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HIGHLIGHTS

e Polyposis syndromes present unique diagnostic and treatment challenges in resource-limited settings.

e Presentation may be with chronic symptoms and advanced disease.

e History and physical exam provide valuable information when other imaging and diagnostic modalities are not available.
e Previous reports from similar settings describe partial colectomies.

o Total proctocolectomy with ileal pouch reconstruction is feasible and safe.
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Ari fid_e history: Introduction: Colorectal polyps usually present with rectal bleeding and are associated with increased
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challenges.

Presentation of case: This 15 year-old boy presented with 9 years of painless rectal bleeding and 2 years
of a prolapsing rectal mass after passing stool. He had 3 nephews with similar symptoms. On clinical
assessment and initial exam under anesthesia, an impression of a polyposis syndrome was made and a

ggjl/%%rsdiz: biopsy taken from the mass that revealed inflammatory polyps with no dysplasia. He was identified
Global surgery during a pediatric surgical outreach to a rural area with no endoscopy, limited surgical services, and no
Uganda genetic testing available, even at a tertiary center. He subsequently had a three-stage proctocolectomy
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and ileal pouch anal anastomosis with good outcome after referral to a tertiary care center. The surgical
specimen showed many polyps scattered through the colon.
Discussion: In the absence of endoscopic surveillance and diagnostic services including advanced pa-
thology and genetic testing, colorectal polyposis syndromes are a significant challenge if encountered in
these settings. Reports from similar settings have not included this surgical treatment, often opting for
partial colectomy. Nonetheless, good outcomes can be achieved even given these constraints. The case
also illustrates the complexity of untreated chronic pediatric surgical disease in rural resource-poor areas
with limited health care access.
Conclusion: Polyposis syndromes in children present unique challenges in rural resource-poor settings.
Good outcomes can be achieved with total proctocolectomy and ileal pouch anastomosis.

© 2016 The Authors. Published by Elsevier Ltd on behalf of IJS Publishing Group Ltd. This is an open

access article under the CC BY-NC-ND license (http://creativecommons.org/licenses/by-nc-nd/4.0/).

1. Introduction

increased risk of intestinal cancer if there are more than 5 [1]. Most
children with juvenile polyps have 1-5 polyps, and genetic syn-

Colorectal polyps commonly present with rectal bleeding in dromes can predispose some children to adenomatous polyposis
children, adolescents and adults. Multiple juvenile polyps pose an and hamartomatous polyps. The presence of multiple adenomatous
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polyps in the large bowel confers a 100% lifetime risk of colorectal
cancer and generally mandates total proctocolectomy in the first or
second decade of life, and mandates colonoscopic surveillance for
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neoplasia [2,3]. Although the presence of multiple adenomatous
polyps (>100 polyps) can be due to mutations in the adenomatous
polyposis coli (APC) gene, a large group of patients remain with
multiple (5—100) adenomas and in whom there is no detectable
APC mutation [2,4].

The hereditary polyposis syndromes include adenomatous
polyposis syndromes (Familial Adenomatous Polyposis, Gardner
syndrome) and the hamartomatous polyposis syndromes (Peutz-
Jeghers syndrome, Juvenile polyposis, and Cowden's disease) [5].
The adenomatous polyposis syndromes are characterized by
numerous adenomatous polyps throughout the entire colon and a
spectrum of extra-colonic manifestations. They invariably progress
to colorectal cancer without appropriate intervention [2,5]. Diag-
nosis of symptomatic polyposis is by colonoscopy, and here we
present a teenager with colorectal polyposis from a resource-
limited setting where there were no pediatric colonoscopy ser-
vices posing diagnostic and treatment challenges.

