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Abstract
Scleroderma is an autoimmune disease that can affect multiple organ systems, including the gastrointestinal tract. 
Intussusception, the telescoping of the bowel that can lead to intestinal obstruction, is an uncommon phenomenon 
in adults. We report the first case of sigmoid intussusception in a patient with scleroderma.

Introduction
Scleroderma affects multiple organs, including the gastrointestinal (GI) tract.1 GI manifestations include esophageal 
dysmotility, gastric antral vascular ectasia (GAVE) syndrome, small intestinal bacterial overgrowth (SIBO), malab-
sorption, and constipation.2 Intussusception of the small intestine has also been associated with scleroderma. 

Case Report
A 44-year-old female with systemic scleroderma presented with abdominal pain and constipation. Her last bowel 
movement was 11 days prior to admission despite trials of laxatives, suppositories, and enemas. Prior to this, 
she had been having diarrhea; she did not respond to treatment for recurrent SIBO and had used loperamide to 
reduce her bowel movements. Her other medications included enalapril, isradipine, esomeprazole, bupropion, 
aspirin, and as-needed etodolac and bisacodyl. She had not been on immunosuppression for several years. 

The patient was tachycardic, afebrile, and normotensive. Her abdomen was distended and diffusely tender 
with absent bowel sounds. Labs were notable for a WBC of 13.1k/mm3. Contrast-enhanced abdominal/pelvic 
computed tomography (CT) scan showed large bowel distention, sigmoid intussusception, mesenteric lymph-
adenopathy, and inflammatory changes (Figure 1). Sigmoidoscopy revealed a fecalith with surrounding necrotic-
appearing bowel. The patient underwent a sigmoid resection and diverting colostomy. Surgical findings included 
an inflamed sigmoid colon with kinking and adherent omentum, and adhesions in the region of the sigmoid 
colon. Pathologic findings included ulcerated colonic mucosa with granulation tissue, fibropurulent exudate, 
marked acute inflammation, and serositis without any evidence of fibrosis, neoplasia, or diverticular disease 
(Figure 2). The patient had a complicated post-operative hospital course, and after a 1-month hospitalization, 
was discharged to a rehabilitation facility.

Discussion
Scleroderma often affects the gastrointestinal tract. This is usually due to collagen infiltration of the mucosa and 
submucosa with atrophy and thinning of the muscularis externa.3 Small bowel involvement occurs in 17–57% 
of patients with scleroderma.2 Small bowel dysmotility is the most common finding, likely due to the combina-
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tion of dysfunction of the cholinergic neural pathway and 
underlying myopathy.2 The small bowel can have thickened 
folds or a “hide-bound” bowel appearance, with the latter 
finding due to small distances between the valvulae even in 
the presence of bowel dilation.4,5 Bowel stasis can result in 
SIBO.6 Pseudo-obstruction syndrome, which is a progres-
sive dilation and paralysis of the bowel without mechanical 
obstruction, is also associated with scleroderma.7 

The large bowel is involved in 10–50% of patients with 
scleroderma.2 Constipation is the most common symptom, 
and can lead to ulceration and even colonic perforation.6,8 

Additionally, the gastrocolic reflex may be lost.9 Thinning and 
weakening of the muscle wall can lead to formation of large 
diverticuli, and dysfunction of the anorectum can lead to fe-
cal incontinence.6 Typical radiographic findings of the large 
bowel include increased luminal fluid, dilation, and lack of 
haustrations.2 Colonic atony can be seen on post-evacuation 
barium enema.8 Pseudo-obstruction syndrome can be seen 
in the large bowel.7 

Intussusception occurs when a bowel segment with its asso-
ciated mesentery invaginates into the lumen of an adjacent 
bowel segment. In adults, intussusception is responsible 
for 1% of all bowel obstructions.10 Intussusceptions may be 
caused by intraluminal, mural, and extraluminal process-
es.11 In 70–90%, there is an identified organic lesion, with 
20–50% of the lesions being malignancy.10 Scleroderma was 
reported to be responsible in 1 of 58 adult intussusception 
cases during a 30-year review.10 The etiology behind non-

