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ILEO-CECAL ATRESIA SECONDARY
TO INTRAUTERINE INTUSSUSCEPTION
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Intestinal atresia usually occurs on the jejunum or ileum as a re-
sult of suspected mesenteric vascular occlusion. Atresia of the
ileocecal segment is very rare and little is known about its origin.
We report a very rare case of ileocecal atresia where pathological
examination revealed intrauterine intussusception. Resection of
the atretic dilated segment and end to oblique anastomosis was
undertaken without valve reconstruction.
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Introduction

Intestinal atresia is a relatively common malformation, with
an incidence of 1:6-8000 live births (1). Although about
one third of intestinal atresias are localized in the distal
ileum, atresia of the ileocecal junction and atresia of the
ileocecal valve are rare. Only four cases have been reported
in the English-language literature (2, 3, 4).

There are various theories about aetiology of intestinal
atresia. A developmental anomaly in early fetal life, failure
of recanalisation, is blamed for atresia affecting the duo-
denum. Similarly, the number of associated anomalies in
proximal jejunal atresia is higher than in distal types. The
occlusion of the mesenteric vessels has been hypothesized
in the aetiology of distal jejunal and ileal atresia, especi-
ally in types II-IV, where a “V”” shaped mesenteric defect
is present. Intrauterine intestinal perforation, volvulus,
malrotation, intussusception, meconium ileus, meconium
peritonitis, segmental intestinal thrombosis, smoking, dru-
gs causing vascular contraction, or cocaine may be in the
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background (5). Little is know about the aeti-
ology of ileocecal atresia.

Intrauterine intussusception has been
described as a rare cause of intestinal atresia.
Evans, in a review of almost 1500 cases of
intestinal atresia, found only 9 (0.6%) cases
due to intrauterine intussusception, but the
exact location was not specified (6).

We report a case of ileocecal atresia whe-
re pathological examination revealed intrau-
terine intussusception.

Case report

A preterm male neonate (36 weeks gestation),
was born by normal vaginal delivery, weighing
1950 g, and the first minute Apgar score was
7/9. The patient was referred with failure to
pass meconium, bile stained vomiting and
abdominal distension. The abdominal x-ray
showed significant dilatation of the small
bowel loops, a gasless abdomen and gastro-
grafin enema showed micro colon (Fig; 1).

Fig. 1 X-ray after contrast enema shows distended
small bowel loops, gasless abdomen and microcolon,
the contrast dye did not pass to the distended loops.

Laparotomy revealed a distended termi-
nal ileum, and no appendix. No defect on
the mesentery was identified. The length of
small bowel was found normal, no adhesi-
ons and no signs of malrotation were seen.

The dilated terminal ileum, together with the
atretic segment was resected and an ileocolic
anastomosis, without valve reconstruction,
was performed. Pathological examination
revealed two sets of bowel wall within the
lumen covered by ileal and colonic mucosa,
with telescopic protrusion and signs of ische-
mic necrosis of the intussuscepted segment.
All these findings suggested ileocecal atresia
secondary on the intrauterine intussuscepti-
ons (Fig. 2).

Fig. 2 Microscopically, two sets of bowel wall, cove-
red with ileal and caecal mucosa and signs of ische-
mic necrosis of the intussuscepted segment (arrow).

Discussion

The aetiology of atresia of the intestine
differs slightly in different segments. Early fe-
tal disturbance is accountable for duodenum
and proximal jejunal atresia and mesenteric
vascular occlusion for distal jejunal and ileal
atresia (7). Intrauterine intussusception may
be responsible for atresia of the ileocecal
junction and atresia of the ileocecal valve. We
present a unique case, supported by histologi-
cal evidence, that ileocecal intussusception in
utero resulted in ileo-caecal atresia.

It is well known that postnatal intu-
ssusception occurs most frequently at the
ileocaecal junction and is usually associated
with gastrointestinal and respiratory infecti-
ons. This is explained by the lipopolysachari-




de (LPS) model of intussuscpetion (excessi-
ve nitric oxide release results in pathological
bowel relaxation and intussuscpetion), and
the relative nitrergic hyperinnervation of
the ileocaceal valve found by Cserni et al. (8,
9). Although little is known about the aetio-
logy of in utero intussusception it is easy to
hypothesise a similar mechanism ie. infecti-
on, meconium peritonitis.

A definitive diagnosis of intrauterine in-
tussusception is usually made on histopatho-
logical examination. A histological study cla-
ssifies intrauterine intussusception in types A
and B. In type A, the intussuscepted bowel
would be located at the distal blind end
with good preservation of bowel structure,
probably owing to a slight amount of blo-
od supply from the mesenterium. In type B
the intussuscepted bowel is found outside
the distal blind end, and it is necrosed and
almost reabsorbed (10). The importance of
the ileocecal atresia lies in the absence of the
ileocaecal valve.

Most surgeons think that the loss of the
valve is well tolerated, however Folaramni
et al. recently reported that the ileocaecal
valve has significant importance in children
(11). The new concept of the ileocaecal val-
ve supported by extensive neuro- histology
study suggests that the ileocaecal valve does
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not resemble any sphincter, and simple end-
to-side intussuscpeted ileo-colic anastomosis
may replace the valve function (12, 13).

In our case valve replacement was not an
option during the first operation, because the
microcolon would not allow us to perform
an intussuscepted ileo-cecal anastomosis. We
may consider ileocecal valve reconstruction
if the patient develops chronic diarrhoea in
the future.

We report a very rare case of ileocecal
atresia secondary to intrauterine intussuscep-
tions, which corresponds histologically with
type A, confirmed by pathology examinati-
on. When intussusception occurs in the fo-
etus and the time elapsed is enough to allow
for gangrene and resorption of the intu-
ssuscepted portions of the bowel, intestinal
atresia may result. This case provides further
evidence for an understanding of the patho-
genesis of ileocecal atresia.
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