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1. Case presentation

A 33-year-old woman presented to the emergency depart-

ment with colicky abdominal pain, nausea and vomiting,

constipation, obstipation, and rectorragia. She had a history

of similar abdominal pain from a few months ago. She had

no history of any specific disease and taking any medication.

She had no history of surgery and specific family diseases.

Her vital signs on admission were heart rate 90/minute, res-

piratory rate 18/minute, blood pressure 110/70 mmHg, and

temperature of 37.1◦C . There were several brown spots

on her lips and inside her mouth. On abdominal exam-

ination, she had a generalized tenderness, especially in

the LLQ. In the digital rectal examination, the rectum was

empty. Lab tests showed the following results: leukocyte

count 4000/mm3 with 80.9% neutrophils, hemoglobin 12.1

g/dl, platelet 320000/µl, and creatinine 0.6 mg/dl, BUN 14

mg/dl, glucose 152 mg/dl, sodium 137 mEq/L, potassium 4.5

mEq/L. Chest and abdominal radiographs were performed

on the patient (Figure 1). No subdiaphragmatic free air was

seen in the chest x-ray. The abdominal x-ray showed no air-

fluid levels as well as any gas in the rectum. On abdominal

and pelvic ultrasound, a moderate amount of free fluid was

seen in the abdomen along with jejunoileal intussusception

in the LLQ with an intestinal loops thickness increase.

The patient was nominated for surgery with a diagnosis of

intestinal obstruction due to intussusception. After laparo-

tomy, it was found that the loops of the small intestine were

very dilated due to jejunojejunal intussusception (Figure 2A).

The intussusception segment was stretched and tried to turn

to its normal state, and it was found that a segment about 20

cm from the jejunum had become gangrenous (Figure 2B).

This segment was resected, and the two ends of the intes-

tine were anastomosed together. On the examination of the

small intestine by hand, multiple polyps were touched (Fig-

ure 3A). Also, there were multiple lymphadenopathies in the

mesentery of the small intestine and a biopsy was performed

(figure 3B). Seven days later, she was discharged from the

hospital in good general condition. Histopathological ex-

amination of lymph node indicating reactive lymph node.

Furthermore, examination of the small intestine indicated

hemorrhagic necrosis and two hamartoma polyps suggesting

Peutz-Jeghers.

2. Learning points

Peutz-Jeghers syndrome (PJS) is a rare autosomal dominant

disorder characterized by oral hyperpigmentation, multi-

ple gastrointestinal mucosal benign hamartomatous polyps

causing local bleeding, obstruction, intussusception, small

bowel syndrome, and small intestinal cancer. It also has a

greater risk of having nongastrointestinal tumors than the

general population including testicular, pancreatic, gyneco-

logic, and breast cancers. The presence of gastrointestinal

polyps is remarkably linked to the severity of the dermato-

logical findings. It is said that the most serious and perhaps

life-threatening manifestation of PJS is small bowel intussus-

ception (1–4).

The presence of hamartomatous polyps is a specific feature

of PJS in the digestive tract. The small intestine, colon, and

stomach are the most common sites, despite the duodenum

and appendix which are uncommon. The duodenum is the

most common site of complicated polyps (1). A malignancy

was diagnosed at an average age of 42 years. Colorectal can-

cer was shown to be the most common type of cancer, fol-

lowed by breast, stomach, small intestines, and pancreas (4).

The skin and mucosal lesions are important markers of the

syndrome, assisting in the early detection of hamartomatous

polyps and serial surveillance for the increased risk of breast,

uterine, ovarian, and pancreatic neoplasia associated with

the syndrome (1). Because PJS can lead to a variety of prob-

lems, early detection is essential to avoid surgical interven-

tion. A colonoscopy, upper GI endoscopy, and extraintestinal

tumors screening are among the current surveillance recom-

mendations (4, 5).

Abdominal pain in a patient with oral pigmentations could

indicate gastrointestinal PJS polyp complications. Lifelong
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Figure 1 Upright chest X-Rey (left), upright abdominal X-Rey (middle), and patient’s face (right)

Figure 2 Jejunojejunal intussusception (left); gangrenous segment

of jejunum (right)

Figure 3 Hamartomatous polyp (left); mesenteric lym-

phadenopathies (right)

follow-up is essential. Because a gastrointestinal disease

might be asymptomatic for years, a genetic consultation

seems to be beneficial.
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