MALIGNANT TRANSFORMATION OF MULTIPLE ENCHONDROMAS OF THE HAND
INTRODUCTION:

Dyschondroplasia refers to clinical syndromes characterized by abnormal cartilaginous growth in bone.
One form, enchondromas, are benign tumors occurring within the medulla. They most commonly affect the
small bones of the hand in individuals between the age of 10 and 30 years.1 We report a dramatic and
debilitating case of enchondromas occurring at multiple sites in a patient, known as enchondromatosis or
Ollier's disease, with secondary malignant change.

CASE HISTORY:

A 26-year-old male Tibetan presented to our remote hospital at 3900 m near Mt. Everest with several
deforming growths on the dorsum of his left hand. He reported no pain or tenderness. The masses had
grown slowly in size since first noticed at the age of 6 years. He was otherwise in good health.

Review of systemswas unremarkable:

On examination, the man appeared well. Four large masses were obvious on the dorsum of his left hand
(Figure 1). The hand was grossly deformed and only the thumb, A and g" digits had any remaining
motion. The involved 2" and 3¢ digits were fixed without mobility. The masses were hard, non-mobile,
and clearly contiguous with the underlying bones. The second metacarpal mass measured 6.5 cm diameter.
The 3" proximal phalange mass was5 cm diameter. The masses on the 2™ proximal and middle phalanges
measured 3.5 cm and 2.5 cm diameter respectively.

X-rays of the hand revealed that the four lesions described above clearly involve the central bone and
spread to completely distort the overlying cortical bone (Figure 2). Centrally the lesions appear
honeycombed, having irregular radiolucent areas flecked with foci of ossification.

Biopsy of the largest lesion that involved the 2'¥ metacarpal was sent for histopathologic evaluation in
Kathmandu. Microscopic findings of proliferation of chondrocytes without bone formation or inflammation
was consistent with benign enchondroma. However, additional histopathologic and radiographic opinions
obtained from the United States suggest malignant transformation to chondrosarcoma.

Unfortunately, the patient's follow-up is delayed having returned to Tibet by foot over the 5200 m Nangpa
Lapass.

DISCUSSION:

Enchondromatosis or Ollier's disease is a non-hereditary condition thought to be the result of failure of
ossification of cartilage columns in the growth plate, leading to multiple masses of cartilage in the
metaphysis.2 Pathologic fractures may occur from thinning of the overlying cortex. In this particular case,
the multiple sites of enchondromas resulted in marked deformity and impaired function of the involved
hand, and likely malignant transformation.

Diagnosis of enchondroma is commonly made by the characteristic x-ray appearance of irregular
radiolucent areas stippled with ossification densities. Biopsy is usually only required when the lesions are
painful, large or radiographic findings are questionable.3 The x-ray appearance of chondrosarcomas are
large lesions (>5 cm) with ill-defined margins.4 These may required multiple biopsies to confirm a
malignant focus, as our caseillustrates.

Malignant transformation can occur in multiple enchondromas, particularly in bones other than the hands
and feet, but rarely in a single lesion.5 Therefore, repeat radiographic assessment and biopsy may be
needed periodically to monitor for progression of benign appearing lesions. It is possible that our patient
may only recently have had a malignant transformation given the recent enlargement of hislesions.



Treatment of enchondromasis only necessary for larger, symptomatic lesions, and involves curettage of the
lesion with bone grafting. For chondrosarcomas, wide excision is the standard as chemotherapy or radiation
are generaly ineffective.6 The patient would likely benefit from a ray resection of this 94 and 3¢
metacarpals and phalanges to remove the tumor and improve functional use of the hand.
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