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a  b  s  t  r  a  c  t

INTRODUCTION:  Peutz-Jeghers  syndrome  (PJS) is  an  uncommon  autosomal  dominant  syndrome  with  a
variable  to  high  penetrance  that  leads  to the development  of polyps  within  the  gastrointestinal  mucosa.
Here  we  report  a case  of  an  adult female  suffering  jejunoileal  intussusception  due  to PJS.
PRESENTATION  OF  CASE:  A 30-year-old  woman  came  to an emergency  department  with  a  small  bowel
obstruction  caused  by intussusception.  The  patient  underwent  an emergency  exploratory  laparotomy.  An
intussusception  at the  level  of  60 cm from  the  ligamentum  treitz  was  revealed,  and  the  intussusception
small  bowel  segment  was  not  viable;  we decided  to perform  segmental  jejunoileal  resection  with the
Bishop-Koop  procedure,  and  the  specimen  histopathology  of the  segmental  jejunoileal  resection  showed
a typical  hamartomatous  polyp  features.  Two  month  later,  diagnostic  endoscopy  showed  multiple  polyps
(between  5 and 15  mm)  in the large  bowel.  The  polyps  were  removed  with  endoscopic  polypectomy
and  examined  histopathologically,  showing  characteristics  of  PJS.  Further  detailed  family  history  was
obtained,  and  similar  skin  lesions  were  detected  on  our  patient’s  child  (since  birth).  Although  endoscopy
screening  identified  multiple  polyps  in  the  child’s  ileum  and  large  bowel,  he was  not  suffering  from

abdominal  symptoms.
CONCLUSION:  In patients  with  intussusception  at a  young  age,  PJS can  be caused  by the  presence  of  a
hamartoma  polyp  as  a trigger  for intussusception.  If there  are  multiple  polyps  found  in  the  gastrointestinal
mucosa  and  other  pathognomonic  signs  are found,  such  as hyperdense  macular  lesions  on the  lip  and
buccal  mucosa,  such  cases  should  be confirmed  as PJS.

©  2021 The  Author(s).  Published  by Elsevier  Ltd on behalf  of IJS  Publishing  Group  Ltd.  This  is an  open
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1. Introduction

Peutz-Jeghers syndrome (PJS) is an uncommon autosomal dom-
inant syndrome with a variable to high penetrance that leads to
the development of polyps within the colon and rectum, and only
a small number of cases have been reported in the literature [1].
PJS affects around 1 in 8300 to 200,000 births [2]. PJS was  first
reported by Peutz in 1921 [3,4], and subsequently, detailed case PJS

by Jeghers, McKusick, and Katz in 1949 [5]. This syndrome consists
of the association of gastrointestinal polyps mucocutaneous pig-
mentation and a familial incidence [6]. In PJS, the gastrointestinal

∗ Corresponding author at: Warsinggih Division of Digestive, Department of
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GI) tract develops hamartomatous polyps, which occur most com-
only in the small bowel, colon, and rectum (≥ 90% of cases), and

ess commonly in the stomach or urinary tract [7]. Hamartomas can
ange from 5 to 50 mm  in diameter (median size, 35 mm). Hamar-
omas are associated with intussusception, bleeding, anemia, and
bstruction [8].

Here, we  report the uncommon case of a female suffering
ejunoileal intussusception due to PJS, in line with the updated
onsensus-based surgical case report (SCARE) guidelines [9].

. Case presentation

A 30-year-old woman came to an emergency department with
he chief complaint of intermittent episodes of colicky abdomi-
al pain with tarry stool 4 weeks before admission. From the vital

igns, the patient was  tachycardic and hypotensive. On physical
xamination, she had an of pigmentation in the oral cavity (Fig. 1).
he abdomen was less distended, with increased bowel sound,
enderness, and hypertimpanic on percussion. The digital rectal
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Fig. 1. Mucocutaneous pigmentation on the buccal mucosa and lips.

examination revealed normal limits. Blood investigation showed
anemia (hemoglobin level, 7.6 g/dl). An abdominal X-ray showed a
small bowel obstruction.

The patient underwent an emergency exploratory laparotomy.
We (the digestive surgeon and residents) detected a jejunoileal
intussusception caused by multiple polyps at ∼60 cm from the lig-
amentum treitz (Fig. 2A and B), and the milking procedure was
successfully performed, but a 40-cm segment of the jejunoileal
intussusception was not viable. Therefore, we decided to perform
segmental resection and, through this, found multiple polyps in
the borderline resection of the mucosa proximal jejunum and dis-
tal ileum. We  decided to extend the resection until we no longer
found polyps. We  decided to perform the Bishop-Koop procedure
(Fig. 3A). The specimen was sent for histopathological examination
and described as a typical hamartomatous polyp (Fig. 3B). She was
given an intravenous broad-spectrum antibiotic, and analgesics
drugs were administered for 5 days.

