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Abstract:

Congenital infiltrative lipomatosis of the face is a benign condition in which mature adipocytes invade adjacent
tissues causing diffuse fatty infiltration into the surrounding soft tissue and hyperplasia of the adjacent bone on
the affected side. This case report of a 37-year-old female with congenital facial asymmetry and diffuse swelling
on the right side of the face suggests true hemifacial hyperplasia, which is supported by both clinical and
radiographic evidence showing severe involvement of underlying bony structures of the temporomandibular joint,
sphenoid, temporal, zygoma, right maxilla, mandible, associated dentition and lipomatous enlargement of
adjacent soft tissues with right temporomandibular joint ankylosis, reported with multiple etiological factors and
marked trismus for which functional rehabilitation was achieved following surgical intervention.
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I.  Introduction
Congenital infiltrating lipomatosis of face was first described as a distinct clinical-pathologic condition
by Slavin et al. in 1983. Sun et al (2019) considered it to be a subtype of hemifacial hyperplasia?. It can penetrate
the underlying facial bones, associated soft tissue, and facial muscles, resulting in severe facial asymmetry and
dental malformations. Although the entity's genesis and clinical behavior are yet unknown, research indicates that
FGFR3 and PIK3CA gene mutations might be the reason®. Seldom has infiltrating lipomatosis been implicated
in the development of TMJ ankylosis.

Il.  Case Report

A 37-year-old female patient who had been referred from a nearby hospital eight months ago presented
to our center with complaints of restricted mouth opening. She had right side facial asymmetry since childhood
for which she underwent surgery to right side of face at 9 years of age, with history of earache and fluid discharge
from right ear at 20 years of age and underwent excision of osteoma over right ear region following which she
noticed gradual reduction in mouth opening. She had no history of any known drug allergies, systemic diseases
or family history

On general examination, the patient was moderately built and nourished. Face was asymmetrical with
fullness on the affected side. A diffuse swelling of size approximately 15cm x 8 cm present on right side of face
extending superoinferiorly from right zygoma region to right inferior border of mandible. Antero-posteriorly
extending from right corner of lip to preauricular region with nasolabial fold obliteration and dropping of right
corner of lip. A vertical scar marking of size ~5cm was present on anterior aspect of cheek margin. (Figure 1: a,
b, ¢)

On palpation, swelling was variable in consistency, hard towards right zygoma region and soft towards
lower 2/3 rd of face with overlying normal skin. Condylar movements were not detected and the mouth opening
of the patient was 2 mm. (Figurel: d). The dentition on the right side appeared enlarged with Class Il molar
relation and class | molar relation on left side. The right buccal mucosa showed a pebbly appearance. Further
intraoral examination was not possible due to the restricted mouth opening. There was no associated pain,
paresthesia or regional lymphadenopathy.
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(a) Preoperative frontal view
(b) Preoperative right lateral view
(c) Preoperative left lateral view

(d) Preoperative mouth opening

Figure 1.

Clinical impression was directed towards multiple etiologies suggestive of post ear infection TMJ
ankylosis or post-surgery TMJ ankylosis with congenital hemifacial hyperplasia.

Routine radiographic examination showed features of anatomically deformed right temporomandibular
joint showing bony ankylosis. There was apparent overgrowth of maxilla and mandible on right side with inferior
displacement and altered trabecular pattern. Other radiological features include inferior alveolar canal
enlargement and multiple missing teeth (Figure 2).

CT examination of facial bone revealed enlargement and sclerosis involving greater wing of right
sphenoid, temporal bone, right zygoma, right maxilla, zygomatic arch, mandible right hemicondyle ramus and
body with enlargement of teeth on right side associated with diffuse lipomatous enlargement of soft tissues
suggestive of true hemifacial hyperplasia. (Figure 3: a, b)

MRI was taken which suggested Lipomatous enlargement of soft tissues on the right side of face and CT
angiography showed medially distorted position of internal maxillary and superficial temporal artery due to the
TMJ mass. (Figure 4: a,b,c)

Thus, the radiological diagnosis of the condition was of true congenital hemifacial hyperplasia of face
with Sawhney’s type 3 TMJ ankylosis on right side.

