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Peutz—Jeghers Syndrome

PREVIOUSLY HEALTHY 12-YEAR-OLD BOY PRESENTED WITH ABDOMINAL

pain, vomiting, and abdominal distention of 3 days’ duration. On physical

examination, hyperpigmented macules were seen on his lips (Panel A). A com-
puted tomographic scan showed proximal jejunojejunal (Panel B, arrow) and ileo-
colic intussusceptions. Surgical exploration revealed dilatation of the small bowel
and necrosis of the jejunal intussusceptum. Resection of this segment and a short
ileal intussusceptum containing a large polyp was performed, followed by primary
anastomosis. Pathological evaluation showed multiple hamartomatous polyps in the
necrotic jejunum and an ileal polyp 3.5 cm in diameter. The diagnosis was Peutz—
Jeghers syndrome, an autosomal dominant disorder characterized by the develop-
ment of multiple hamartomatous gastrointestinal polyps, mucocutaneous pigmented
lesions on the lips or buccal mucosa, and an increased risk of cancer within and

outside the gastrointestinal tract.
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