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Overlooked chronic constipation in adolescent:

Hirschsprung disease
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Sir,

Hirschsprung Disease (HD) is a congenital functional
gastrointestinal obstruction which is characterized by absence of
intramural ganglionic cells [1]. It is most common cause of neonatal
intestinal obstruction. The most effected site of the intestine is recto-
sigmoid region which is unable to relaxation [1]. Definitive surgical
procedures aim to pull-trough the normally innervated intestinal
segment to anal canal by using different surgical procedures such as
Swenson, Rehbain, Soave, Boley, modified Duhamel or modified Soave
(trans anal one-stage endorectal pull-through) [1]. Surgery can be
performed by 1-3 staged procedure related clinical status of patients [1-
5]. Late presentation of HD can be presented intractable constipation,
recurrent diarrhea due to enterocolitis and growth retardation [1,4].
Here a delayed case which can show the importance of HD one more
time when evaluating any symptoms of constipation in developing
countries.

18 years of girl was presented for intractable constipation
for years. Enema had been used in every 4-5 days to relief her
symptoms since her birth. Sometimes cathartic agents had been
used for constipation. Her weight and tall were 42 kg and 148 cm
respectively that revealed growth retardation. Before admittance
colonoscopy had been done and revealed nonspecific mucosal
inflammation in another center that had not solved her clinical
chart. Physical examination revealed distended abdomen and
digital rectal examination revealed empty rectal ampulla and
hypertonic anal sphincter tonus. Erect abdominal radiogram
showed gas and fecal retention with distended abdomen (Figure
1). HD was suspected according to her history of necessity of
enema frequently. Barium enema revealed narrowed rectum and
transitional zone in sigmoid colon with distended remained all
proximal colonic segments until cecum. Three staged surgery was
planned because of chronic mucosal inflammation and dilated
diameter of colon that was resulted from enterocolitis. Surgery
revealed dilated colon with narrow recto-sigmoid region. Entire
colon had severely thickened wall. Intraoperative frozen section
biopsy was revealed no ganglion cells at the narrow recto-
sigmoid region. Proximal of this region histopathology revealed
ganglionic zone. So, end sigmoid colostomy was performed at the
middle site of sigmoid colon. Her weigh was reached to 54 kg in 4
months period following colostomy. Then definitive surgery was
done by using Swenson procedure (low anterior resection with
colorectal anastomosis) with protective ileostomy. Two months
later ileostomy was broken down. Three staged operative courses
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Figure 1. (A) Erect abdominal radiogram showing dilated colonic segments by stool and
gasses; (B) Barium enema revealing the narrowed proximal rectum with transitional zone
to the sigmoid colon and proximal dilated descending colonic segments

were uneventful. Post-operative follows were uneventful with 1-3
defecation in a day.

I aimed to emphasize my sadness of delaying in diagnosis which
should be easily diagnosed by questioning detailed meconium
discharge in newborn period and stooling habits in childhood.
Unfortunately, we have still read delayed diagnosis HD in the
literature [2-5]. Some surgical procedures are reported in the world
with different complications. The surgeon should be plan proper
surgical technique according the clinical status of patients.

Here the imported point is Hirschsprung disease may be
overlooked easily when dealing with intractable constipation in
late childhood. It should be state in mind before treated refractory
constipation in all ages. Clinicians should meticulously analyze
detailed history and remarkable diagnostic tests for intractable
constipation.
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