GA administered through fiberoptic nasotracheal awake intubation. Under external carotid artery
control, the ankylotic mass in relation to the right Temporomandibular joint was exposed through preauricular
incision with temporal extension. Debulking of zygomatic bone was done by resecting the exophytic bony growth.
After marking the upper osteotomy cut, the lower cut was placed 1.5 cm below the zygomatic arch since the
normal architecture was not clear. The osteotomy cuts were done using micromotor and handpiece, osteotome
and piezosurgery device. The ankylotic mass was resected in multiple segments along with ipsilateral
coronoidectomy (figure 5b). The bone in the ankylotic mass was eburnated and was difficult to cut with all the
three cutting instruments. The excess skin and subcutaneous fat adjacent to the surgical site was used as
interpositional material, thus avoiding a second surgical donor site, which was folded and placed between the
bony ends. (Figure 5c). Surgical drain placed and closure was done in layers. After the surgery, early mobilization
and aggressive physiotherapy was advised.

Histopathologic examination revealed mature lamellated bone intermingled with adipose tissue with
diffuse fatty infiltration into surrounding soft tissues as well. (Figure 6: a, b)
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Figure 2: OPG-Right Temporomandibular joint with bony ankylosis noted, TMJ space cannot be appreciated.
Right side Coronoid process appears irregular and relatively longer. Apparent overgrowth of maxilla and
mandible on right side showing inferior displacement with altered trabecular pattern. Right inferior alveolar canal
appears enlarged with missing 18,41,46,48.

Figure 3. CT- facial bones: (a,b) showing Sawhney’s type III TMJ ankylosis involving greater wing of right
sphenoid, temporal bone, right zygoma, zygomatic arch, maxilla, mandible right hemicondyle ramus and body
with diffuse lipomatous enlargement of soft tissues.
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Figure 4. - MRI: Figure 4a and 4b: Lipomatous enlargement of soft tissues on the right side of face extending
from temporal bone below to level of mandibular ramus involving temporalis muscle, masseter muscle, pterygoid
muscles, and muscles of facial expression, right hemi tongue, with gross enlargement of right mandible condyle
with degeneration. Figure 4c: MRI angiography showing splaying of internal maxillary and superficial temporal
artery in relation to right TMJ region.
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Figure 5: (a) Intraoperative preauricular approach showing ankylotic mass in relation to right TMJ region. (b)
Resection of ankylotic mass using osteotome (c) Interpositional arthroplasty using skin subcutaneous fat graft.
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Figure 6: (a) Mature lamellated bone intermingled with adipose tissue (b) Diffuse fatty infiltration into
surrounding tissue

I1l.  Discussion

Hemifacial hyperplasia is characterized by unilateral overgrowth of facial tissues, first described by
Merkel in 1822. Bou-Haidar et al considered congenital hemifacial lipomatosis to be a subtype of partial
hemifacial hyperplasiain which not all included structures were enlarged* This was contradictory to our findings
showing involvement of viscerocranium extending from temporal bone to the mandible with associated soft
tissues and muscles suggestive of true hemifacial hyperplasia.

The main characteristics of congenital infiltrative lipomatosis of face described by Slavin et al (1983)
include non-encapsulated lesion containing mature lipocytes, fat tissue infiltration of adjacent muscles and soft
tissue organs, absence of malignant characteristics and lipoblasts, increased number of nerve bundles and vessels
with fibrous elements and adjacent bone hypertrophy which was consistent with our findings®.

A. Melethil et al (2022) reported a case with clinical and radiological evidence of a 34-year-old female
patient who reported with a swelling in the left middle third of the face with exophytic temporomandibular joint
(TMJ) ankylosis and eluded the role of infiltrative lipomatosis in the development of TMJ ankylosis considering
it as an etiological factor®.

The potential for exophytic bone formation and development of ankylosis may result from osseous tissue
proliferation either on its own or because of surgical intervention, thus the consideration for multiple etiological
factors in this case. Sahai et al also opined about the importance of radiological evidence in recognizing the
condition, which was correlated with our study. CT being the primary investigation, soft tissue and bony changes
were evident and MRI confirmed the predominantly fatty nature of the condition, with the exclusion of lymphatic
or vascular malformations®.

Recent research has suggested a more conservative course of action including liposuction and elevation
of drooping upper lip, whereas earlier studies supported aggressive surgical treatment’. Considering the patient’s
complaint and need, only functional correction was done. Due to anticipated facial nerve injury and relapses
following surgical intervention, soft tissue debulking was not considered in our treatment plan. Literature suggests
that targeted chemotherapy using Imatinib and celecoxib in such cases helps prevent disease progression®. Other
treatment options include multistep surgical approach where initial soft tissue debulking is done, followed by
orthognathic surgery to correct the skeletal asymmetry and malocclusion®.

IV.  Conclusion
Given the small number of cases that have been documented in the literature, making it a rare occurrence,
our report and literature analysis are intended to provide additional recommendations for the diagnosis and
management of this condition.
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