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Peutz-Jeghers Syndrome with Intussusception
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Peutz-Jeghers syndrome (PJS) is a rare disease of autosomal dominant inheritance, which is characterized by

multiple hamartomatous polyps and mucocutaneous pigmentations. Multiple hamartomatous polyps in the
gastrointestinal tract are the hallmarks of PJS, and occur most commonly in the small intestine. Complications
induced by polyps include colicky abdominal pain, bleeding, bowel obstruction; rectal prolapse of polyps, and
intussusceptions. A male patient visited our emergency room with colicky abdominal pain. The patient was
diagnosed small intestine intussusceptions with multiple polyps. We report this case with a review of the literature.

(J Korean Surg Soc 2009;77:353-356)
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Fig. 3. Histologically, polyp consisted of branching bundles of
Fig. 1. Dilated small bowel with intussusceptions and polyps on smooth muscle fibers covered by normal mucosa (H&E
abdominal CT. stain, x25).

Fig. 2. Intraoperative photographs
show (A) intussusceptions
and (B) the leading polyp.

Fig. 4. Mucocutaneous pigmenta-
tions on hand and foot.
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Table 1. Surveillance recommendations by age and sex (5)
Age (y) Male Female

From birth to 12
At age 8
From age 18 on

From age 21 on
From age 25 on

History and physical exam with examination of testicles
and routine blood tests annually

Upper endoscopy and small bowel series, if positive, con-
tinue every 2~3 years

Colonoscopy, upper endoscopy, and small bowel series
every 2~3 years

Endoscopic ultrasound every 1~2 years (CT scan and/or
CA19-9 as options)

History and physical exam with routine blood test annu-
ally

Upper endoscopy and small bowel series, if positive, con-
tinue every 2~3 years

Colonoscopy, upper endoscopy, and small bowel series
every 2~3 years, breast self exam monthly

Pelvic exam with Pap smear annually

Endoscopic ultrasound every 1~2 years (CT scan and/or
CA19-9 as options), clinical breast exam semiannually,
mammography annually (MRI as alternative), trans-
vaginal ultrasound and serum CA-125 annually
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