the
response to the receptor response, leading to aberrant
formation of mucosal neuroma, bony growth, and tooth
development.10 Abnormalities in chromosome 12 also may
be implicated in lipomatous change in CIL-F.10 However,
the exact pathogenesis of the condition is unclear.12
The CIL-F is a disorder that typically presents at birth
or in early childhood as a unilateral swelling of the cheek
with ill-defined borders. Though congenital, it is not
hereditary. Diagnosis of the majority of the cases occurs
within 2 years of life. The age of presentation varies from
3 months to 53 years. No gender predilection is noted.
Slight predilection for occurrence on the left side.13
Patients usually present with a diffuse large swelling on
one side of the face that is soft, fluctuant, and nontender.
The clinical presentation of facial lipomatosis is usually
in the form of unilateral hypertrophy of soft tissues of
the face, most commonly the cheek, with underlying fat
infiltration and skeletal overgrowth,1,3,7,12,14 macrodontia
on the affected side, 3,14-16 abnormal root formation,15
early eruption of deciduous and permanent teeth on the
affected side,14,17 macroglossia,14,17 and protuberances on
the tongue and buccal mucosa, which are representative
of underlying mucosal neuromas.14,17 Our patient was
a 5-year-old female showing unilateral hypertrophy of
facial soft tissues.

DISCUSSION
Diffuse or infiltrating lipomatosis was defined by Enz
inger and Weiss5 as a rare, diffuse overgrowth of mature
adipose tissue that usually affects large portions of an
extremity or the trunk.5 Classification given by Enzinger
and Weiss composed of six entities: Diffuse lipomatosis,
pelvic lipomatosis, symmetric lipomatosis (Madelung’s
disease), adiposis dolorosa (Dercum’s disease), steroid
lipomatosis, and nevus lipomatosus. Congenital infiltrat
ing lipomatosis of the face (CIL-F) was not included in
the classification by Enzinger and Weiss, and it was first
described by Slavin et al3 in 1983, as a particular entity
termed “congenital infiltrating lipomatosis of the face.” It
differentiates from the other lipomatosis in its exclusive
facial location, effects on adjacent structures, congenital
nature, and specific histological characteristics.6
Earlier studies by Slavin et al3 and de Rosa et al7
have described the following characteristics of CIL-F:
(1) nonencapsulated proliferation of mature adipose
tissue, (2) diffuse infiltration of muscle and adjacent
soft tissue, (3) presence of fibrous tissue, various nerve
bundles, and vessels with thickened wall, (4) the absence
of lipoblasts and signs of malignancy, despite having a
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The histopathologic features include a nonencapsu
lated lesion with proliferating mature adipose tissue,
which is surrounded by a dense capillary network. There
is diffuse infiltration of adjacent soft tissue and presence
of fibrous tissue with various nerve bundles and thick
ened wall vessels. The absence of lipoblasts and signs of
malignancy despite a rapid growth rate is observed. It
may also show hypertrophy of subjacent bone.1,3,7 Our
case also revealed uncapsulated lesional tissue compris
ing lobular arrangement of adipocytes with infiltration
to surrounding structures.
The treatment options available are liposuction and
surgical excision. Treatment is primarily for esthetic
reasons.11,18,19 Although the tumors are benign, the rate of
recurrence is very high, up to 58.6% after surgical excision.10

CONCLUSION
Congenital infiltrating lipomatosis of the face is a rare
benign disorder of lipomatous tissue in infancy or child
hood. When patients with facial asymmetry are reported,
this should be considered. Thorough clinical examina
tion, imaging studies, and histopathological examination
help in the appropriate diagnosis. The chief motive of
surgery is to improve the cosmetic appearance of the face
rather than to eradicate the tumor.
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