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Hybrid management for intestine preservation
in intussusception due to Peutz-Jeghers syndrome

in an adult patient

Check for
updates

Manejo hibrido con preservacion de intestino en invaginacion
intestinal por sindrome de Peutz-Jeghers en un paciente adulto

Peutz-Jeghers syndrome (PJS) is a rare autosomal dominant
disease with an estimated prevalence of 1:100,000 births."? It
is characterized by pigmentation of the skin and mucosa and
multiple hamartomatous polyps in the gastrointestinal tract.’?
The average age of presentation is usually between 11 and
13 years of age, and approximately, half of the patients will
experience symptoms before the age of 20.” Although most
polyps are usually jejunal, they can also be found in the ileum,
stomach, duodenum, and colon. Intussusception or bleeding
are often complications associated with the presence of
polyps*.

Intussusception cases occur more frequently in the
pediatric population, mainly in the first 6 years of life, with
a percentage of 73% of intussusception from any cause, while
in those over 18 years this percentage drops to 23%.

We present the case of a 44-year-old woman with a history
of PJS that is admitted to the Emergency Room with signs of
intestinal occlusion. As background she referred two laparo-
tomies in early childhood with extensive intestinal resections
due to intussusception, living however a normal life without
intestinal failure; and a recent hospitalization 30 days prior to
admission in our Hospital for intestinal occlusion, where she
underwent exploratory laparotomy and surgical reduction of
the intussuscepted intestine. The patient was discharged but
continued with oral intolerance and abdominal pain, so she
was referred to our institution. She was admitted with

moderate intensity intermittent abdominal pain and vomi-
ting, hemodynamically stable. There were no alterations in
the laboratory. A computed tomography (CT) showed two
small bowel intussusceptions. The longest one, projected in
the lower right quadrant, involved the ileum and generated
moderate distention of proximal small bowel; and the other
one, shorter in length, projects into the epigastrium involving
the jejunum. A moderate free fluid is associated. No vascular
compromise was found (Fig. 1).

Due to the prior history of extensive intestinal resections
and the appearance by CT of short small bowel and both
intussusceptions showing intestinal polyps as lead point, an
hybrid approach is decided (surgical and endoscopic) to treat
the cause while preserving intestinal length. An exploratory
laparotomy was performed, and revision of the small bowel
showed two intussuscepted bowel segments: one close to the
Treitz angle (proximal) and another close to the ileocecal valve
(distal) (Fig. 2A and B) with intestinal dilation proximal to the
occlusion site. Both intussusceptions are manually desinva-
ginated. New revision of the small bowel shows approximately
1 meter total of intestine from the Treitz angle to the ileocecal
valve. A hand-assisted intraoperative enteroscopy is perfor-
med at the same time, in which several polyps of different
sizes are observed. In the proximal and distal invagination
sites, polyps larger than 4 centimeters are encountered, which
are resected with a mucosectomy technique (Fig. 2C and D).
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Fig. 1 - Computed tomography in axial (A) and coronal (B)
sections showing the invaginated segments (arrows) and
the image representing the sign of “bowel into bowel”.

A total of 8 polyps were resected. The anatomopathological
study reveals hamartomatous polyps, confirming the PJS. The
postoperative was uneventful and the patient was discharged
on the thirteenth day postoperatively due to the need to
correct prior nutritional deficit. The patient evolved favorably
in the postoperative controls and had no recurrente to date.

Intussusception cases are rare in adult life, and those
reported by PJS represent 7% of total intussusception, being
less than 1% in the adult population.” Surveillance of these
patients includes endoscopies of the upper and lower
gastrointestinal tract to treat accessible polyps, but there is
no consensus on the use of enteroscopy on a routine basis. In

| A

more than half of the cases, the diagnosis of intussusception is
preoperative, but this may depend on the availability of
diagnostic methods such as Computed Tomography.

Regarding the surgical approach, the vast majority of the
series agree that laparotomy is the route of choice. However,
there are reports of pneumatic and hydraulic reduction in the
case of colonic intussusception,® as well as endoscopic
reduction of ileocolonic intussusceptions.” Regarding the
intraoperative decision of resection or reduction, certain factors
should be taken into account, such as: the site and etiology of
the intestinal invagination, and history of previous intestinal
resections. In small bowel intussusceptions, since they are
mostly benign lesions, manual reduction is feasible in patients
without signs of intestinal ischemia or suspicion of malignancy,
to avoid resection of a large intestinal segment.® In these cases,
itis convenient to associate the resection of the lesion that acts
as lead point of invagination to avoid recurrence.’ Two
modalities have been described for the treatment of hamarto-
matous polyps in the small intestine: intraoperative enteros-
copy, which consists of a combination of the endoscopic and
surgical approaches, either laparotomy or laparoscopy, by
means of which the endoscope is manually assisted to resect
the polyps'®**; and double balloon enteroscopy, which allows
the enteroscope to be progressed in the distal intestine without
the formation of loops.? It is noteworthy that these patients
often have repeated episodes, and in order to avoid a short
bowel syndrome a non-resective approach should be conside-
red. Such is the case of the presented patient, with previous
extensive intestinal resections, and a recent laparotomy with
manual reduction of invagination, in which we decided to
reduce the intussuscepted segment but associating also the
resection of the polyps by enteroscopy with a mucosectomy
technique, to treat the invagination cause.

