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Abstract

Background: Peutz-Jeghers Syndrome is one of the hereditary gastro-intestinal cancer syndrome with characteris-
tic mucocutaneous pigmentation and histologically distinctive hamartomatous polyps in gastro-intestinal tract.
Although it is characteristically benign hamartomatous polyp, majority of affected individuals develop symptoms
starting from their second decades. We reported a known Peutz-Jeghers Syndrome case developed recurrent
polyps leading to double intussusceptions required bowel resection. Multidisciplinary management and patient
compliance to surveillance regime are important in managing PJS patients with potential gastro-intestinal tract
complications and relative high risk of developing syndrome specific cancers.
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Introduction

Peutz-Jeghers Syndrome (PJS) is one of the familial
polyposis syndrome with triad of classical muco-
cutaneous pigmentations, benign hamartomatous
polyps with rare potential of malignant transfor-
mation and autosomal dominant inheritance. Jeghers
first described the disease with correlation to the au-
tosomal dominance inheritance in 1949. (1)

The prevalence of PJS is reported to be rare with 1 in
100,000 people. (2) Its prevalence is unknown in Ma-
laysia although it was first reported in 1978 by Joishy
et al. (3) The patient has typical mucocutaneous pig-
mentation and intestinal obstruction. Note worthily,
the patient came with recurrent intussusception re-
quired small bowel resections. A small group of them
presented with recurrent intussusceptions signifying
the important features of the polyps of which progres-
sion by segmental spurts with period of quiescence
lasting for months. (4)

We hereby reported an interesting case of double
intussusceptions in a known case of PJS patient.

Case Presentation

We reported a 24 years old Malaysian lady with
background history of PJS She was diagnosed with

PJS when she was 12 years old with small bowel in-
tussusception. Emergency laparotomy, small bowel
resection and primary anastomosis was done for the
small bowel intussusception.

She presented with symptoms of intestinal obstruc-
tion and clinically distended abdomen with tender-
ness over right iliac fossa. Her blood investigations
were non-remarkable and abdominal radiography
showed paucity of small bowel gas and absence of
rectal gas. (Figure 1) Due to her obstructive symp-
toms and hostile abdomen, contrasted computed to-
mography (CT) scan showed 2 intussusceptions: one
at right lumbar represented ileo-colic intussusception
and one at left lumbar represented jejuno-jejunal in-
tussusception. (Figure 2)

We went to emergency laparotomy due to her ob-
structive symptom correlated with CT scan findings.
Intra-operatively, we noted ileo-colic intussusception
from cecum up to proximal transverse colon and jeju-
no-jejunal intussusception with intramural polyp.
(Figure 3) We proceeded to right hemicolectomy,
primary ileo-colic anastomosis, wedge resection of
jejuno-jejunal intussusception and primary anastomo-
sis. Gross specimen of right hemicolectomy revealed
2 pedunculated polyps both measured 3cm respec-
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tively from small bowel while 1 pedunculated polyp
was seen at the wedge resection of jejunum. As for
microscopic examination, all polyps behaved as Peutz
-Jeghers polyps without evidence of dysplasia or ma-
lignancy.

Her post-operative period was uncomplicated and she
was discharged home on day 8 post operatively.

Discussion

We described a young patient with recurrent intussus-
ceptions 10 years from the first incident. PJS is a rare
disease, however, its presentation is simply pathogno-
monic with its distinctive mucocutaneous pigmenta-
tion as presented by the patient. (Figure 4) Often, the
diagnosis of the disease occurs when the complica-
tions such as intussusception, gastro-intestinal bleed-
ing and intestinal obstruction arise.

Repeated abdominal surgeries are the major concern
of the nature progression of the disease. Ninety per-
cent of the PJS patients will have polyps in small
intestine in their lifetime. (5) The intestinal polyp is
often described as benign. However, PJS is associat-
ed with higher risk of gastrointestinal and non-
gastrointestinal malignancies. (6) A meta-analysis has
shown that an affected individual has 15 times rela-
tive risk of neoplasm in any body region as compared
to general population. (7,8)

In order to avoid unnecessary repeated abdominal
surgeries and risk of short bowel syndrome, an affect-
ed individual must comply to surveillance regime
according to American College of Gastroenterology
clinical guideline. The algorithm of management
started with dedicated genetic testing of at-risk indi-
viduals and family members. Subsequently, systemic
review and throughout physical examinations are
important to rule out any syndrome specific cancers
includes colon, stomach, small bowel, etc.

