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= Abstract =

Maffucci’s Syndrome — A Case Report —

Duk Yong Lee, M.D., Moon Sang Chung, M.D. and Seo Yong Lee, M.D.

Department of Orthopedic Surgery, College of Medicine, Seoul National University, Seoul, Korea

Maffucci’s syndrome was first reported by Maffucci, an Italian, in 1881. It is manifested by unilateral multiple
hemangiomas and enchondromas. It is congenital but is not hereditary.

We encountered a case of this rare syndrome, with which bleeding tendency was combined.

All who have multiple hemangioma on his unilateral side of the body should be checked with bone X-rays to rule

out this syndrome.

This syndrome is noted for transformation to malignant tumors. When there is pain or enlargenent of the tumor

without any significant trauma, biopsy is in order.

There can develop bleeding tendency due to microangiopathic coagulopathy which is associated with throm-

bocytopenia and hypofibrinogenemia.

Key Works : Maffucci’s syndrome, Hemangioma, Enchondroma.
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69%, activated P.T.T.; 47" (A 4% ; 28" —38"), fibrin- degradation product; 40ug 1 /ml (Y45 ; 10ug | /ml)
ogen; 75mg/dl (42 ;200 — 400mg/dl), fibrinogen- Ak ¥AFmAA, "R AL AU, Q 75

Fig. 1. Left arm, chest, neck, lateral side of knee, Fig. 3. X-ray of the left hand shows cystic changes in

lower leg, thigh and dorsum of the foot reveal multiple metaphyses of the metacarpals and proximal phalanges

bluish tumors. as well as calcified nodules.

Fig. 2. Close-up view of the left hand and forearm Fig. 4. X-ray of the left arm shows multiple calcified
reveals bluish conglomerated tumors. The fourth finger nodules and soft tissue swelling.
is most deformed.
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Fig. 7. Biopsy of the synovium of the left knee
reveals hypertrophy and dilated vascular lumen and
hemosiderin precipitation.

Fig. 5. X-ray of the both knees shows joint space
narrowing and sclerotic changes of the lateral side of the
left knee joint.
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Fig. 8. Lamellated and calcified nodules are shown
in the dilated and thinned lumen of vein.

Fig. 6. Angiography of the left arm reveals patcliéa
by-pass of the dye into vein in early arterial phase (2
minutes after shot).
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