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Abstract

A very unusual and interesting case of a 72-year-old Indian female with a background of chronic constipation since early
infancy presented in emergency critical condition with acute perforative peritonitis and right lower quadrant fullness, guarding
and tenderness. Laboratory studies showed high inflammatory markers and provisional diagnosis of walled off appendicular
perforation was made. Radiographs and multi scanner computed tomography (MSCT) was found to have pneumoperitoneum
secondary to the terminal ileal stricture with perforation. The patient underwent emergency exploratory laparotomy following
initial resuscitation, resection and anastomosis of the ileal stricture, peritoneal toilet and extramucosal biopsies of rectosig-
moid colon were performed. Histopathology confirmed isolated Crohn’s disease of terminal ileum with stricture and associated
hypoganglionosis. Subsequent colonoscopy and biopsies showed no active Crohn’s disease but had nonspecific colitis of the
left colon due to associated hypoganglionosis. The postoperative period was uneventful. The patient is doing well at follow
up with conservative management of the hypoganglionosis with laxatives, dietary changes, life style modifications and dietary
supplements.
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Introduction

Crohn’s disease, a complex transmural chronic inflammatory
disease, may involve any part of alimentary tract, commonly
occurring in the ileocecal area [1]. The incidence is increasing
worldwide. The isolated involvement of the terminal ileum with
an initial acute presentation with perforation and associated
with hypoganglionosis is a district rarity especially in older pa-
tient [2-5]. In this case report, we present a 72 years old female
with isolated terminal ileum Crohn’s disease mimicking walled
off appendicular perforation. Free perforation of the intestine
as first clinical presentation of Crohn’s disease is rare with an in-
cidence of 3.4%, with 86.1% of perforations involving the ileum.

Case report

A 72 years old female patient who had chronic constipation
since early infancy but otherwise apparently healthy present-
ed with sudden central abdominal pain shifting to right lower
quadrant, nausea, vomiting, high grade fever, abdominal disten-
tion and blood in the loose stool. Patient had history of ongoing
partial functional large bowel obstruction due to chronic long
term constipation being treated conservatively.

Physical examination revealed pale, listless, febrile with
temperature 38.8°C, thready low volume pulse 126/min, blood
pressure of 88/56 mm Hg, central capillary refill of 4.5 min and
respiratory rate of 20/min. Abdomen was distended with ten-
derness, guarding and fullness over right lower quadrant. Rectal
examination showed loaded rectum with overflow loose stools
and tinge of blood. Laboratory investigations showed hemoglo-
bin 85 g/l, white cell count of 28500 and CRP of 360 g/L. Plain
supine abdominal and upright chest radiographs showed pneu-
moperitoneum suggestive of perforative pathology. Imaging
with MSCT scan of abdomen & pelvis confirmed the presence
of pneumoperitoneum (Figure 1). There was mucosal enhance-
ment and peritoneal collection in the right lower abdomen and
pelvic cavity (Figure 2). Mild circumferential wall thickening in-
volving terminal ileum & ileocecal junction with mucosal hyper-
enhancement, proximal ileal dilation filled with faeces and sig-
nificant luminal narrowing of ileocecal junction with mesenteric
fat stranding was seen (Figure 3).

The patient underwent emergency exploratory laparotomy
following initial resuscitation. At exploration, free air escaped
on opening the peritoneum, 300-400 ml purulent fluid drained
out and a short 2 cm long and 6 mm thick terminal ileal isolated
stricture leading to dilation of proximal ileum with an antimes-
enteric perforation and peritoneal collection together with di-
lated rectosigmoid with reversed rectosigmoid ratio and severe
fecal loading of the left colon was observed (Figure 4A). A thor-
ough peritoneal toilet using copious amounts of warm saline
was carried out. Resection of the short segment of the terminal
ileum together with the perforated proximal dilated segment
and end to end ileoileal anastomosis and extramucosal biopsies
of rectosigmoid colon concluded the procedure. Post operative
period was uneventful and she recovered well.

Histopathological examination showed focal thickening
and transmural chronic inflammation with occasional non ca-
seating granuloma with predominant fibrosis of submucosa &
subserosa with isolated single stricture formation and associ-
ated perforation measuring 3.5 cm segment. Haphazard crypt
organization, ulceration of mucosa and reactive changes in iso-
lated lymph nodes were noted. The findings were suggestive of
Crohn’s disease.

Subsequently at the follow up, the patient underwent
colonoscopy with biopsies which showed no evidence of any
Crohn’s disease but nonspecific retention colitis in the severely
loaded left colon maximum being in the rectosigmoid area. The
patient is doing well at follow up with anti-inflammatory drug
e.g. mesalazine (Pentasa®) and conservative management of
the hypoganglionosis with laxatives, dietary changes, life style
modifications and dietary supplements.

