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LETTERS TO THE EDITORLETTERS TO THE EDITOR

Systemic sclerosis and sarcoidosis: 
a rare case of chronic intestinal 
pseudo-obstruction
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Dear Editor, 

The coexistence of systemic sclerosis (SSc) and sarcoidosis 
is an extremely rare phenomenon; some studies question 
its existence. We report the case of a male with a diagnosis 
of sarcoidosis that was admitted due to abdominal disten-
sion and pain. After a thorough investigation, he was diag-
nosed with severe chronic intestinal pseudo-obstruction as 
a manifestation of SSc. 

Case report

We report the case of a 62-year-old male admitted with 
abdominal distension, pain and no bowel movements. He 
had been diagnosed with pulmonary sarcoidosis three 
years previously. The physical examination identified 

telangiectasia on the face, sclerodactilia, bilateral Ray-
naud’s phenomenon (Fig. 1A), arrhythmic heart sounds 
and a distended abdomen with a decreased peristalsis. 
The blood tests were normal and an abdominal X-ray 
showed a marked distension of the large and small bow-
el. Colonoscopy and magnetic resonance (MR) enterogra-
phy confirmed these findings in the absence of an organ-
ic obstruction (Fig. 1B). A diagnosis of chronic intestinal 
pseudo-obstruction (CIPO) was suspected. An extensive 
workup was performed and auto-antibody screening was 
negative. A capillaroscopy of the nail bed according to the 
suspicion of SSc was positive for advanced SSc and an 
esophageal manometry showed > 30% of non-transmitted 
waves. An atrial flutter and a restrictive cardiomyopathy 
were evident on the electrocardiogram (EKG) and echocar-
diogram. A diagnosis of SSc with severe gastrointestinal 
and cardiac involvement was suspected. Clinical resolution 
was observed with conservative treatment; there were no 
flare-ups during follow-up.

Discussion 

SSc and sarcoidosis are rare diseases with an incidence 
between 50-400 million cases/year, 20 million cases/year, 
and the coexistence of both conditions is extremely rare 
(1). Only 30 cases have been reported in the literature (2) 
and some authors question the association of both con-

Fig. 1. A. Sclerodactilia and bilateral Raynaud’s phenomenon. B. MR-enterography showing a marked distension  
of the large and small bowel without organic obstruction.
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ditions (1,3). In our patient, a diagnosis of SSc was made 
based on the presence of the typical cutaneous findings. 
The gastrointestinal tract (GIT) is the most affected area 
(90%) and 75-90% of cases have esophageal involvement; 
dysmotility is the most common abnormality (1,4). Usu-
ally, there is a decreased or absent primary peristalsis, 
although 30% of cases may be asymptomatic (4). The small 
bowel is the second most common organ involved (20-
60%) and CIPO rarely occurs (10% of cases) (4). Another 
unusual feature of this case is the fact that SSc usually 
affects females (70% of cases); SSc was diagnosed after 
sarcoidosis in only 20% of cases (2). The pathogenesis of 
GIT involvement is poorly understood. However, the most 
credible theory involves functional autoantibodies against 
the muscarinic-3receptor (M3R) that induces cholinergic 
dysfunction (4). SSc treatment is symptomatic. However, 
recent studies suggest the potential benefit of intravenous 
immunoglobulin (IVIG) infusions as it neutralizes autoan-
tibodies to M3R (2,5).

In conclusion, we report a case of a rare cause of CIPO as a 
manifestation of SSc in a patient with a previous diagnosis 
of sarcoidosis. Gastroenterologists should consider SSc as 
a cause of intestinal pseudo-obstruction. 
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