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Abstract
Abdominal distention is a common disorder in newborns. Intestinal obstruction leading to abdominal distention often presents as an emergency. Hirschsprung disease should be suspected
in neonates presenting with signs and symptoms of large bowel
obstruction. Abdominal radiograph and contrast enema provide
important clues to support the clinical diagnosis in the emergency
room. Early diagnosis is important to prevent complications. This
case sensitises the pediatricians regarding diagnosis of such cases.
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Introduction

Hirschsprung disease (congenital aganglionic megacolon)
is a neurocristopathy affecting the enteric nervous system. It is
characterized by absence of ganglion cells in the submucosal
and myenteric plexus, most commonly in the rectosigmoid
region (80% cases) followed by long-segment (10-15%)
and complete bowel aganglionosis (5%) [1]. Most cases of
Hirschsprung disease are diagnosed in the newborn period.
It should be suspected in neonates presenting with features
of distal bowel obstruction. Early recognition of Hirschsprung
disease is essential in reducing morbidity and mortality.

Case

A two-day-old male neonate presented with progressive
abdomen distention. He was born by normal vaginal delivery at
40 weeks gestation, weighed 3.25 kg at birth and was initiated
on breastfeeds. He first passed meconium at 30 hours of life
followed by 1 episode regurgitation of milk and generalised
abdominal distention. On examination, the baby had good stateto-state variability, alertness, diffuse gaseous abdomen distention,
bilious aspirates, normal bowel sounds and anal tone. He passed
meconium every time following rectal enema. There was no fever,
lethargy, features of peritonitis or gut-associated sepsis. Clinical
diagnosis of septic ileus, meconium plug syndrome, Hirschsprung
disease was considered. Repeated plain abdominal radiograph
showed persistently dilated large bowel loop and absence of
rectal gas shadow (Figure 1A). Blood and cerebrospinal fluid
examination for sepsis were not contributory. Thyroid function
test was normal. Contrast enema study showed dilated colon with
a narrow transition zone (Figure 1B) suggesting Hirschsprung
disease. He underwent colostomy and is awaiting definitive repair.
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Discussion
In this case, diagnosis of Hirschsprung disease was made based
on clinical presentation and radiological features. Hirschsprung
disease is a common cause of neonatal large gut obstruction. Neonatal
presentation includes progressive abdomen distention, delayed
passage of meconium (>24 hours after birth), bilious vomiting
or aspirates with feed intolerance. It is commonly confused with
septic ileus, necrotizing enterocolitis or meconium plug syndrome.
Absence of clinical and laboratory features of sepsis, absence of rectal
gas shadow and presence of fixed dilated bowel loops on abdominal
radiograph should raise suspicion of Hirschsprung disease.
Contrast enema helps in early confirmation and initiating definitive
management [2]. Surgical intervention is the definitive treatment
modality. It includes excision of the aganglionic and transition zones
followed by surgical apposition of normally innervated bowel [3].

In conclusion, Hirschsprung disease should be suspected
in neonates presenting with signs and symptoms of large
bowel obstruction and absence of sepsis. Abdominal
radiograph and contrast enema provide important clues
to support the clinical diagnosis in the emergency room.
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Figure 1: Radiological features of Hirschsprung disease. (A) Plain abdominal radiograph showing dilated large bowel loop and absence of rectal gas
(B) Contrast enema study done by per rectal administration of dilute urograffin solution shows transition zone at the recto-sigmoid region (arrow),
with dilated sigmoid colon.
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