As a conclusion, intestinal intussusception in the adult
patient with PJS is extremely rare. However, when treating
patients who generally have multiple bowel resections,
approaches that allow preservation of the small intestine

Fig. 2 - (A and B) Invaginated intestinal segments with dilation of the proximal segments. (C) Polypectomy with
mucosectomy technique of the largest polyp by hand-assisted enteroscopy. (D) Mucosa after resection of the polyps.
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and in turn treat the cause are of paramount importance. The
hybrid approach using manual reduction and enteroscopic
polypectomy is a viable option for this type of case. These
patients should be referred to high volume centers with
trained surgeons and endoscopists.

Informed consent

Informed patient consent was obtained for case publication.

Financial support

None.

Conflict of interests

None.

REFERENCES

1. Chen H-M, Fang J-Y. Genetics of the hamartomatous
polyposis syndromes: a molecular review. Int ] Colorectal Dis.
2009;24:865-74. http://dx.doi.org/10.1007/s00384-009-0714-2.

2. Kopacova M, Tacheci I, Rejchrt S, Bures J. Peutz-Jeghers
syndrome: diagnostic and therapeutic approach. World J
Gastroenterol. 2009;15:5397. http://dx.doi.org/10.3748/
wjg.15.5397.

3. LiY, Zeng Q, Liao Z, Zhang G, Xiao R, Wen H. Peutz-Jeghers
syndrome and family survey: a case report. Int J Clin Exp
Pathol. 2013;6:982-4. PMID: 23638235.

4. Georgescu EF, Stanescu L, Simionescu C, Georgescu I,
Ionescu R, Florescu G. Peutz-Jeghers syndrome: case report
and literature review. Rom ] Morphol Embryol. 2008;49:241-
5. PMID: 18516333.

5. Cochran AA, Higgins GL 3rd, Strout TD. Intussusception in
traditional pediatric, nontraditional pediatric, and adult
patients. Am J Emerg Med. 2010;29:523-7. http://dx.doi.org/
10.1016/j.ajem.2009.11.023.

6. Khorana J, Singhavejsakul J, Ukarapol N, Laohapensang M,
Wakhanrittee ], Patumanond J. Enema reduction of
intussusception: the success rate of hydrostatic and
pneumatic reduction. Ther Clin Risk Manag. 2015;11:1837.
http://dx.doi.org/10.2147/TCRM.S92169.

7. AlSamman MA, Ferreira JD, Moustafa A, Moveson ],
Akerman P. Successful endoscopic reduction of an
ileocolonic intussusception in an adult with Peutz-Jeghers
syndrome. Gastroenterol Res Pract. 2019;12:40-2.

8. Erkan N, Haciyanh M, Yildinm M, Sayhan H, Vardar E, Polat
AF. Intussusception in adults: an unusual and challenging
condition for surgeons. Int ] Colorectal Dis. 2005;20:452-6.
http://dx.doi.org/10.1007/s00384-004-0713-2.

9. Begos DG, Sandor A, Modlin IM. The diagnosis and
management of adult intussusception. Am J Surg.
1997;173:88-94. http://dx.doi.org/10.1016/S0002-
9610(96)00419-9.

10. Fraser JD, Briggs SE, St Peter SD, De Petris G, Heppell J.
Intussusception in the adult: an unsuspected case of Peutz-
Jeghers syndrome with review of the literature. Fam Cancer.
2009;8:95-101. http://dx.doi.org/10.1007/s10689-008-9212-x.

11. Lin BC, Lien JM, Chen RJ, Fang JF, Wong YC. Combined
endoscopic and surgical treatment for the polyposis of
Peutz-Jeghers syndrome. Surg Endosc. 2000;14:1185-7.
http://dx.doi.org/10.1007/s004640000029.

Franco Alejandro Corvatta®*, Sebastian Duran®,
Virginia Margarita Cano Busnelli®

@Department of General Surgery of Hospital Italiano de Buenos Aires,
Argentina

PDepartment of Gastroenterology of Hospital Italiano de Buenos
Aires, Argentina

*Corresponding author.
E-mail address: franco.corvatta@hospitalitaliano.org.ar
(F.A. Corvatta).

https://doi.org/10.1016/j.ciresp.2020.09.008

0009-739X/

© 2020 AEC. Published by Elsevier Espafia, S.L.U. All rights
reserved.

Accessory spleen mimicking a right adrenal tumor

Check for
updates

Bazo ectopico simulando tumor adrenal derecho

An accessory spleen is a relatively common defect that occurs
in 10-30% of the population, but it is often misdiagnosed or
unrecognized due to its frequent small size.! It originates
because of fusing failure of the splenic tissue as the spleen
migrates from the midline to the upper left quadrant during
embryological development. This phenomenon may happen
anywhere along the spleen’s abdominal path, but it is

frequently set in the hilum of the spleen, the tail of the
pancreas or the gastrosplenic and splenorenal ligaments.?
Occasionally other rare locations have been described,’™ such
as the case we present below.

A 34-year-old male patient with unremarkable past
medical history was admitted to our institution for an
intermittent, non-specific, right low back pain. Suspecting a
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