Case Report

DOI: 10.18231/2395-1362.2018.0042

Atypical ossifying fibroma of forearm bones
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Abstract

Introduction: Ossifying fibroma is a rare tumor seen in children in diaphysis of tibia or fibula, maxilla, mandible or temporal
bone. Its clinical and histological picture have variable and confusing features.

The case report hereunder describes an atypical case of ossifying fibroma involving both radius and ulna in an adolescent girl.
Benign on the basis of history, the case had features of aggressive tumor on clinical and radiological examination. Histopathology
did not show any features of malignancy. The patient underwent excisional biopsy followed by below elbow amputation. The
patient remains asy mptomatic without any features of recurrence 24 months post-surgery.
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Introduction

Ossifying fibroma of long bones, better known as
osteofibrous dysplasia, is also known as campanacci
disease. It is a rare lesion usually affecting mandible,
maxilla, and temporal bone.?* It is rare in long bones
and commonly involves tibia or fibula at diaphysis.! It
shares clinical and imaging features with several other
pathologies such as fibrous dysplasia and
adamantinoma. It shares histological features with other
bone tumors and often cannot be distinguished without
good experience in musculo skeletal pathology.

The case report herein describes an atypical case of
ossifying fibroma arising from distal radius and
involving ulna along with extension to volar and dorsal
side in a slow painless manner. Clinically and
radiologically the tumor had features of an aggressive
neoplasm and was managed by amputation due to
extensive soft tissue involvement.

Case Report

A 20 years old female presented to the orthopedic
service of a rural tertiary care hospital with complaint
of slowly progressive swelling in the distal third of left
forearm for 8 wyears. The swelling had started
spontaneously, without any history of trauma, fever or
pain and had progressed gradually for initial six years.
The rate of growth had increased in the last two years.
There was no loss of appetite or loss of weight. The
patient was managing household chores with moderate
difficulty due to size of swelling and restriction of
movements of forearm and wrist.

Examination  revealed  circumferential,  hard
swelling of size 12cm length and 8cm width at the
maximum prominence in lower third of left forearm.
Temperature was slightly raised and surface was
smooth and lobulated. Consistency was uniformly hard
except for two small areas where the feel was firm. The
swelling was involving both radius and ulna bones, and
it was not possible to palpate the bones in the area of

swelling. The left forearm was fixed in midprone
position and the wrist in neutral position. There was no
neuro vascular deficit, and forearm and wrist did not
have more than a jog of movement. The elbow joint
was normal. Circumference of forearm was 15 cm more
than the normal side. There was no lymphadenopathy.

X-ray of the forearm showed dense sclerotic
swelling involving lower thirds of ulna and radius. The
swelling was involving interosseous space and was
spreading out all around the forearm. Margins were
well defined with certain areas showing irregularity
(Fig. 1). X-ray skull, pelvis and chest did not show any
abnormality. Patient’s blood investigations were within
normal limits.

MRI of left forearm with wrist (Fig. 2) showed
large well defined lobulated altered signal intensity
lesion of size 11.5cm x 7.1 cm in the distal forearm
arising from the diaphysis of distal radius and involving
the distal ulna. The lesion was heterogeneously
isointense on T1W1 and hyperintense on T2W2.
Cortical breach was noted on the medial aspects of both
the bones, with associated large soft tissue component
extending into both flexor and extensor compartment of
distal forearm, abutting and displacing the tendons.
Calcified soft tissue was seen extending across the wrist
joint involving the flexor retinaculum. Sunburst type of
periosteal reaction was seen in the distal ulna involving
the interosseous membrane.

Clinico-radiologically the diagnosis was
considered as Osteochondroma with malignant
transformation. FNAC was done from the margin of the
swelling, which did not show any malignant cells.

The patient was offered the choice of below elbow
amputation in view of extensive involvement of the soft
tissues, aggressive nature of the lesion practical
difficulties of total tumor excision and possibility of
poor post operative function. As the patient was
unwilling for amputation, she underwent excisional
biopsy. Per operatively, identification of nerves and
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vessels was impossible and the bony tumor tissue was
found extending circumferentially and destroying
deeper muscles. The radial artery got damaged during
dissection. Left diaphyseal fibular graft fromthe patient
was used to create single bone (ulna) forearm after
excision of the tumor along with involved parts of the
radius and ulna (Fig. 3). Post operatively the fingers,
hand and the lower forearm gradually developed
gangrene. The patient underwent below elbow
amputation after the line of demarcation was
established. The wound healed uneventfully. Excised
tumor was sent for histopathological examination. Its
multiple sections were studied as some of the findings
were  mimicking as  moderately differentiated
fibrosarcoma. On multiple sections it showed normal
bony trabeculae at periphery without destruction or
scalloping. In between the trabeculae, proliferating
spindle cell lesion was visible. Spindle cells with o . .
elongated nuclei were arranged in small whorls with the ~ F19- 1: X ray antero-posterior and lateral views of
nuclei showing aggressive morphology. Histological ~ I€ft forearm with wrist showing radiodense
features were suggestive of ossifying fibroma (Fig. 4). circumferential swelling involving lover third of
The patient remains asymptomatic 24 months after ~ Fadius, ulna and interosseous space
the surgery.
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Fig. 2: MRI of forearm (sagittal, axial and coronal views) showing involvement of distal third of radius and
ulna with extensive inwlvement of soft tissues
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Fig. 3: X ray after excisional biopsy and fibular
grafting

Fig. 4: Histopathology showing spindle cells with
elongated nuclei arranged inwhorls. No evidence of
malignancy seen

Discussion

Ossifying fibroma is a rare tumor. Only about 70
cases have been the reported in the English literature >
Long bone involvement is common in tibia and fibula.®”
8 Involvement of other long bones is rare.>** Ulna and
radius involvement is reported in isolation.>!? Its
aggressive behavior and recurrence have been noted in
many studies.>® Regression of the tumor after fracture
is also reported.

Most commonly, the tumor occurs in children of 10
years of age or younger. Our patient started having the
swelling around 14 years of age. Wang et al also
reported three cases in more than 10 years age group.’
Normally, the tumor involves one bone as against
involvement of both radius and ulna in the present case.
Common findings on radiograph include a multilocular
radiolucent lesion with sclerotic rim around the lesion.
The usual mode of treatment is curettage and bone
grafting. The present case is atypical in most of its
features. It started at a late age and instead of remaining

localized to radius, where it started first, it grew out of
the bone and involved all surrounding tissues including
the ulna. Its aggressive tendency was apparent on
palpation on account of the variable consistency. The
radiograph and MRI suggested the aggressive behavior
clearly. It was not possible to treat it in the usual way
due to extensive soft tissue involvement. The tumor
though, aggressive was not malignant as histologically,
no malignant cells were seen and the findings were
suggestive of ossifying fibroma. The patient is
asymptomatic at 24 months of follow up and needs
regular follow up for detection of any recurrence.
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