
Page 1 of 3

© AME Case Reports. All rights reserved. AME Case Rep 2019;3:20 | http://dx.doi.org/10.21037/acr.2019.05.05

Introduction

Juvenile ossifying fibroma (JOF) is defined as a fibro-
osseous lesion that is characterized by cell rich fibrous 
tissues, bands of cellular osteoid trabeculae and giant cells 
(1-3). It presents in children younger than 15 years of age, 
behaves aggressively, and tends to recur (2,3). It is a variant 
of ossifying fibroma and also known as “aggressive”, “active” 
or “psammomatoid” ossifying fibroma (4). It is a benign 
condition that however invades into the local surrounding 
structures. 

Unlike classical ossifying fibroma which is commoner in 
the third and fourth decade of life, JOF is very rare and only 
few cases have been reported (5-10). It commonly involves 
the paranasal sinuses, the orbit, the fronto-ethmoid bones 
and the maxilla, although affectation of the mandibular 
bone has also been documented (5,7,9). It has been reported 
to occasionally occur in areas of missing teeth (5). There 
is a slight male predominance and age ranges between 2 to  
15 years (3,6). Recurrence which ranges from 30% to 58% 
has been suggested to be due to the presence of residuals 
after surgery in the maxillary sinus and orbital region. 

JOF presents in similar fashion and often offers 
diagnostic dilemma with other clinical entities such as 
Burkitt lymphoma, fibrous dysplasia, aneurysmal bone cyst, 
osteoblastoma and osteosarcoma. Therefore a high index 

of suspicion is needed when reviewing a case of jaw mass so 
as to prevent misdiagnosis and therefore mismanagement 
of JOF as seen in this 7-year-old boy whose case report is 
outlined below.

Case presentation

The patient is a 7-year-old boy, whose caregiver belongs 
to a low socioeconomic class, presented to our oncology 
unit with a rapidly enlarging right jaw mass. The mass 
progressively increased in size distorting the adjacent 
structures such as the nose, ear and eyes. There was also 
exposure of the buccal mucosa and teeth loss. There was 
associated noisy breathing. There was no swelling in other 
parts of the body and vision was still preserved in the 
affected part.

Clinical examination

Examination findings showed an underweight boy with a 
huge facial mass extending from the right infraorbital region 
superiorly to the jaw with exposure of the buccal mucosa 
and gum with just few teeth. There was upward and lateral 
displacement of the right eye, proptosis and hypertelorism. 
The mass also extended laterally distorting the right ear, 
and in the midline, there was displacement of the right nose, 
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almost obliterating the right nares. The lesion measured 
about 16 cm by 20 cm in its widest diameter as shown in 
Figures 1 and 2 below. 

Investigation

Incisional biopsy was done and the histologic analysis 

confirmed the diagnosis of juvenile psammomatoid ossifying 
fibroma.

Treatment

A right sided hemi-maxillectomy and reconstruction was 
done. The lesion was sent for histology and the diagnosis 
was confirmed. The patient recovered uneventfully after 
surgery without any sequel. Picture of the patient at about 
two weeks post surgery is shown below in Figure 3.

Discussion

JOF is a rare type of fibro-osseus lesion affecting children 
usually less than 15 years. It is a benign odontogenic 
lesion. Pathogenesis is unknown but it appears to be a 
spontaneously occurring neoplasm (11). Aside age, other 
distinctive characteristics of JOF includes high recurrence 
potentials, site of tumor and radiologic appearance (12). 
There are basically two histological variants of JOF; the 
psammomoid and the trabecular types. The former which 
was confirmed in our patient is usually commoner, more 
aggressive and has a high recurrence rate as compared to 
the latter (3). Histologic appearance comprises of trabeculae 
of woven bone, without osteoblastic rimming and bands of 
cellular osteoid, within a cell-rich fibrous tissue (13). About 
85% of JOF originate in the facial bones, with the maxilla 
being more common than the mandible, among which 
90% arises within the paranasal sinuses (ethmoid > frontal 
> maxillary > sphenoid sinus). 12% occurs in the calvarial 
bones and 4% are extracranial (14). Clinical features of JOF 
include facial deformities, proptosis, exophthalmos, nasal 
symptoms and sinusitis.

The differential diagnosis of JOF includes fibrous 
dysplasia, aneurysmal bone cystosteosarcoma, osteoblastoma 
and cement-osseous dysplasia. Burkitt lymphoma is a near 
differential diagnosis in our environment being a tropical 
one. This patient was initially misdiagnosed as a case of 
Burkitt lymphoma and even had some chemotherapy 
sessions before JOF was confirmed. This is a common 
finding in our environment as reported by Osunde et al. (10). 

Surgery is the mainstay of managing JOF and this can 
be achieved by enucleation or curettage for smaller lesions 
and radical excision for larger ones (15). Kaban et al. (16)
suggested thorough curettage or enucleation in combination 
with adjuvant interferon therapy for one year. Follow up 
is necessary as recurrence rate vary from 30% to 58% and 
usually occurs between 6 months and 7 years. Metastasis 

Figure 1 Front view of the patient before surgery.

Figure 2 Side view of the patient before surgery.

Figure 3 Front view of the patient post surgery.
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has not been documented in JOF despite its aggressive local 
behavior. The current patient was followed up for 5 years 
post surgery with no recurrence. 

Conclusions

Being a relatively rare disease with a myriad of closely 
related clinical entities and high local aggressive nature, an 
extremely high index of suspicion is needed for early and 
appropriate management of JOF, to prevent complications 
and recurrence.
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