mechanical intussusception in scleroderma patients is un-
clear. It has been proposed that hide-bound bowel and dis-
ordered peristalsis causes a focal kink, which then acts as a 
lead point.5,11 Our patient previously had findings consistent 
with hide-bound small bowel (Figure 3). Loss of haustration 
is commonly seen in sclerodermatous large bowel, but it is 
unknown if it could create a similar phenomenon. Further-
more, it has been reported that bowel edema and mesenter-
ic lymphadenopathy may contribute to the mechanism of in-
tussusception.12 Our patient had enlarged mesenteric lymph 
nodes and bowel wall edema. She had sigmoid adhesion, 
without past abdominal surgeries to explain their formation. 
Non-surgical causes of adhesions include chronic intra-
abdominal inflammation, and scleroderma is inherently an 
inflammatory disease associated with collagen deposition in 
the mucosa, and fibrosis of the luminal wall.13 Any of these 
causes could create mural abnormalities, and might lead to 
the telescoping of bowel.2,11 The histopathology in our pa-
tient did confirm acute inflammation, but did not reveal any 
collagen deposition or fibrosis.

We believe the intussusception in our patient was a result of 
multifactorial manifestations of her systemic disease. Sclero-
derma patients and their physicians should be aware of the 
possibility of colonic intussusception, as aggressive medical 
and surgical management may be needed to avoid signifi-
cant morbidity and even mortality.
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Figure 1. Abdominal/pelvic CT showing sigmoid intussusception (arrow-
heads) and proximally dilated colon with wall thickening and adjacent inflam-
matory changes (arrow).

Figure 2. (A) Low-power view and (B) high-power view of colon tissue from 
sigmoid resection. Both show ulceration with polymorphonuclear leukocytes 
(arrow) and fibroproliferative exudative changes (arrowheads).

Figure 3. (A) Upper GI series showing decreased space between valvulae, 
thickening of small bowel folds and dilation of lumen, consistent with hide-
bound bowel. (B) Coronal image from abdominal/pelvic CT showing similar 
findings of hide-bound bowel.

A B

A B



Publish your work in ACG Case Reports Journal
ACG Case Reports Journal is a peer-reviewed, open-access publication that provides GI fellows, private practice clinicians, and other members of the 
health care team an opportunity to share interesting case reports with their peers and with leaders in the field. Visit http://acgcasereports.gi.org for 
submission guidelines. Submit your manuscript online at http://mc.manuscriptcentral.com/acgcr.

Katz et al

acgcasereports.gi.org

Colonic Intussusception in a Scleroderma Patient 

32 ACG Case Reports Journal | Volume 2 | Issue 1 | October 2014

Received: April 11, 2014; Accepted: August 29, 2014 

References
1. Black CM. Scleroderma: Clinical aspects. J Intern Med. 1993;234(2):115–

118. 
2. Ebert, EC. Gastric and enteric involvement in progressive systemic sclero-

sis. J Clin Gastroenterol. 2008;42(1):5–12. 
3. Fynne L, Worsøe J, Gregersen T, et al. Gastrointestinal transit in patients 

with systemic sclerosis. Scand J Gastroenterol. 2011;46(10):1187–1193. 
4. Bluestone R, MacMahon M, Dawson JM. Systemic sclerosis and small 

bowel involvement. Gut. 1969;10(3):185–193. 
5. Horowitz AL, Meyers MA. The hide-bound small bowel of scleroderma: 

Characteristic mucosal fold pattern. Am J Roentgenol Radium Ther Nucl 
Med. 1973;119(2):332–334. 

6. Omair MA, Lee P. Effects of gastrointestinal manifestations on quality 
of life in 87 consecutive patients with systemic sclerosis. J Rheumatol. 
2012;39(5):992–996. 

7. Zapatier JA, Ukleja A. Intestinal obstruction and pseudo-obstruction 
in patients with systemic sclerosis. Acta Gastroenterol Latinoam. 
2013;43(3):227–230. 

8. Mapp E. Colonic manifestations of the connective tissue disorders. Am J 
Gastroenterol. 1981;75(5):386–393. 

9. Engel AF, Kamm MA, Talbot IC. Progressive systemic sclerosis of the 
internal anal sphincter leading to passive faecal incontinence. Gut. 
1994;35(6):857–859. 

10. Azar T, Berger DL. Adult intussusception. Ann Surg. 1997;226(2):134–138.
11. Huang BY, Warshauer DM. Adult intussusception: Diagnosis and clinical 

relevance. Radiol Clin North Am. 2003;41(6):1137–1151. 
12. Grover M, Arora AS. Multiple small bowel intussusceptions in an adult 

male. Gastroenterology. 2012;143(1):26, 270. 
13. Brüggmann  D, Tchartchian G, Wallwiener M, et al. Intra-abdominal ad-

hesions. Dtsch Arztebl Int. 2010;107(44):769–775.