2. Presentation of case

During a free pediatric surgical outreach camp to rural Uganda, a
15 year-old boy presented for screening with 9 years of rectal
bleeding and 2 years of a red mass protruding from the anus after
passing stool. The mother noted that he was staining the family pit
latrine with fresh blood whenever he would pass stool, and for
many years he had been treated with herbs from traditional healers
with no improvement. Two years prior to presentation he noticed a
grape-like red mass protruding through the anus that was associ-
ated with pain and fresh bleeding on defecation. Initially the mass
would spontaneously reduce, but later it would remain prolapsed.
He would sometimes become very pale and suffered from gener-
alized body weakness and his school attendance remained very
limited. He had not taken any formal medication and he had no
history of surgery or blood transfusion. He was from a peasant
family with no first-degree relatives with a similar problem but he
reported three nephews who have occasional rectal bleeding. The
boy was stunted compared to other siblings and children in the
same community.

On examination he was moderately pale with no jaundice and
no edema. He was generally of short stature and weighed
approximately 35 kg. Abdominal exam was normal, and oral exam
was normal with no hyperpigmentation of the lips. Digital rectal
examination revealed a normal perianal area and sphincter tone.
An exam under anesthesia was done at presentation and revealed a
large boggy fungating mass in the rectum about 8 cm proximal to
anal verge, consistent with a rectum matted with polyps. They were
friable, circumferential, and easily prolapsed out of the anal canal
with significant bleeding (Fig. 1). A clinical impression of possible
adenomatous familial colorectal polyposis was made, and a biopsy
was taken from the mass. The biopsy was subsequently processed
in the capital city of Kampala and revealed inflammatory polyps
without evidence of dysplasia.

Given the presence of a large number of rectal polyps, ideally,
endoscopy and colonoscopy would have been performed to more
fully assess the upper and lower GI tract, however, these services
were not available. In addition, genetic testing was not available.
We counseled the family of the concern for ongoing bleeding and
longer-term cancer risk associated with polyposis syndromes, and
offered 3-stage proctocolectomy with J-pouch reconstruction at a
tertiary center, to which they consented.

At initial laparotomy several weeks later at the tertiary care
center, the peritoneal cavity was clean and liver appeared normal
with no tumor seeding. He had multiple enlarged lymph nodes at
the ileocecal junction. The entire colon was inspected and palpated
for polyps from cecum to rectum and multiple boggy masses were

Fig. 1. Prolapsing rectal mass with innumerable polyps.

felt in the cecum and sigmoid colon. A small colotomy was done in
the cecum revealing multiple polyps. Total abdominal colectomy
was done excluding proctectomy, leaving the child with a tempo-
rary end ileostomy. The specimen was cleaned and opened
lengthwise, grossly showing multiple pedunculated polyps (over 8
polyps) in the cecal area and descending colon (Figs. 2 and 3). There
also appeared grossly to be numerous sessile polyps in the cecum
and descending colon. The transverse colon appeared to be free of
polyps. Pathology revealed inflammatory polyps with no evidence
of dysplasia, and the lymph nodes in the specimen were benign. He
tolerated the ileostomy well without dehydration, and the family
was counseled about fluid intake especially given their rural village
home environment.

He returned 3 months later for proctectomy and ] pouch ileoanal
anastomosis. A 7 cm ileal ] pouch was constructed in a stapled
fashion using a donated stapling device, and a handsewn ileoanal ]
pouch anastomosis was constructed, with a protective diverting
loop ileostomy. He tolerated the procedure well and once again
recovered at home with the ileostomy. The final pathology of the
proctectomy also was consistent with innumerable inflammatory
polyps with no dysplasia. He returned several months later for
ileostomy takedown and is doing well at one year of follow up. He
has 4—5 bowel movements a day with no incontinence or leakage
and has a normal rectal exam with no stricture or masses. He has
returned to school and gained weight. We have recommended
annual rectal exams, as possible, to monitor the several millimeters
of very distal mucosa. The family was advised that the affected
relatives should also present for surgical evaluation.

In preparation of this report, the CARE criteria were followed as
referenced [6].
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