Pneumoperitonium

Figure 1: MSCT scan of upper abdomen showing pneumoperito-
neum.

A. Right Lower Quadrant B. Pelvis

Peritoneal collection and enhancement in both areas

Figure 2: MSCT Scan of lower abdomen and pelvis showing peri-
toneal collection and enhancement in right lower quadrant and
pelvis.

B. Dilated 4.5 cm diameter
proximal bowel with faeces

A. Significant bowel wall thickening &
mucosal enhancement of terminalileum

C. Significant IC junction narrowing
with mucosal enhancement of ileum

Figure 3: MSCT scan of lower abdomen and plvis in coronal views
showing localised terminal ileal stricture with proximal dilation and
perforation.
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Figure 4: A. Operative findings and B. Pathophysiological mecha-
nisms for the site of perforation.
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Discussion

Crohn’s disease, one of the two common inflammatory bow-
el diseases (IBD), represents a complex interplay of genetic, en-
vironmental, and immunologic factors that manifest as chronic
inflammation within the gastrointestinal tract. As a clinician im-
mersed in the world of medicine and dedicated to the pursuit of
knowledge, the opportunity to present this case report adds a
valuable contribution to the ongoing discourse surrounding the
diagnosis, management, and understanding of Crohn’s disease
and its association with hypoganglionosis with its implications
on dysbiosis and altered microbiome and immune consequenc-
es.

In this overview of Crohn’s disease, emphasizing its multifac-
eted etiology, clinical heterogeneity, and the imperative need
for comprehensive management strategies by delving into the
etio-pathogenesis, clinical presentation, diagnostic modalities,
and therapeutic interventions, we aim to contribute to the
broader understanding of Crohn’s disease and implications of
the associated hypoganglionosis while shedding light on the in-
tricacies of its manifestation in our specific patient case.

Etiopathogenesis depends on various factors like genetic
susceptibility, environmental, Immune system, and host micro-
biome changes [6]. Many genes are involved in pathogenesis
of Crohn’s disease. But genes like ATG16L1 and IRGM, both of
which are involved in autophagosome formation. Long term
use of wide spectrum antibiotics may disturb host microbiota.
Our patient presented with severe abdominal pain and acute
symptoms and had no protracted chronic symptoms due to very
localised and nearly burnt-out disease. As Crohn’s disease is
mimicker of acute appendicitis, Crohn’s disease should be sus-
pected in patients who present with an unusual clinical course.
fibrofatty proliferation along the mesenteric side of the bowel
wall. Fistulas and abscesses may form.

The pathophysiology of antimesenteric perforation in our
case can be explained by the fact that isolated terminal ileal
stricture development has caused chronic distention of ileum
immediate proximal to the stricture. Marginal artery of the
colon gives long and short terminal branches to the and their
anastomoses across the antimesenteric are meagre, constitut-
ing a zone of relative ischemia, making this site of perforation
during massive distention and associated inflammation at the
borders of the Payer’s patches [7,8]. Most likely site for perfora-
tion would be where the anastomoses of the marginal artery
are least effective (Figure 4B).

In a localised terminal ileal pathology, we prefer to do lo-
calised resection rather than ileocecal resection or hemicolec-
tomy as in Crohn’s disease the surgery needs to be reserved
for least invasive option and preservation of terminal ileum and
ileocecal valve has so many advantages [9]. The hypogangliono-
sis is a seen mainly in children and young adults [10-12]. It has
been reported in adults but it is rare to see in elderly patients
[13]. This can lead to chronic fecal retention leading to dysbiosis
of colon, intermittent or continuous ileocecal reflux, small bow-
el bacterial overgrowth with activation of the immune system
network via Payer’s patches and causing malabsorption with
multiple micronutrient deficiency [14,15].

Our hypothesis is that in our case perhaps the hypogangli-
onosis has been a risk factor in predisposition of the inflamma-
tory bowel disease at a later stage by chronic alteration of the
microbiome of the hind gut causing dysbiosis initially followed

by midgut via ileocecal reflux and small bowel bacterial growth
secondarily and tertiarily via feco-oral route altering oral and
foregut microbiome which has been implicated in the develop-
ment of Crohn’s disease recently.

Conclusion

Crohn’s disease is a complex disorder with a wide range of
clinical gastrointestinal and extraintestinal clinical features. Un-
derstanding differential diagnosis from acute appendicitis and
other conditions are crucial to provide accurate diagnosis, ap-
propriate treatment to decrease flare up in Crohn’s disease. Re-
lationship of hypoganglionosis and Crohn’s disease needs to be
explored.
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