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INTRODUCTION

Osteosarcomas (OSs) are malignant bone tumors 
characterized by formation of disorganized immature 
osteoid bone.[1-5] It accounts for 15-35% of all primary bone 
tumors, and is the second most common malignant bone 
tumor after multiple myeloma.[1,2] OS of jaw bones are 
uncommon, representing 4-8% of all osteosarcomas.[2,4-7]  
Bones with fastest rates of growth have the highest 
frequency of occurrence. It may occur inside the bones 
(intramedullary), or on the surfaces of bones, and in 
extraosseous sites. Rarely, extraskeletal osteosarcoma arise 
in soft tissues, commonly in thigh, upper extremity, and 
retroperitoneum, with no case reports of any in the oral 
cavity.[8]

Men develop OS more frequently than women.[4,5,9] 
Among osteosarcomas of jaws, 60% were men.[10] The  

Osteosarcoma of maxilla mimicking 
neurofibroma

age-specific frequencies and incidence rates of conventional 
osteosarcoma is bimodal, whereas the peak incidence for 
jaw osteosarcomas were in the third and fourth decade.[1,5,9] 
OS of jaws show a predilection for mandible, however few 
studies found that it affects the mandible and maxilla almost 
equally.[4,5,9-11] Mandibular tumors arise more frequently in 
posterior horizontal ramus whereas maxillary lesions are 
commonly discovered in alveolar ridge, sinus floor and 
palate.[5,11,12]

The most common presenting features are swelling, pain, 
ulceration, and neurological disorders. The average time 
between presentation of symptoms and diagnosis range 
from 3 months to 5 months. This article presents an unusual 
case of a 72-year-old female patient which was initially 
misdiagnosed as a neurofibroma on histopathologic 
examination.

CASE REPORT

A 72-year-old female patient reported to the department 
with the complaint of a growth on her right upper back 
tooth region since 1 week. Growth started 1 week after the 
extraction of tooth in the same area. It was associated with 
severe pain and difficulty in opening the mouth. She also 
reported excessive discharge in her right eye, paresthesia 
over right infra orbital region, and bleeding from right 
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ABSTRACT

Osteosarcoma (OS) is a primary malignant bone tumor producing osteoid or bone. It occurs less frequently in the jaws and in maxilla 
occurrence is rare. Jaws are less affected compared to long bones (4-13%). The mean age of occurrence is third to fourth decade. The 
histopathologic features of OS are highly variable. Herein, we report a rare case of a 72 year old female patient with a swelling in 
right posterior maxilla, whose clinical, radiographic findings were non-specific, An initial incisional biopsy confirmed neurofibroma. 
Later, a wide surgical excision was done as there was a spontaneous exacerbation of the growth, and histopathology report came as 
chondroblastic osteosarcoma.
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nose on forceful expiration and sneezing. Her systemic 
examination did not reveal any abnormal clinical findings.

Intraoral examination revealed a fixed hard, tender 
ulceroproliferative growth measuring 4 × 3 cm with  
ill-defined margins involving the right half of the maxillary 
region. It was extending from distal part of 15 to distal part 
of maxillary tuberosity and from buccal side of residual 
ridge to 1 cm medial to midpalatine raphe. An unhealed 
extraction socket in 16 region was noted. No cervical 
lymphadenopathy was detected.

Computed tomography showed irregular mixed dense 
mass, causing destruction of the alveolar margins of 
the maxilla invading floor and anterior wall of the right 
maxillary sinus, inferior wall of the right orbit and lateral 
wall of nasal fossa [Figure 1]. Chest radiographs, blood tests, 
and abdominal ultrasonography were normal.

An incisional biopsy of the lesion revealed the diagnosis 
of Neurofibroma of the maxilla [Figure 2]. One week after 
the biopsy, patient noticed massive exophytic growth at 
the operated site. Surgical exploration was performed and 
the patient underwent a wide excision of the tumor with 
hemimaxillectomy of the right side. The histopathologic 
examination of the specimen revealed osteoid consisting 
of homogenous irregularly distributed material, chondroid 
areas showed abundant pleomorphism, atypical binucleated 
cells, and large hyperchromatic nuclei with prominent 
nucleoli [Figure 3], that was reported as chondroblastic 
osteosarcoma. The margins of the surgical resection were 
negative for the tumor. Patient is kept on periodic follow-
up, and there was an improvement in her symptoms and 
no recurrence of the lesion was noted.