Upper Gl endoscopy and colonoscopy should be done
at the age of 8 years based on guideline and if pres-
ence of polyps, there should be repeated procedures
every 3 years. If none are found, both examinations
should be done at age of 18 and then every 3 years.
(9) Our patient has her last upper and lower scope
done the year before but did not show any
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Figure 1. Demonstrated plain abdominal radiography
with paucity of small bowel gas and absence of rectal
gas.

abnormalities. Small bowels are often involved in
96% of affected individuals. (10) Hence, much efforts
should be focus in surveillance of small bowels in-
cluding video capsule endoscopy and CT enterogra-

phy. (9)

Prevention of short bowel syndrome is ultimately the
aim of the management of intestinal polyps. Moving
forward, as the patients presented with intestinal ob-
struction due to intramural polyp, careful examination
of entire Gl tract and removal of all identifiable polyps
through endoscopic polypectomy are essential.

Advancement of technologies has allowed surveil-
lance and non-operative removal of polyps. For exam-
ples, video capsule endoscopy, double balloon enter-
oscopy and CT enterography.

Conclusion

PJS is an unbending disease that will affect an individ-
ual lifetime psychologically. Timely diagnosis and
family counselling are initial steps in the algorithm.
Well-timed surveillance scheme will ensure early dis-
covery of asymptomatic polyps and polypectomy if
needed to prevent unnecessary bowel resection.

More modalities should be developed for surveillance
of Gl tract especially small bowel for early diagnosis
and treatment of polyp without putting them into mul-
tiple abdominal surgeries. To date, PJS is still tough
to be handle due to its rarity and high recurrences.
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Flgure 2. %‘I) CT axial view demonstrated ilegcolonic mtussusce tion (arrow) and jejuno iejunal intussusception
(star). coronal view demonstrated similar findings partlcu arly showing the Ieo -colic intussusception until
proxmal transverse colon.

Figure 4. Pigmentation at lips

Figure 3. Specimen demonstrated ileocolonic intussusception
on the left and wedge resection of jejunum with intramural polyp on the right. (arrow)

References

1. Jeghers H, McKusick VA, Katz KH. Generalized intestinal polyposis and melanin spots of the oral mucosa,
lips and digits; a syndrome of diagnostic significance. N Engl J Med. 1949 Dec 22;241(25):993, illust; pas-
sim.

2. Syaiful RA, Supit C, Putranto AS. A Case of lleocolic Intussusception in an Adult with Peutz-Jeghers Syn-
drome. Int J Surg Proced. 2018 May;1(2):110

3. Joishy SK, Leela MP, Balasegaram M. Peutz-Jeghers syndrome and its complications. First case report from
Malaysia with review of literature. Am J Surg. 1979 Nov;138(5):716-20.

4. Surrinder Kaur, Himmet Singh Sachdeva, Tulsi Dass. The Peutz-Jeghers syndrome: a case report of 2 cases
and review of the literature. Aust NZ J Surg 44: 50, 1974.



5..

M. Kopacova, I. Tacheci, S. Rejchrt, J. Bures. Peutz-Jeghers syndrome: diagnostic and therapeutic ap
proach. World J. Gastroenterol. 15 (43) (nov 2009) 5397-5408.

6. N. Butt, M. Salih, M. Khan, R. Ahmed, Z. Haider, S.A. Shah. An incidentally discovered asymptomatic

10.

para-aortic paraganglioma with Peutz-Jeghers syndrome. Saudi J. Gastroenterol. 18 (2012) 388.
J. Loureiro, G.L. Menegazzo, L. Vergamini, R.C. Pestana, F.B. Formiga, M.G.C. deSousa, et al. Diagnos-
tic difficulty in Peutz—Jeghers syndrome. Colorectal Dis. 35 (2015)67-71.
8.F.M. Giardiello. Hereditary colorectal cancer and polyp syndromes. In: Susan Gearhart, Nita Ahuja,
Stephen C Yang, editors. Early Diagnosis And Treatment Of Cancer: Colorectal Cancer. Elsevier, 2011,
pp. 21-30.
Syngal S, Brand RE, Church JM, Giardiello FM, Hampel HL, Burt RW. American College of Gastroen-
terology. ACG clinical guideline: Genetic testing and management of hereditary gastrointestinal cancer
syndromes. Am J Gastroenterol. 2015 Feb;110(2):223-62; quiz 263.
Schreibman IR, Baker M, Amos C. The hamartomatous polyposis syndromes: a clinical and molecular
review. Am J Gastroenterol. 2005; 100:476-90.

72



	Abstract
	Introduction
	Case Presentation
	Discussion
	Conclusion
	.
	References