Postoperatively, the patient had satisfactory progress, tolerat-
ing oral feeding, and was discharged on the seventh postoperative
day. Two month later, we performed diagnostic endoscopy; there
were multiple polyps in the large bowel measuring 5–15 mm,
without any features of intussusceptions (Fig. 4). This polyp was
removed with endoscopic polypectomy. Histopathological exam-
ination revealed a polyp characteristic of PJS consisting of a
branching framework of connective tissue and smooth muscle lined
by the normal intestinal epithelium. Further detailed family history
was obtained, and similar skin lesions were detected on her child
(since birth). Although endoscopy screening performed identified
multiple polyps (< 5 mm)  in the ileum and large bowel, the child
was not suffering from abdominal symptoms (Fig. 5).
3. Discussion

PJS is an inherited polyposis syndrome in which multiple char-
acteristic polyps occur in the gastrointestinal (GI) tract, associated

w
d
t
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ith mucocutaneous pigmentation, especially of the vermilion bor-
er of the lips. PJS is an autosomal dominant disease caused by a
ermline mutation in the STK11 (LKB1) gene [8]. The estimation of
he population prevalence of PJS differs between studies, ranging
rom 1 in 8300 to 1 in 280,000 individuals. The probable prevalence
s around 1 in 100,000 people [2].

The diagnosis of PJS can be made in patients with hamartoma-
ous polyp(s) with at least two of the following clinical criteria
lso present: labial melanin deposits, a family history of the syn-
rome, and small bowel polyposis. The syndrome appears equally

n males and females and is found in all racial groups [6]. The clin-
cal manifestation of PJS is characterized by asymptomatic periods
nterspersed with complications, such as abdominal pain, intus-
usception often leading to intestinal obstruction, polyp extrusion
hrough the rectum, and bleeding, which is often occult [7,10,11].
mall bowel obstruction is the presenting complaint in half of
he cases, and relaparotomy due to polyp-induced complications
ccurs commonly and might do so at quite short intervals [10].

In addition to polyposis, previous studies have reported an
ncreased risk of GI and extra-GI malignancies in PJS patients, com-
ared with that of the general population [7]. The PJS is associated
ith an increased risk of gastrointestinal and non-gastrointestinal
alignancies. A meta-analysis involving six studies and 210

atients showed a cumulative risk of 93% from 15 to 64 years for all
ypes of malignancies. Thus, the relative risk of an individual with
PJ to present neoplasia in any region, compared with the general
opulation, is up to 15 times higher [11,12]. The most frequent
eoplasm in patients with PJS is the colonic tumor (57%), followed
y breast (45%), pancreas (36%), stomach (29%), ovary (21%), small

ntestine (13%), and uterus (10%) tumors [11,13]. Among gastroin-
estinal cancers, increased cancer risk was  indicated for the colon,
tomach, small intestine, and pancreas. Also, female PJS patients
re at greater risk of gastrointestinal and gynecological cancers,
varian cancer, cervical cancer, uterine cancer, and breast cancer.
eanwhile, the high risk of pulmonary cancer, renal cancer, pro-

tatic cancer, bone cancer, and leukemia has also been reported.
here is wide variability in cancer risk estimates, as reviewed in a
ecent meta-analysis study [14].

Until recently, PJS was considered a benign condition and was
reated conservatively. Repeated laparotomies were considered
isky and ineffective because of the continuous growth of the
olyps. Patients were, therefore, treated surgically only when acute
owel obstruction occurred [10].

More recently, the management approach has changed, becom-
ng more aggressive. When the diagnosis of PJS is histologically
onfirmed, we  suggest that all polyps should be removed with the
im of preventing intussusception with gangrene requiring resec-
ion, which might lead to short-bowel syndrome [10].

Most publications recommend polypectomy for polyps in the
tomach or colon that are greater than 1 cm in size noted dur-
ng endoscopic surveillance. Surgery has been recommended for
ymptomatic or rapidly growing small intestinal polyps or asymp-
omatic polyps greater than 1–1.5 cm in size. Some experts suggest

 clean sweep. This can be facilitated by concomitant interopera-
ive endoscopy with polypectomy or, in the case of larger polyps,
nterotomy. The clean sweep approach appears to decrease the
eed for recurrent small bowel surgery. Recently, the use of double-
alloon enteroscopy for removal of small bowel PJS polyps has been
eported and might decrease the need for laparotomy [14].

In our case, the patient was admitted to the hospital with intus-
usception. The exploratory laparotomy revealed intussusception
ith the small bowel segment not viable. Small bowel resection

as  performed and continued with the Bishop-Koop procedure

ue to prevent short bowel syndrome. We  did not perform an end-
o-end anastomosis because the patient had hypovolemic shock
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Fig. 2. (A) Intussusception ileojejenal and (B) hamartoma of the ileum.

Fig. 3. (A) The Bishop-Koop procedure of the jejunum; (B) The histopathological findings reveal hamartoma, with a typical PJS polyp demonstrating an arborizing pattern of
growth  of smooth-muscle (HE staining, magnification 4×); and (C) Histopathological findings revealed an edematous appearance of the intestinal mucosa with inflammatory
lymphocytes, histiocytes, and very dense plasma cells. In the layer below, there appears pigment hemosiderin. There is no evidence of dysplasia or malignancy (HE staining,
magnification 40×).

Fig. 4. Colonoscopy with more than 50 polyps scattered throughout the colon and rectum.

288



CASE  REPORT  –  OPEN  ACCESS
E. Syarifuddin et al. International Journal of Surgery Case Reports 79 (2021) 286–290

nd or

G

P

A

i

R

Fig. 5. On the patient’s male child, we detected: (A) pigmentations of the lips a

preoperative and anemia, and we found edema in the small bowel
mucosa.

4. Conclusion

In patients with intussusception at a young age, a hamartoma
polyp might have been the trigger for intussusception. If there are
multiple polyps found in the GI mucosa together with other pathog-
nomonic signs, such as hyperdense macular lesions on the lip and
buccal mucosa, such cases should be confirmed as PJS.
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