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INTRODUCTION 

Orbital tumors in young patients have a low incidence.1 

The most important problem is to know its stage of 

malignancy and its possible therapeutic problems. The 

radiological study and the pathologist’s result will define 

the action to carry out as well as its prognosis. 

Orbit surgery is a multidisciplinary approach in which 

otorhinolaryngologists, maxillofacial, neurosurgery, 

oculoplastic and head and neck specialists can compete. 

Undoubtedly the role of the pathologist in the detailed 

diagnosis is a key part. Histological diagnosis is not 

always easy and especially in these cases of 

psammomatoid variant tumors.  

CASE REPORT 

We report a case of a 19-year-old male from Ethiopia 

presenting with progressive proptosis and slight 

downward displacement of the left eye for approximately 

one year. He had no associated pain or loss of visual 

acuity, no diplopia. On examination, no lesions were 

palpable on the edges of the left orbit. 

Imaging studies (Figure 1) showed a lesion on the roof of 

the left orbit, originating from the frontal bone, with well-

defined borders, 31×30×25mm of diameter, and multiple 

cystic-like small lesions inside. It caused downward 

displacement of the superior rectus muscle, and also of 

the optic nerve, that maintained its normal thickness and 

signal. Superiorly, the lesion produced compression of 

the left frontal lobe.  

The patient underwent surgery for removal of the tumor. 

A bilateral supraciliary skin incision was made to the 

depth of the periosteum, and a superiorly based flat was 

secured with traction sutures to aid exposure (Figure 2). 

Downward detachment of the periorbita was followed by 

drilling of the upper left orbital bone rim that allowed 

exposure of the orbital side of the tumor, which extended 
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to the left frontal sinus. It was completely removed, 

maintaining the integrity of the upper cortical and the 

meninges. The orbital roof was reconstructed with a 

titanium mesh held in place by screws. 

 

Figure 1: Preoperative CT scan, (A) coronal (B) axial 

(C) sagittal views, (D, E) MRI scan T1-weighted (F, G) 

T2-weighted showing a well-defined lesion on the left 

orbital roof. 

 

Figure 2: Images of the surgical intervention and the 

patient: (A) superiorly based flap, (B) tumor already 

removed, periorbita (arrow), orbital fat (arrowhead), 

(C) titanium mesh, (D) specimen of the tumor in 

pieces, (E) preoperative slight downward 

displacement of the left eye, (F) postoperative at 2 

months, ocular globes aligned. 

The histopathological exam showed a fibro-osseous 

tumor formed by a proliferation of elongated cells on a 

collagen-rich stroma. Amongst these cells, a large 

number of psammomatoid structures of varying sizes, 

markedly mineralized, were observed. No cell atypia, 

necrosis or atypical figures of mitosis were observed. 

This is compatible with the diagnosis of juvenile 

ossifying fibroma, psammomatoid variant. 

Two months postoperatively the patient had no 

symptoms, the CT scan showed no recurrence, and the 

titanium plate was in place (Figure 2). 

DISCUSSION 

Ossifying fibromas (OF) are uncommon fibro-osseous 

neoplasms that occur in the craniofacial skeleton, that, 

although benign, can have a local aggressive behavior.1 

There are two forms of the disease: a conventional form, 

also called cemento-ossifying, with an odontogenic origin 

that predominantly affects the mandibles of women in 

their third decade of life; and a juvenile form, rarer, that 

usually presents in men at a younger age, even during 

childhood. Juvenile Ossifying Fibroma (JOF) tends to 

grow more rapidly, and mostly affects the maxilla.2,3 

JOF manifests as a space-occupying lesion with a 

demarcation from the surrounding bone, as a painless 

swelling with rapid growth, that can cause facial 

asymmetry.1,4 

JOF has two different histopathological variants, the 

psammomatoid and the trabecular. The first is 

characterized by numerous small, rounded calcifications, 

called psammoma bodies, or sometimes “ossicules”, 

embedded in a cellular fibrous stroma; the second shows 

loose fibroblastic tissue with areas of collagen 

condensation, with subsequent deposition of minerals 

leading to the formation of trabeculae of woven bone.3,5 

Psammomatoid JOF seems to be more prevalent, arises 

around paranasal sinuses and orbits, as well as the 

maxilla, is more aggressive and has a higher recurrence 

rate, whereas trabecular JOF mainly affects the maxilla 

and mandible.2,3,5 

Although the incidence of JOF is not known, a recent 

systematic review of JOF of the jaws and paranasal 

sinuses found 491 cases reported in the literature until 

march 2019.5 

Orbital OF are very rare. Orbital involvement mostly 

occurs secondary to lesions that arise from the bony walls 

of paranasal sinuses or in the orbital plate of the frontal 

bone.6 Over 90 cases of OF involving the orbit have been 

described in the literature, and the vast majority of these 

cases belong to the psammomatoid variant.7 

The presenting symptoms of an orbital JOF will vary 

according to the size and location of the tumor, from 

painless bone swelling, globe displacement, to diplopia, 

and visual impairment due to apical compression. Our 
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patient noticed proptosis, with no other accompanying 

symptoms. 

Although it is a benign tumor, its growth can cause not 

only local destruction and facial disfigurement, but also 

invasion of adjacent vital structures. Thus, complete 

resection is the treatment of choice.1,5,8 With our patient, 

the decision was made to operate to avoid the 

development of symptoms of optic nerve compression, 

since MRI images already showed caudal displacement 

of the nerve. Radiotherapy is contraindicated.3 

Considering the tumor’s size and location, approach 

options were transcranial via the anterior fossa 

(neurosurgical approach), or transfrontal, either through a 

bi-coronal incision, or a supraciliary incision, which was 

the one chosen for our patient. A titanium mesh was 

placed to restore the left orbital roof, aligned with the 

right side. 

Recurrence after resection has been reported from 30 to 

56% which could be related to incomplete excision.2,3 No 

malignant transformation is reported in the literature.2 

Long-term monitoring is advised, especially in the 

presence of a psammomatoid histopathology, as is the 

case of our patient.8 

CONCLUSION 

Juvenile Ossifying fibroma is a rare benign tumor of the 

craniofacial skeleton, histologically benign but locally 

aggressive. The orbit is a very rare site of involvement, 

with risk of potential compromise of the optic nerve. 

Early diagnosis and thorough treatment are crucial to 

avoid damage to vital intracranial structures. Surgical 

removal is the treatment of choice for these tumors. We 

also highlight the importance of regular patient follow-up 

because of high recurrence rates.  
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