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A Cherubism with Aneurysmal Bone Cyst
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A Cherubism with Aneurysmal Bone Cyst

We report the case of a young man who had cherubism, with second-
ary aneurysmal bone (ABC) cyst change, to illustrate the clinical char-
acteristics and imaging findings.

A 26-year-old Chinese man was referred to our hospital in Febru-
ary 2006 for maxillofacial consultation. In June 2000, we curetted the
enlarged right maxilla, and a pathologic diagnosis of fibrous dysplasia
was made. A half-year later, the patient was re-admitted with swelling
of the jaws, which had grown rapidly. In the past year before admis-
sion, the lesion had been stable. There was no family history of a
similar condition.

CT scans showed expansile osseous remodeling with a multilocu-
lar appearance and a coarse trabecular pattern affecting the bilateral
mandibular bodies and right maxilla (Fig 1). The cysts had fluid-fluid
levels. MR imaging showed homogeneous isointensity, including a
partial slight low-signal-intensity area on T1-weighted imaging and
slight heterogeneous isointensity, including partial high signal inten-
sity, on T2-weighted imaging. The patient underwent curettage. The
histopathologic and radiologic findings were suggestive of cherubism
with secondary ABC change.

Cherubism is an autosomal dominant inherited disease.' It was
first described by Jones in 1933* as a “familial multilocular cystic
disease of the jaws.” Clinically, symmetric swelling and an indolent
course are characteristic. The mandible is affected more extensively.
Maxillary involvement is less extensive and does not occur in the
absence of mandibular disease.

ABCs are benign expansile lesions that can be classified as primary
(65%) or secondary (35%).” Secondary ABC is a pathologic entity
that is superimposed on a pre-existing lesion. The most common is
giant cell tumor, which accounts for 19%-39% of those cases in which
the preceding lesion is found. Giant cell lesions of the jaw bone in-
clude giant cell reparative granuloma, brown tumor of hyperparathy-
roidism, true giant cell tumor, cherubism, and ABC. The typical ra-

diographic appearance of a primary ABC is an eccentric, expanded,
and sometimes destructive osteolytic lesion that may contain internal
septa. CT and MR imaging often show multiple fluid levels contained
within thin-walled vascular cystic spaces. The fluid levels represent
hemorrhage. Most (80%) secondary ABCs show the radiographic
characteristics of the pre-existing tumor.

Because cherubism may have multilocular radiolucencies with a
coarse trabecular pattern, it may be difficult radiographically and
pathologically to distinguish between ABC and the spontaneous
bleeding into cystic areas of cherubism. In most cases, the radio-
graphic and clinical appearance of the underlying abnormality pre-
dominates. To our knowledge, there have been no previous reports of
ABC arising in cherubism.

Curettage is the treatment of choice. No clinical sign of recurrence
in our patient was observed in the 36 months after the curettage was
performed.
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Fig 1. A and B, Axial CT scans show the extent of the bilateral mandible and right maxilla bone. Note osseous expansile remodeling and a multilocular contour with a coarse trabecular

pattern. The cysts have fluid-fluid levels (arrows)
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