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A Case of Extensive Polyostotic Fibrous Dysplasia
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ABSTRACT

&+3| X[ 2000 ; 30 : 117-122

Fibrous dysplasia is a benign disorder of bone consisting of intramedullary proliferation of fibrous tissue and
irregularly distributed, poorly developed bone. The disease manifests itself in the monostotic form in which only
one bone is involved and the polyostotic form in which multiple bones at different sites are affected. We reported a
extensive case of polyostotic fibrous dysplasia with involvement of craniofacial bones, mandible, ribs and
extremities. A 18-year-old man showed remarkable right facial swelling who had been treated on right femur 3
years ago with a bone graft for pathologic fracture and he recognized facial swelling 5 years ago. Extraoral
radiograms and computed tomogram showed diffuse sclerosis with a ground glass appearance of the most cranial
bones, facial bones. The right mandibular lesion showed very expansile lesion with mottled appearance. Bone scans
showed mutifocal increased uptakes in craniofacial bones, right mandible, bilaterally in ribs, humerus, femur, tibia
and characteristic varus deformity of right femur (shepherd’s crook defomity). This case showed exceptionally
bilateral, extensive nature of bone lesion and didn’t show any features of skin pigmentation and endocrine

disturbances. (Korean J Oral Maxillofac Radiol 2000 ; 30 : 117-122)
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Fig. 1. Marked right facial swelling and resultant facial disfigure-
ment.

Fig. 2. A, B, C. Plain X-ray films of mandible show mixed radiolucent and radioaque lesion with cortical expansion and thinning.
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Fig. 3. A, B. Axial images demonstrate diffuse sclerosis and radiolucency of sphenoidal, temporal, occipital bones, and obliteration of
right ethmoid and sphenoid sinus. Also note expansile, mottled appearance of the mandible.

Fig. 4. A, B. Coronal images show diffuse sclerosis and thickening with a ground glass appearance of the most cranial bones, facial bones,
and right mandible. The mandibular lesion shows very expansile nature.
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Fig. 5. Bone scans show mutifocal increased uptakes in skull,
facial bones, mandible, ribs, upper limb bones. Note characteristic
deformity of right femur with increased uptakes, so called she-
pherd’s crook defomity.

Fig. 6. Histopathological finding shows immature woven bones
arranged in fisher’s hook fashion and osteoblastic rimming is not
observed.
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