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The disease occurs more frequently in males. No ethnic predilection
has been obscrved.> Most of the cases are recognized clinically and
roentgenographically during childhood from the second to the fifth
years of life. The carliest age at which the disease has been dfagnosed
is 18 months.6 Facial swelling is the initial abnormality most often
noticed. The disease has been called Cherubism by Jones bcc:}usc the
fullness of the cheek gives a cherubic appearance in a classical case.!
Other patients may come to the attention of the physician because
of loss of teeth or noneruption of permanent molars. The facial swelling
is painless and is typically symmetrical. Rarely only one side may be
involved. There are only 3 such cases with radiological proof reported
in the literature.” 8 9 The diagnosis in these cases depended :on the
demonstration of bilateral involvement in the relatives. The mandible
is always involved but maxillary involvement is less frequent and does
not occur in the absence of mandibular disease. Maxillary discase itself
varies in its severity from slight expansion of the maxillary tuberosity
to gross expansion and deformity of the entire bone. With advanced
maxillary disease, there is complete obliteration of the maxillary sinuses.

The greatest expansion of the jawbones occurs within the first
few years after the onset of the disease. This is followed by a spontaneous
arrest in this growth and then regression in the swelling which begins
in late childhood and continues after puberty. By middle age, there
are a few radiographically detectable residual changes in the mandlblc
but the patients have no striking clinical abnormality. -

Dental abnormalities are frequently seen and are secondary to the
bone lesions. These abnormalities are delayed eruption, missing or
displaced teeth and sometimes the absence of permanent molars.!0 I

Enlarged submaxillary lymph nodes are present in most of the
patients first seen at 6 years of age or younger as is the case with our
patient. Histologic examination of these nodes have revealed nonspccific
changes such as reticuloendothelial hyperplasia, prominence of. germi-
nal centers and fibrosis.! 12 3 These changes may be secondary to
gingival inflammation du¢ to malposition of the teeth.6 7 There is
probably no direct relationship between the osscous discase and the
lymphadenopathy, especially since the latter does not always accom-
pany cherubism.

Routine blood and urine examinations and serum calcium and
phosphorus levels have always been normal in cases of cherubism.
Alkaline phosphatase level has been observed to be elevated in some









110 @ CHERUBISM

Tr:uc giant cell tumour occurs in an older age group. It is not
bilaterally symmetric and is found “extremely rarely in the jawbones’.22
Similarly bilateral odontogenic cysts could theoretically simulate
cherubism but they have not been described in patients less than 5
years of age. Infantile cortical hyperostosis may affect siblings, but
it usually occurs during the first six months of life and is characterized

by cortical thickening of the mandible without any cystic changes
in the bone.?

h 4

Hyperparathyroidism may produce cystic lesions in the mandible
but serum calcium and renal phosphate excretion tests together with

the typical roentgen signs in the phalanges should establish the diag-
nosis without any difficulty.#

Since cherubism is usually a self-limited disease declining with
age, mild lesions which can only be de;'tcctcd roentgenographically
do not require any treatment. These patients should be followed for
the possibility of any sudden jaw growth that would necessitate surgery.
When- there is significant enlargement and deformity of the bone,
through surgical curcttement of the lesion with preservation of the
permanent teeth should be performed. Hammer et al. have reported
excellent results from this approach.?> However there are other reports
of patients in whom surgical intervention has precipitated the recur-
rence of the tumor with rapid destruction of the jaws.!! 1* It would
be wise to be guarded as to the prognosis following surgery since this
apparently varies according to the individual patient. Radiotherapy
has been used in some patients with limited success and does not appear
to be the treatment of choice in this disease.

IS

Summary

Clierubism is a distinctive hereditary form of fibrous dysplasia
which ;primarily involves the jaws. It has its onset in early childhood
and usually reggresses following puberty. Adults who have had this
diseas¢’ during their childhood have little or no sequallae. Pertinent
clinical’ and radiological features of this rare entity are reviewed and
a new’ case report is presented.
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