DISCUSSION

OS is the most common primary malignant tumor of bone. 
Majority of primary bone malignancies arise do novo, but some 
apparently develop in association with recognizable precursors 
such as Paget disease, fibrous dysplasia, bone infarcts, 
chronic osteomyelitis, trauma, and exposure to radiation.[1,6,9] 
It may be associated with genetic predisposition such as 
the Li-Fraumeni or Beckman-Wiederman syndrome.[1,6,9,10] 
Our case appears to have developed de novo as no history of 
any predisposing factors could be elicited from this case. The 
peak incidence for jaw OS is third and fourth decade, which 
is about 10-15 years later than the mean age of long bone 
osteosarcomas.[4,5,9-11] Clinical findings are usually nonspecific, 
which includes swelling, pain, and general discomfort.[2,5,9,11,13] 
This was in accordance with the present case.

Radiographic findings vary from mixed sclerotic to 
radiolucent lesions. “Classic” sunray or sunburst appearance 

due to osteophytic bone production on surface is noted in 
50% of jaw osteosarcoma, best demonstrated in occlusal 
radiographs and computed tomography (CT) scan.[2,5,6,9,11]

Figure 1: Computed tomography showing irregular mixed density mass involving 
right maxillary sinus

Figure 2: Photomicrograph showing highly cellular areas, Schwann cells with 
fibroblasts arranged in the form of fascicles

Figure 3: Photomicrograph showing osteoid production with chondroid areas 
having typical binucleate appearance
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Panoramic radiograph may show Garrington’s sign–
widening of the periodontal ligament space around affected 
teeth, with tapered resorption of tooth roots due to tumor 
infiltration.[2,5,6] The radiographic evaluation of present case 
revealed irregular ill-defined radiolucent areas without 
calcification. Although sun-ray appearance and codman 
triangle are less common in jaws (5, 18) combination of 
sun-ray appearance, widening of Periodontal ligament 
space and mandibular canal are pathognomonic for jaw 
OS. CT scanning and magnetic resonance imaging (MRI) 
can also be effective in tumor diagnosis and determination 
of its invasion to surrounding tissues.

The histopathology of osteosarcoma is highly variable, 
ranging from the more commonly seen osteoblastic and 
Chondroblastic type to the rare variants like myxomatous 
and telangiectatic types.[11,13,14] Chondroblastic osteosarcoma 
is the most common variant of OS in jaw bones, whereas 
osteoblastic osteosarcoma are common variant reported 
in the long bones.[1,5,6,11] Our case was mainly composed 
of lobular areas of malignant cartilage, with only few 
areas of tumor osteoid. Other areas of atypical fibroblast, 
myxoid areas, and bizarre giant cells were identified. Most 
authorities currently believe that even though the lesion 
is composed chiefly of malignant cartilage, it should be 
designated as osteosarcoma if malignant tumor osteoid can 
be identified, rather than chondrosarcoma.[14,15]

Treatment of this lesion is radical surgery consisting of 
complete resection with a margin of normal surrounding 
tissue which usually accompanies radiotherapy or 
chemotherapy. Anatomical limitations in face cause 
some difficulties in achievement of uninvolved margins 
and for this reason local recurrence of the lesion is high 
(between 33% and 69%).[15] The rate of metastasis in this 
lesion is less than long bone osteosarcomas. Present case 
had undergone complete excision of the tumor along with 
hemimaxillectomy.

Its prognosis is dependent not only on clinical and histologic 
parameters, but also on its anatomic site. Clark et al. reported 
that the patients with chondroblastic osteosarcomas of head 
and neck had a better overall survival rate than the patients 
with osteoblastic or fibroblastic tumors. The prognosis of jaw 
osteosarcomas is better than that of long bone osteosarcomas. 
This could be due to better histological differentiation of 
jaw osteosarcomas than long bone osteosarcomas. As jaw 
osteosarcomas occurs at higher mean age, the patients have 
less chance of developing metastases.[14]

CONCLUSION

OS of the maxilla have an aggressive biological behavior 
and are difficult to diagnose clinically alone. Clinicians 

and pathologists should be aware of its characteristics and 
main differential diagnoses to avoid late recognition. Early 
diagnosis and radical surgery with wide surgical margins 
are the keys to a good outcome. It has a better prognosis if 
diagnosed and treated at an early stage.
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