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CASE PRESENTATION

A 12-day-old male neonate presented in the emergency
room with constipation for three days and repeated ep-
isodes of non-bilious vomiting for one day. The patient
had a history of delayed passage of meconium (after 48
hours) at birth. On examination, the abdomen was dis-
tended but soft, and bowel sounds present. X-ray ab-
domen showed multiple air-fluid levels. Suspecting
Hirschsprung’s disease, saline enema was started. The
patient started passing the stool and the abdominal
distension settled down, thus feeding was resumed.
The patient tolerated the feeds and started passing
stool without enema. The patient was discharged and
followed-up in the outpatient department (OPD). After
two weeks, the patient again presented with abdominal
distension and constipation. Rectal washout was given
but the patient passed small amount of stool and ab-
dominal distension persisted. Contrast enema per-
formed showed narrow lumen of the entire colon, and
the contrast could not pass proximal to the ileocecal
junction (Fig.1A).

On exploration, hugely distended small bowel loops
were found with collapsed colon. We suspected ob-
struction at the level of ileocecal junction. Thickening
of the ileal wall proximal to obstruction site was also
noted. A longitudinal enterotomy performed at ileoce-
cal junction revealed a mucosal web at the ileocecal
junction with central perforation (Fig.1B). The web was
excised and enterotomy closed transversely. Proximal
diversion as ileostomy was given. Immediate postoper-
ative recovery was uneventful, but the patient devel-
oped signs of sepsis on 5th postoperative day (sluggish
movement of ileostomy, abdominal distention, throm-
bocytopenia, hypoglycemia, and seizures). Antibiotics
upgraded, hypoglycemia corrected, and the patient
was put on mechanical ventilation. The patient was
weaned off the mechanical ventilation on improvement
and discharged after establishing full oral feeding. On
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follow-up the patient is thriving well; and ileostomy re-
versal has been planned.

Figure 1: A) Contrast enema showing small caliber colon
with non-passage of the contrast beyond the ileocecal region
and grossly dilated proximal bowel loops. B) Enterotomy
showing web at the ileocecal junction with a central
perforation.

DISCUSSION

Intestinal atresia of the ileocecal junction is exceed-
ingly rare. Presence or absence of ileocecal valve affects
the surgical management and prognosis in such cases
especially with short bowel.[1,2] Isolated ileocecal valve
atresia is a rare entity with only 10 cases have been
reported in the literature.[2,3-7] Mousavi et al. re-
ported a case of type-I ileocecal valve atresia consisted
of a mucosal diaphragm.[8] In the index case, a muco-
sal web with a central perforation was obstructing the
ileocecal valve. Central perforation of the mucosal web
in the index case led to a delayed presentation as small
amount of the stool kept on pouring into the large
bowel. This was also the reason of labelling it a case of
Hirschsprung disease preoperatively.

Different surgical techniques have been suggested for
the ileocecal valve atresia depending on the intraoper-
ative findings. Resection of the atretic segment, fol-
lowed by an ileocolonic anastomosis is the most fre-
quently employed approach.[1,2,4,7] In our case, there
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was only a mucosal web with central perforation with-
out any atretic segment. Therefore, we decided to ex-
cise the web and preserve the ileocecal segment. A
proximal diverting ileostomy was deemed necessary
due to poor health status of the baby and fearing anas-
tomotic leakage owing to its proximity with ileocecal
valve.

To summarize, this report described a mucosal web
with central perforation in the ileocecal valve region ob-
scuring the identification of valve itself. Management
of such cases depend on intraoperative findings and
clinical status of the patient.
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