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QR access this Article Clinical findings and investigations: Abdominal x-ray showed significantly dilated

bowel loops with fecal loading. Barium enema showed a transition zone at the
proximal one-third of the rectum with reversed rectosigmoid ratio.
Intervention and outcome: Rectal biopsy confirmed the diagnosis. Decompressive

colostomy was done followed by soave pull through three months later. The patient

is doing well during postoperative follow-up.

Conclusion: Adolescent patients with a history of childhood-onset constipation
should be evaluated for the possibility of undiagnosed Hirschsprung's disease.
Treating this condition can significantly enhance the patient's quality of life.
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INTRODUCTION

Hirschsprung's disease is a congenital disorder characterized by the absence of ganglion cells in the Meissner's plexus of
the submucosa and Auerbach's plexus of the muscularis (1). Hirschsprung's disease occurs in approximately 1 out of
every 5,000 live births (2). The diagnosis is typically made before the age of 1 month in 65% of the total cases, and before
the age of 1 year in 95% of the total cases. However, in rare cases, the condition may not be detected until the adolescent
or adult years (3). This report presents a rare case of chronic constipation in an adolescent who was later diagnosed with
Hirschsprung's disease and underwent a Soave pull-through procedure. This case report has been reported in line with
the SCARE Criteria (4).

CASE PRESENTATION

15-year-old Black female patient presented to our hospital with the compliant of failure to pass feces of 5 days duration
associated with abdominal distention. Since childhood, she had a history of constipation and abdominal distension, for
which she was repeatedly admitted to local health centers and treated with enemas and oral laxatives. This provided only
temporary relief of her symptoms. The timing of her first passage of meconium was unknown. On physical examination,
the patient appeared chronically ill, wasted, and had significant abdominal distension. Rectal exam revealed loose stool
with normal sphincter tone.

Baseline investigations, such as a complete blood count, serum electrolytes, and thyroid function tests, were all within
normal limits. An abdominal X-ray revealed significantly dilated bowel loops with fecal loading (Fig 1). The barium
enema revealed a transition zone in the proximal one-third of the rectum, with a reversed rectosigmoid ratio, which was
suggestive of Hirschsprung's disease (Fig 2).

Figure 1: Abdominal x-ray showing Figure 2: Contrast barium (oblique

significantly distended large bowel. view).

The patient was prepared, and the abdomen was surgically explored through a left lower transverse incision, based on
the clinical impression of large bowel obstruction secondary to an ultra-short segment of Hirschsprung's disease.
Intraoperative findings revealed a transition zone at the rectosigmoid junction, accompanied by significant dilatation of
the proximal colon (figure 3). A diverting decompressive sigmoid loop colostomy was performed, and tissue samples
from the stoma and rectum were obtained and submitted for histopathological evaluation. The histopathological findings
confirmed the presence of an aganglionic rectum and a ganglionated colostomy site.
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Three months later, the patient underwent a Soave pull-through procedure. The postoperative course was uneventful. At
the 6-month follow-up, she reported a dramatic improvement in her bowel function and experienced rapid weight gain.

Aganglionic seg

Figure 3: intraoperative picture

DISCUSSION

Hirschsprung's disease is characterized by the complete absence of ganglion cells within the colonic wall, resulting in an
absent recto-anal inhibitory reflex (2). Hirschsprung's disease is a major cause of intestinal obstruction in infants. In over
90% of cases, diagnosis and treatment are carried out within the first 5 years of life. In contrast, Hirschsprung's disease in
adults accounts for approximately 5% of cases and is often mistaken for chronic constipation (5).

Hirschsprung's disease is classified into four categories based on the length of the aganglionic segment: short (distal
sigmoid colon and rectum), long (distal sigmoid colon and rectum to splenic flexure), total colonic aganglionosis (entire
colon), and ultra-short (distal rectum and anal canal). Hirschsprung's disease in adults typically presents as the short or
ultra-short form, with relatively mild symptoms, especially early in life (6).

When Hirschsprung's disease is clinically suspected, imaging studies, anal manometry, and full-thickness rectal biopsies
are typically performed to confirm the diagnosis (2). A plain abdominal radiograph is typically the first diagnostic step.
It may demonstrate a grossly distended large bowel, with a possible absence of stool in the distal colon or rectum.
Additionally, a contrast enema can reveal a transition zone between the distal aganglionic bowel segment and the
distended proximal ganglionated bowel, a finding considered the most accurate radiologic feature of Hirschsprung's
disease (7). Definitive diagnosis of Hirschsprung's disease relies on a rectal biopsy, which reveals the absence of ganglion
cells in the myenteric plexus and hypertrophy of the nerve endings (8).

The treatment of Hirschsprung disease is surgical. The principles of the operation are to remove the aganglionic colon
and connect the normally innervated bowel just above the anus, at a level which prevents further functional obstruction,
but at the same time preserves fecal continence. The definitive surgical intervention may be carried out in a single-stage
or multi-stage approach. A stoma may still be the appropriate approach for children with severe enterocolitis, extensive
dilatation of the proximal bowel, total colonic aganglionosis, or limited pathology support (9).

In cases of undiagnosed Hirschsprung's disease, patients often experience severe constipation from early childhood, and
the colon proximal to the aganglionic bowel tends to be severely dilated. This can complicate surgical dissection and
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create incongruence during anastomosis, making a one-stage pull-through procedure less effective in older children
compared to infants. Early postoperative complications, particularly anastomotic leakage, occur frequently in children
with late-diagnosed HD. Therefore, a diverting stoma should be considered for these patients (10). In our case, given the
unavailability of frozen section, the presence of malnutrition, and the massive bowel dilatation, we decided to perform a
two-stage surgery with an initial diverting loop colostomy.

The surgical treatment of adult Hirschsprung's disease should account for the anatomical changes and the technical
challenges of dissection encountered in adulthood. While numerous surgical approaches have been described for
Hirschsprung's disease, four primary techniques - Swenson, Duhamel, Soave, and Lynn procedures - are most utilized
(11). The Soave procedure involves stripping the rectal mucosa, while maintaining the muscular cuff of the rectum. A
ganglionic segment of colon is then brought down, and a colo-anal anastomosis is performed (2). The Soave pull-through
is the preferred surgical technique at our institution, favored by our experienced surgeons who have achieved excellent
results with this approach.

CONCLUSION

Adolescent patients with a history of childhood-onset constipation should be evaluated for the possibility of undiagnosed
Hirschsprung's disease. Treating this condition can significantly enhance the patient's quality of life.
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