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1   |   INTRODUCTION

Stercoral ulcer is a pressure ulcer due to impaired blood 
flow resulting from severe constipation where stagnant 
stool compresses the large intestinal wall.1  This type of 
ulcer is usually observed in the cases of severe constipa-
tion in older individuals with underlying illness and who 
are bedridden; however, it is rarely observed in younger in-
dividuals.2 Stercoral ulcer occurs when chronic constipa-
tion leads to fecal impaction and fecal stone development, 
which are the masses of dehydrated fecal matter. The fe-
calith remains within the area of the colon, primarily in 
the rectal sigmoid colon, leading to the area of ischemic 
pressure ulcers, eventually causing localized ischemic ne-
crosis and colon perforation.3

Hirschsprung's disease (HD) is a congenital disorder 
characterized by the lack of ganglion cells in the submu-
cosal and myenteric plexuses and the lack of peristalsis in 

the intestinal tract, causing functional intestinal obstruc-
tion. It is surgically treated by pulling down an intestinal 
section with normal innervation to the anus where the 
anal sphincter is preserved. This HD procedure generally 
has no complications. However, up to 10% and less than 
1% of patients after HD surgery may suffer from constipa-
tion and fecal incontinence, respectively.4

Here, we describe a case of severe anemia caused by 
stercoral ulcer in a young patient with Down syndrome 
(DS) after HD surgery.

2   |   CASE PRESENTATION

A 19-year-old man with DS was admitted to our hospital 
with severe anemia (hemoglobin, 5.8 g/dl) and 3-month 
passage of black stool. Shortly after birth, he was diag-
nosed with HD from delayed meconium excretion and 
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Abstract
Constipation and stercoral ulcer are risk factors associated with Hirschsprung's 
disease (HD); long-term follow-up is, thus, essential. In postoperative HD associ-
ated with Down syndrome (DS) with intellectual disability, vigilant follow-up is 
required to avoid severe constipation because DS predisposes the patients to con-
stipation and caregivers cannot easily understand the symptoms.
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abdominal distension, and underwent stoma construc-
tion, followed by Duhamel surgery and Z-type anastomo-
sis at 2 months of age. The patient had no postoperative 
complications, with almost no hospital follow-up for the 
last 19 years, as reported by the guardian. In addition, his 
parents claimed no gastrointestinal symptoms during the 
19 years. He seemed to defecate once every 2 days, with 
a normal stool form (Bristol stool scale: 4–5), but the fact 
remained uncertain. He had DS with intellectual disabil-
ity and had difficulty communicating; thus, physicians 
could hardly grasp his symptoms. His lab data showed no 
abnormalities other than anemia, and thyroid function 
and urinalysis were normal. Abdominal X-ray detected a 
stool-like mass from the descending colon to the rectum 
(Figure 1A). In enhanced computed tomography (CT), a 
highly dilated large intestine, large residues, and gas re-
tention were observed (Figure 1B,C,D). The bladder was 
squeezed into the dilated descending colon and was largely 
displaced to the right side. Esophagogastroduodenoscopy 
demonstrated no abnormal findings. However, total colo-
noscopy revealed a shallow ulcer at the anastomotic site 
(Figure 2B) and a shallow irregular ulcer with oozing at 
the anal side (Figure  2C,D). A hard stool mass was at-
tached to the ulcer site (Figure 2C). The intestinal tract on 
the anal side of the anastomosis was slightly edematous, 
with no apparent ulcer or bleeding (Figure 2A). In the gas-
trointestinal mucosal pathology of the ulcer, the columnar 
epithelium was shed in the superficial part of the mucosa, 
with glandular duct atrophy (Figure  3A). Additionally, 
numerous fibrin thrombi were detected in small blood 
vessels, suggesting ischemic changes (Figure 3B). Hence, 
the diagnosis was stercoral ulcer. The cause of his anemia 
was diagnosed as gastrointestinal bleeding from stercoral 
ulcer. Urgent red blood cell transfusion was performed 
to improve severe anemia. Considering the difficulty of 

communicating with the patient with DS, enema treat-
ment was challenging. In fact, he did not cooperate and 
stubbornly refused regular enema treatment. Thus, sev-
eral laxatives were administered, and defecation was con-
trolled twice daily. Eventually, hematochezia and anemia 
disappeared as defecation was well-controlled.

