Unusual presentation of more common disease/injury
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CASE REPORT

Immature fibrous dysplasia: a mixed radio-opaque

radiolucent lesion

Preeti P Nair," Darpan Bhargava,” Shaji Thomas, K Shreenivas®

SUMMARY

Fibrous dysplasia is a bone pathology characterised by
abnormal differentiation of osteoblasts leading to
replacement of normal marrow and cancellous bone by
immature bone and fibrous stroma. A case report of a
20-year-old female patient with a chief complaint of a
swelling in the right upper back tooth region, of

6 months duration which was diagnosed as an immature
fibrous dysplasia is presented.

BACKGROUND

Fibrous dysplasia was first described by Lichtenstein
in 1938." Fibrous dysplasia is a bone pathology
characterised by abnormal differentiation of osteo-
blasts leading to the replacement of normal marrow
and cancellous bone by immature bone and fibrous
stroma.” The fibroblastic proliferation and imma-
ture woven bone have been traced to a mutation in
the Gsa gene at chromosome 20q13.2-13.3.3 *
The usual course of the disease involves an osteo-
lytic stage and fibro-osteoblatic proliferation. The
osteolysis process destroys the normal bony archi-
tecture in the affected region followed by depos-
ition of a fibrous stroma. The fibrous stroma
gradually proceeds to calcification in the form of
an immature woven bone.

CASE PRESENTATION

A 20-year-old female patient reported to the out-
patient department of oral and maxillofacial
surgery with a chief complaint of a swelling in the
right upper back tooth region, of 6 months dur-
ation. Relevant medical history revealed that
patient had developed pain in right maxillary pos-
terior region 2 years back, for which she got her
second maxillary molar extracted. With the initial
intervention the pain subsided and she remained
asymptomatic for 6 months. After a year following
dental extraction, she again developed pain in the
same region. This time her first right maxillary
molar was also extracted based on a suspicion of
pain of dental origin at the same clinic, where
patient was also advised a course of clindamycin,
due to a suspicion of osteomylitis. After this, a
palatal swelling appeared in the region of the
extracted teeth, which was associated with dull
aching pain, which bought the patient to us. The
patient gave a history of a very slow increase in size
of the swelling since then. On clinical examination,
the swelling extended from the second right maxil-
lary premolar to the third right maxillary molar.
The second right maxillary premolar was mobile
(grade II) and the swelling was tender on palpation.

The right maxillary posterior vestibule was obliter-
ated. The firm swelling was limited to 2 cm from
the mid palate in its medial extent. Based on the
consistency and inspectory findings, a provisional
diagnosis of malignant bony pathology was
considered.

INVESTIGATIONS

CT scan was advised for radiological assessment of
the lesion. CT scan revealed a radiolucent lesion
with specks of radiodensities in the mass and the
destruction of normal bony architecture in the
region. The CT scan findings pointed toward the
working diagnosis of an ossifying fibroma of the
right posterior maxillary region (figure 1). An inci-
sional biopsy was planned to confirm the diagnosis
before subjecting the patient for complete excision
of the pathological mass.

The incisional biopsy specimen when processed
with the standard protocol for H&E staining
revealed osseous structures in a fibrous stoma, sug-
gestive of a fibro-osseous lesion.

DIFFERENTIAL DIAGNOSIS

As the case was initially presented to the depart-
ment, a suspicion of a malignant bony pathology
was high among all the differentials, considering
the duration of the pathology. Incisional biopsy
pointed toward a diagnosis of a fibro-osseous lesion
in posterior maxilla.

TREATMENT

The complete surgical excision of the mass was
done after reflection of a triangular buccal flap
from first right maxillary premolar to the third

Figure 1

CT image (coronal) showing the right
posterior maxillary lesion with calcifications.
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Figure 2 Right posterior maxillary alveolus after resection of the
lesion.

molar region (figures 2 and 3). The second right maxillary pre-
molar and the third molar were clinically involved in the patho-
logical mass, and were extracted during the excision of the
lesion. The excised specimen was subjected to the histopatho-
logical examination which confirmed the diagnosis of maturing
fibrous dysplasia (figure 4).

OUTCOME AND FOLLOW-UP

Postexcision, the patient had reduction in pain with satisfactory
healing at the surgical site. The patient was rehabilitated with an
immediate denture (figures 5 and 6).

DISCUSSION

Fibro-osseous lesions are characterised by replacement of
normal bone with pathological calcifications in a hypercellular
fibroblastic marrow.® Fibrous dysplasia is common benign
fibro-osseous pathology that affects the jawbones.® Fibrous dys-
plasia usually arises within the first or second decades of
life. The incidence of craniofacial involvement in fibrous dyspla-
sia has been reported as 10-25% in the monostotic form and
50-90% in polyostotic form.” Fibrous dysplasia involving the
craniofacial complex can be broadly classified into monostotic,
polyostotic or polyostotic with associated endocrinopathy

Figure 3

Resected specimen.

Figure 4 Chinese letter pattern of calcification typical of fibrous
dysplasia (40x H&E).

(Jaffe-Lichtenstein syndrome, McCune-Albright syndrome, and
Mazabraud syndrome). The monostotic forms limiting to the
bones of the cranio-facial skeleton are better classified as ‘cra-
niofacial fibrous dysplasia’ because of the suture crossing charac-
ter of the pathology in this region. The wusual clinical
presentation is of a slow-growing, painless expansion of the
affected bone.® In the case presented, patient was in second
decade of her life and contrasting to the reviewed literature,
patient presented with pain in the right posterior maxillary
region. The radiographic appearance of fibrous dysplasia differs
with the stage of development and ossification and is described
as well defined and radiolucent at initial stages to largely scler-
otic matured forms. Classically fibrous dysplasia is represented
as a ground-glass or orange-peel appearance which blends with
normal surrounding bone.> The lesion in the patient presented
in this case report appeared as mixed radio-opaque and radio-
lucent, correlating with the stage of initial calcifications in a
fibrous stroma. Loss of lamina dura in the involved teeth is a
characteristic finding in classical fibrous dysplasia.*'® Two of
the maxillary molars (16, 17) were missing at the presentation
in the out-patient department, out of the other two teeth (15,
18) which were involved in the lesion; the second maxillary pre-
molar did not show any loss of lamina dura. The maxillary
third molar had partial loss of the lamina dura. This presenta-
tion may be a feature of the initial osteolytic stage with fibrous
tissue deposition and preliminary phase of woven trabaculae for-
mation. A clear surgical plane for dissection was noted between

Figure 5 Surgical site at the fifth postoperative day.
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Learning points

» Immature fibrous dysplasia of maxillofacial region may have
a varied radiographic presentation from a radiolucent to
mixed to a matured radiolucent lesion, and therefore should
be considered as an important differential diagnosis in all
three forms of presentation.

» Fibrous dysplasia may present clinically mimicking a bony
malignancy.

» Histopathology remains a gold standard to the diagnosis of
fibrous dysplasias.
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