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Atresia of the colon is a rare form among all types of intestinal atresia.
However, the association between colonic atresia and aganglionosis
is extremely rare; it may be easily overlooked due to the associated
distal microcolon. Management of a case of colonic atresia with distal
aganglionosis presented with anastomotic leak due to unsuspected
aganglionosis will be discussed..

Introduction

Colonic atresia is the least common site of intestinal
atresial’. It has been reported to be associated with
many congenital anomalies?. The association with
Hirschsprung’s disease is very uncommon and may be
associated with significant morbidity and mortality®. As
a result of absent flow of contents, the distal segment in
bowel atresia remains hypoplastic, similar to aganglionic
segment. When both conditions occur in association,
the management usually goes to the atresia and the
distal aganglionosis could be overlooked.

We are reporting a case of male infant with
colonic atresia in which the diagnosis of associated
Hirschsprung’s disease was not identified early.

Case Report

A baby boy was born in another hospital with colonic
atresia for which he had resection and end-to-end
anastomosis and transverse colostomy. At the age of
3 months, he had colostomy closure but unfortunately
he developed anastomotic leak. Two days after

colostomy closure, he presented to our emergency
room with, abdominal distension, fever, tachycardia, and
tachypnea. On examination, he was dehydrated; febrile
but maintained blood pressure. The abdomen was tense
and massively distended with no audible bowel sounds.
Routine blood works were unremarkable. Chest and
abdominal X-rays have revealed pneumoperitoneum.

After resuscitation, he was taken to the operating
room for laparotomy. At exploration, a pocket of pus
was found in the right iliac fossa with a small leak at
the site of anastomosis. The colonic segment distal
to the anastomosis looks narrower than the proximal
one. The leaking site was closed primarily with 5-0
vicryl and peritoneal lavage was done. However, he
had a stormy postoperative course over the following
days: An increase in the abdominal girth and unstable
hemodynamic status. CT scan of the abdomen showed
multiple collections in the peritoneal cavity.

On day five postoperative, he was taken again to
the operating room, there was another perforation at
the same site. At this stage, it was decided to exteriorize
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the anastomosis and defunct of the distal colon with
multiple biopsies. He had an uneventful recovery. The
histopathology report confirmed absence of ganglion
cells in all segments distal to the anastomosis. He was
discharged home well then brought again seven months
later for Swenson pull through. He was followed up in
the clinic for three years with no significant complaints.

Discussion

The colon is the least common site of atresia in the
gastrointestinal tract. Itaccountsfor 5 to 15% of intestinal
atresias. Colonic atresia can be associated with various
anomalies like abdominal wall defects, abnormalities
of the genitourinary tract, anal atresia, imperforate
anus and many other anomalies like cryptophthalmos
syndrome (ie, cleft lip and palate, microphthalmia,
dysplastic kidneys, and proximal jejunal atresia),
arthrogryposis, proximal intestinal atresia, neoplasm,
and malrotation!”.,

The association of colonic atresia with Hirschsprung’s
disease is extremely uncommon 2%®. Hyde et al.”’ has
reported the first case in 1968. Early recognition of this
association is important and requires special attention
to avoid the morbidity, and mortality as the coexistence
of these two pathology carries a 10% mortality rate®'.

The pathophysiology of this association is explained
by the theory of intrauterine vascular accident, which
occurs during early pregnancy and leads to intestinal
ischemia. This results in colonic atresia, which acts as
a mechanical barrier to the migration of neural crest
cells thus resulting in aganglionosis in the post atretic
segment!'2,  Conversely, the association can be
explained by the presence of Hirschsprung’s disease
leading to the torsion of the dilated proximal ganglionic
segment resulting in colonic atresia’>. Other possible
theories are the presence of the defect involving
vasoconstrictor peptides and endothelin pathway and
the theory of chance association",

In addition to its rarity, the similarity in clinical
and radiological presentation of colonic atresia and
Hirschsprung’s disease makes early diagnosis difficult!'?.

In most of the reported cases, where the early
diagnosis was missed, the cases presented after colo-
colonic anastomosis with features of delayed return of
bowel movement or anastomotic failure, resulting in
an increased morbidity?”'2'36l, |n those reported cases,
the delay in recognizing the associated Hirschsprung’s
disease is due to lack of histopathological examination
of the distal colon™. Akgir et al.'” reported a case of
early diagnosed Hirschsprung's disease in a patient with
colonic atresia in which biopsies were taken from the
distal colon before reestablishing intestinal continuity,
which eliminated the postoperative morbidity.

Hirschsprung’s disease should be suspected in all
forms of bowel atresias, and colonic atresia patients in
particular™., The complicated and protracted clinical
course of the reported cases of this association support
the need of routine histopathological examination, of
both pre and post atretic colonic segment to preclude
the possibility of Hirschsprung’s disease!'®2.,

Reviewing the reported cases of colonic atresia
associated with Hirschsprung’s disease suggested
that the aganglionosis might be suspected by the
presence of a foreshortened, nonfixed colon coiled
in the pelvisi?*?4, However, Draus et al.¥! reported the
presence of normally oriented colon in a patient with
colonic atresia associated with Hirschsprung’s disease.
Patients with colonic atresia, regardless of distal colonic
orientation, should be considered for rectal and colonic
biopsies before restoration of intestinal continuity™.

Conclusion

Hirschsprung’s disease should be suspected in cases of
colonic atresia and all forms of bowel atresia. Although
it's rare to have this association, we recommend rectal
biopsies before establishing intestinal continuity in
all cases of colonic atresia to avoid the devastating
course of management from the delayed recognition of
Hirschsprung’s disease.
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