3   |   DISCUSSION

The present case suggests that defecation must be strictly 
managed to avoid severe constipation, which may cause 
stercoral ulcer, post-HD surgery.

In the present case, various factors contributed to se-
vere constipation after HD surgery. Through digital rectal 
examination, anal obstruction was ruled out. Rectal dil-
atation findings in CT revealed no anastomotic stenosis. 
Given that bloody stools and defecation were controlled 
with laxatives after the diagnosis, owing to the long agan-
glionic segment in the pull-through intestinal tract, it is 
unlikely to have caused severe constipation. This could be 
observed from the fact that our patient did not suffer from 
persistent constipation for a few years after HD surgery. 
In our patient's case, constipation worsened at the time 
of visiting our facility, expanding the colon enormously. 
Constipation seemingly worsened when defecation was 
improperly managed because of difficulty in communica-
tion and the lack of medical follow-up for a long period 
of time at the discretion of the parents. Due to worsening 
constipation, stercoral ulcer causing bloody stools and se-
vere anemia is considered to have occurred.

Stercoral ulcer often occurs in patients with a medical 
history of chronic constipation, older individuals with 
dementia, bed-bound patients, and sometimes young pa-
tients with mental illness.5 Chronic constipation is the 

F I G U R E  1   (A) Finding of abdominal 
X-ray showed a stool mass from the 
descending colon to the rectum. Axial 
(B) and coronal (C, D) dislocation 
of abdominal enhanced computed 
tomography showed a highly dilated 
large intestine, large amounts of residue, 
and gas retention. White arrows; dilated 
intestinal tract, white arrowheads; stool 
mass, black arrowheads; anastomotic site, 
B; bladder
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main cause for developing stercoral ulcer.2 Stercoral ulcer 
can be easily diagnosed if the ulcer is found on the stag-
nation site of feces. The most feared complications asso-
ciated with stercoral ulcer are gastrointestinal perforation 
and ischemic colitis. Because it poses a risk of bloody 
stools and gastrointestinal perforation, stercoral ulcer has 
a poor prognosis.6,7

Down syndrome is a common human chromosomal 
disorder. Among the clinical findings, the high prevalence 
of gastrointestinal system alterations is a constant con-
cern.8 In patients with DS, gastrointestinal disorders are 
the most common anomalies and have a significant im-
pact on their daily life,9with chronic intestinal constipa-
tion as the most prevalent.8,10Patients with DS often have 
difficulty communicating properly with others, thereby 
leading to inadequate provision of daily health care and 
the oversight of serious illnesses.

The clinical association between DS and HD is well-
established. Approximately 5% of HD cases are asso-
ciated with DS, and as a result, DS remains the most 

common congenital disorder associated with HD.11,12 
Considering that up to 10% of patients with HD may 
have constipation after HD surgery4 and that DS often 
exhibits chronic intestinal constipation,8,10 patients with 
DS require strict defecation control after undergoing HD 
surgery.

Risto et al. reported that the overall incidence of con-
stipation with post-HD surgery might increase with in-
creasing age; for instance, constipation occurred in 30% 
of patients after undergoing Duhamel procedure and 10% 
of them treated their constipation with laxatives or ene-
mas.13,14  Menezes et al. reported that on comparing the 
patients with DS after HD surgery with those of non-DS 
after HD surgery, there were high incidences in the rates 
of soiling and continence in the patients with DS. Similar 
to the present case, patients with DS after the Duhamel 
procedure for HD need to be particularly careful, even in 
the future, of the detrimental sequelae of constipation. 
In the present case, the patient developed stercoral ulcer 
19 years after HD surgery.

F I G U R E  2   Findings of total 
colonoscopy were that a shallow ulcer 
was found at the anastomotic site (B), and 
a shallow irregular ulcer with oozing on 
the anal side (C, D). Hard stool mass was 
attached to the ulcer site (C). Intestinal 
tract on the oral side of the anastomosis 
was slightly edematous, but no obvious 
ulcer or bleeding was observed (A)

F I G U R E  3   Pathological finding 
showed that the columnar epithelium was 
shed in the superficial part of the mucosa, 
and the glandular duct was atrophied (A). 
Large number of fibrin thrombi in small 
blood vessels appeared; it was a finding 
consistent with ischemic changes (B)
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In conclusion, patients with postoperative HD associ-
ated with DS with intellectual disability require careful 
and long-term follow-up to avoid severe constipation that 
may lead to stercoral ulcer.
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