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Abstract
Hirschsprung disease in adults is a rare and frequently misdiagnosed
cause of long-standing and refractory constipation. Surgical procedures
initially developed for pediatric patients are applied to adults with varying
degrees of success. A nineteen-year-old girl was diagnosed with Hirschsprung
disease in a tertiary hospital of low technology level in Togo. Soave-Boley’s
procedure was used as definitive surgical management which resulted in a
good outcome.
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Introduction
Hirschsprung disease is a rare congenital condition in which an
absence of ganglion cells in the distal colon results in functional obstruction,
leading to a long-standing and refractory constipation and a megacolon
(Natsikas & Sbarounis, 1987). In rare cases, the condition remains
undiagnosed until adolescence or adult age because hypertrophy of the active
normally innervated proximal bowel compensates for the prolonged partial
recto-sigmoid obstruction (Natsikas & Sbarounis, 1987; Todd, 1977). In
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addition, use of enemas and cathartics to manage constipation may succeed in
masking the condition until acute occlusion of the proximal colon, fecal
impaction, or megacolon involves urgent surgical intervention (Vorobyov et
al., 2010). Since the discovery of Hirschsprung disease, many surgical
techniques have been performed, including laparoscopic procedure (Jarry &
Faucheron, 2011). According to the conditions of tertiary hospitals, SoaveBoley’s technique has been applied in reported cases of Hirschsprung disease
in adults.
Patient And Observation
A 19-year-old girl was admitted and diagnosed with acute intestinal
occlusion. She experienced painful abdominal distension with a mass and also
vomiting. More so, the patient had a history of chronic constipation and often
eased herself with daily enemas since childhood. Interestingly, she had never
been diagnosed due to ignorance and poverty of her family. Clinically, this
patient presented normal blood pressure (100/70 mmHg), acceptable general
status, important abdominal distension without intestinal perforation signs,
and empty rectal ampoule. Standard laboratory investigation was normal.
Abdominal and pelvis CT scan revealed a colonic obstruction due to a huge
fecal impaction around the whole sigmoid colon and distal left colon. This part
of the bowel was so excessively dilated that it almost occupied the totality of
the abdomen. Figure 1 and 2 shows dilated colon (rectum seemed narrow,
empty with normal diameter). The probability of Hirschsprung disease of the
recto-sigmoid junction was raised and, 24 hours later, a left transversal
colostomy was performed to relieve symptoms. During the surgical process,
through a median laparotomy, a huge bowel (sigmoid colon) of 35 cm × 25
cm was seen and 10 kg of faeces was evacuated. Thereafter, the rectosigmoid
resection was done (Figure 3, 4). Hartmann procedure which extended to the
splenic flexure was performed. The diagnosis of Hirschsprung disease was
confirmed on a histological examination of resected specimen. It was a short
form of aganglionosis including recto-sigmoid junction. Three months later,
Soave-Boley’s procedure was performed for definitive surgery. Postoperative
recovery (18 months after definitive surgery) was uneventful and the patient
described complete resolution of symptoms with normal continence. Bowel
movement was once or twice a day with normal stool.
Comments
Diagnosis of Hirschsprung disease in adults is carried out if a patient
with colorectal aganglionosis is older than the arbitrary age of 10 years at the
time of diagnosis (Duncan et al., 2009). The real incidence of this disease is
unknown due to probable under-diagnosis in the adult population (Chen et al.,
2006). While a vast majority of patients with Hirschsprung disease are
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diagnosed in the neonatal period, Hirschsprung himself acknowledged this
was a disease of all ages (Lesser et al., 1979). In theory, undiagnosed adult
patients who are able to live with this congenital abnormality for so many
years have more mild symptoms. This is due to a compensatory contribution
of the distal and proximal colon to the aganglionic segment (Schlund et al.,
2020). Most of these patients have a short or an ultra-short segment of
aganglionosis (Duncan et al., 2009). While the symptoms may be mild and
can be treated with cathartic agents, the dilated proximal colonic segment is at
risk of decompensation. This could potentially result in an emergent situation
such as an acute obstruction or perforation (Schlund et al., 2020). The reported
case was an acute bowel obstruction in a 19-year-old girl with a history of
constipation and abdominal discomfort.
Standard preoperative investigations include a barium enema or CT scan
(Jarry & Faucheron, 2011). However, abdominal and pelvis CT scan was used
in this case as recommended by some authors for acute abdominal syndrome
(Franchi-Abella & Pariente, 2008). Nonetheless, confirmation of the diagnosis
is necessary before definitive surgery.
Traditionally, four surgical procedures are employed to treat
Hirschsprung disease in adults: the Lynn’s, Soave-Boley’s, the Swenson’s,
and the Duhamel’s procedures (Adamou et al., 2019; Kuroda, 2019). These
procedures are also used for classic Hirschsprung disease in infancy. Although
all procedures involve the resection of histologically confirmed aganglionic
bowel, they differ in the mode of reconstruction and outcomes (Duncan et al.,
2009). Major complications were found with Soave-Boley’s procedure,
Swenson’s procedure, and Duhamel’s procedure at 19.3%, 28.6%, and 7.4%,
respectively. This indicated poor functional results, respectively, at 12%,
13.8%, and 2.4 % (Jarry & Faucheron, 2011; Nasayuki et al., 2005).
Nowadays, new approaches are emerging in the surgical treatment of
Hirschsprung disease in adults. Laparoscopic recto-sigmoid resection with a
transanal colonic pull-through, which is followed by delayed colo-anal
anastomosis, represents a valid alternative in the treatment of Hirschsprung
disease in adult patients. This is because it involves less invasive surgery, does
not require a preventive diverting stoma, and shows anastomotic security
(Jarry & Faucheron, 2011). In a nutshell, laparoscopic approaches provide
fewer complications. Unfortunately, it is not practiced in tertiary hospitals in
Togo since there is no adequate equipment for laparoscopic procedure. This is
why Soave-Boley’s procedure is more widely used. However, eighteen
months after the procedure, the patient does not complain about any
complications. In Niger, Adamou et al. (2019) also used Soave-Boley’s
technique and had a good result in their case report. In Nigeria, authors did not
use laparoscopic approaches to combat Hirschsprung disease in adults, but
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they practised Swenson and Lynn’s procedure which produced satisfactory
outcome (Arowolo et al., 2013)
Conclusion
Due to ganglion cell absence in distal colon, Hirschsprung disease is
largely known in childhood. Although this condition is undiagnosed in the
early stages of childhood, it is found in adults after a long period of
constipation. This is observed in the reported case of a patient who was
admitted for a colonic obstruction by a huge fecal impaction. However, this
condition was managed by a two-step surgery which led to good outcomes.
Appendices
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