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ABSTRACT

Cherubism is a rare hereditary autosomal dominant fibro-osseous disease
i thatis characterized by painless, bilateral, symmetric swelling in the jaw with multilocular radiolucent
Received: 27 Jun 2022 © lesions in the maxilla, mandible, or both, and give the patient a typical “cherubic” appearance. It occurs
Accepted: 27 Jul 2022 in children, especially boys, aged 2-5 years. The aim of this study was to report a case of cherubism at an
: uncommon age that did not improve with age.
[VETELE The patient was a 23-year-old man complaining of bilateral jaw pain along with swelling and
multiple bilateral radiolucent lesions with a previous history of childhood cherubism. In the examination,
bilateral and symmetric swelling of the face, especially in the maxilla region, with eyes raised to heaven
were evident. The pain was more in the vicinity of the condyle. No abnormal manifestations were ob-
served by the intraoral examination. In the radiographic view, multiple bilateral and symmetric lucent
lesions were observed on trunk and mandible, continued to the neck of the condyle.
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Extended Abstract

Introduction

herubism is familial intraosseous fibro-

osseous expansion of the mandible.

Cherubism was first described by Jones

[1]. This disease is manifested in the max-

illofacial region only, and rarely affects
ribs and other long bones. The lesions are usually sym-
metric and painless. The condition is usually observed
in children aged 2-5 years. The gene responsible for
cherubism is called SH3BP2 located on chromosome
4p16.3. The repeated experience of this self-limiting dis-
order in affected individuals can result in a wait-and-see
strategy regarding therapeutic options. Indeed, cessation
and regression of even large bone expansions can be
expected in early adulthood. Nevertheless, severe facial
disfiguring and functional impairment can make surgical
intervention necessary.

Case report

The patient was a 23-year-old man with a complaint
of bilateral jaw pain, swelling and multiple bilateral ra-
diolucent lesions with a previous history of childhood
cherubism. A panoramic radiograph and cone beam com-
puterized tomography were requested for the patient.
Based on the opinion of the radiologist, differential di-
agnosis of odontogenic keratocyst, ameloblastoma, and
cherubism was proposed. Then, the surgeon performed
an incisional biopsy on the patient. In the microscopic ex-
amination, the proliferation of round, spindle and cuboid
cells along with giant cells was observed and the diag-
nosis of ossifying fibroma was proposed. Then, the pa-
tient stopped the treatment process, and returned after two
years because of having severe pain near the condyle. By
the examination, bilateral and symmetric swelling of the
cheeks, especially in the maxilla region, and eyes raised
to heaven was evident. No abnormal manifestations were
observed in the intraoral examination. A panoramic radio-
graph was requested for the patient. In the radiographic
view, multiple bilateral and symmetric lucent lesions
were observed which continued to the neck of the con-
dyle. In comparing the current and previous panoramic
radiographs, the improvement in the anterior areas was
observed.

The patient also reported the symptoms of eye pain and
severe headache; therefore, he was referred to a neurol-
ogist to examine the cranial nerves and ensure that the
skull floor is not involved. According to CT and MRI
reports and neurological examinations, the normality of
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cranial nerves and skull was confirmed. In history taking
and examination of other family members, the patient’s
sister also showed similar manifestations. Based on the
patient’s facial appearance and observation of a similar
facial appearance in other family members, multiple bilat-
eral symmetric lucent lesions, and an increase in alkaline
phosphatase, cherubism was diagnosed.

Discussion

Cherubism is a rare benign bone disease inherited in an
autosomal dominant manner. The signs and symptoms
depend on the severity of condition and range from no
clinically or radiographically detectable to deformation of
the mandible or maxilla with impaired vision and hearing.
Cherubism is a clinically well-characterized disease pre-
senting bilateral expansion of the jaw. It is diagnosed by
clinical and radiographic examinations, complemented
by histopathological examination. Despite the common
manifestations and age in patients, cherubism can show
different manifestations; lack of attention to the patient’s
history can lead to misdiagnosis by the pathologist and
unnecessary treatments. Nowadays, genetic tests should
be used for the confirmed diagnosis of cherubism. Due
to being a self-limiting condition, non-invasive treatments
are preferred; however, surgical management is some-
times required for cosmetic reasons.
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