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Fibrous dysplasia

Objectives
1.  Destribe differing patterns of involvement noted in patients having fibrous
dysplasia of bone

2. Describe the pathology of fibrous dysplasia
Discuss the genetic anomalies associated with fibrous dysplasia

4.  Discussthe naturd history and results of trestment of bony deformity secondary
to fibrous dysplasia

w

Discussion points
1.  What bones are most often affected with fibrous dysplasia?
2. Why isfibrous dysplasa so difficult to treat effectively?

Discussion

Fibrous dysplasais an annoying and intriguing benign bone leson. It isnot aneoplada,
but a developmental abnormdity. It can present in amonogtotic or polyostotic form.
The polyostotic form generally is more severe and tends to be unilatera, the monostotic
is fortunately more common. Albright's syndrome consists of cutaneous pigmentation,
polyostotic fibrous dysplasia, and precocious puberty in girls. Other endocrine
abnormalities have been noted with the polyostatic form. Fibrous dysplasaoverdl hasa
dight femde preponderance. Radiographicdly, the appearance is somewhat variable.
Thelesonisusudly digphysed. The cortex is expanded, with the "ground glass'
gppearance of the medullary cand. Cacification may be present. Radionuclide scans are
markedly positive, out of proportion to the radiographic appearance. Microscopicaly,
fibrous dysplasa has a very characteristic gppearance, with irregular strands of osteoid
and bone in a background of fibroustissue. Thelesons of fibrous dysplasia are difficult
to treat. Curettage isineffective, especidly in childhood. If cancdlous graft is placed, it
will be absorbed. Enneking and Gearen recommended replacement of the lesion with
cortica alograft, which would resist absorption by the host bone and provide structura
gability. Guile noted that the lesion never heded, and the only way to improve function
was with vagus osteotomy of the proxima femur to improve the biomechanics,
essentidly ignoring the lesion. Vascularized bone grafting has been reported as effective
for lesons of the upper limb.

Fibrous dysplasiais of interest from a genetic stlandpoint, because it appearsto be a
somdtic mutetion, in that the mutation occurs after fertilization in some subsequent cdll
divison. The ste of the mutation has been located, the gene for the apha subunit of



gimulatory guanine-nucleotide-binding protein, a protein that stimulates cyclic adenosine
monophosphate is mutated. This defect has been found both in polyostotic and
monogtotic forms of fibrous dysplasa The ultimate thergpy for fibrous dysplasawill

very likely be derived from recombinant protein resulting from further investigation of

the genetic control of this condition. Pamidronate has recently been shown to have a
beneficid effect on the ability to successfully instrument bony lesions of fibrous

dysplasia associated with McCune-Albright syndrome. Maignancy has been

documented in about 2% of cases followed at the Mayo clinic. Prior radiation was
associated with some, but not al of thelesons. Radiation therapy does not appear to be a
logical treatment at present.
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