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Pneumatosis intestinalis in a
patient with polymyositis 

Sirs,
The patient is a 38-year-old patient with a
4-year history of polymyositis, with proxi-
mal weakness of the limbs, markedly in-
creased serum levels of CPK, and typical
electromyographic and muscular pathologi-
cal findings. His serological tests disclosed
positive fluorescent anti-nuclear antibodies,
which were negative for anti-Jo1, RNP, and
s cl e ro d e rma 70 and anti-centro m e res. A t
this time the patient responded to treatment
with corticosteroids (prednisone 1 mg/kg)
and high dose intravenous immunoglobu-
lins (IVIG) (0.4 mg/kg for 5 days, once a
month, for 12 months). 
In January 1997, while being treated with
low dose prednisone and azathioprine, he
first complained of abdominal pain and dis-
tension, early satiety, constipation and a 3
kg weight loss. Gastroscopy revealed severe
e s o p h agitis and a ve ry dilated stomach .
Barium meal of the upper gastrointestinal
(GI) tract confirmed a dilated stomach. Iso-
topic scanning of the esophagus and stom-
a ch with Te chnecium 99 phitate demon-
s t rated ve ry delayed emptying. Colono-
scopy showed megacolon. The patient was
t re ated with proton-pump inhibitors and
c i s ap ride and was recommended to eat
small and multiple meals. 
On March 1999, an ex a c e r b ation of his
polymyositis was noted with recurrent pro-
ximal muscular weakness and an increase
in serum CPK. The prednisone dosage was
increased to 40 mg/d. During the following
weeks, his muscular strength improved but
he developed seve re colicky ab d o m i n a l
pain, early satiety and constipation. He lost
10 kg in 5 weeks. On examination, he look-
ed ill and in severe pain. The abdomen was

very distended and tender on palpation. 
The plain abdominal film and CT scan (Fig.
1) performed at the same time showed free
air in the abdominal cavity and within the
wall of all visualized bowel loops of the
small and large intestines. The patient was
d i agnosed as having pneumatosis intesti-
nalis of the small and large intestines with
f ree abdominal air. He underwent ex-
plorative laparotomy which confirmed the
diagnosis of extensive pneumatosis intesti-
nalis excluding a perforated viscera or is-
chemic bowel.
The patient was subsequently treated with
high dose IVIG, total parenteral nutrition,
metronidazole (1.5 gr/d) (after performing a
Xylose test which disclosed significant bac-
terial overgrowth),daily injections of octre-
otide 50 g and cisapride (30 mg/d). After
10 days, a dramatic improvement was no-
ticed with resolution of the abdominal pain
and distension and weight gain. CT scan of
the abdomen 2 months later revealed com-
plete resolution of the free air and signifi-
cant decrease in the pneumatosis. 
Pneumatosis intestinalis is defined as sub-
s e rosal or submucosal infi l t ration of the
intestinal wall with multiple gaseous cysts.
Several mechanisms for the appearance of
gas in the mucosa have been pro p o s e d
including breaks in the integrity of the gas-
t ric mu c o s a , i s chemic bowel with subse-
quent bacterial overgrowth, and increased
intraluminal pressure in the bowel as well
as tracking down from leaking pulmonary
e m p hy s e m atous bullae (1). Pneumat o s i s
intestinalis has been associated with several
conditions such as duodenal ulcers, sigmoi-
doscopy, kidney and bone marrow trans-
plantation - mainly attributed to corticos-
t e roid therapy- ischemic bowel disease,
chronic obstructive lung diseases and con-
n e c t ive tissue disease (1). Pneumat o s i s
intestinalis may be asymptomat i c, but in
most cases it leads to abdominal pain, dis-
t e n s i o n , c o n s t i p ation and/or diarrhea (2).
The diagnosis can be established on plain
abdominal radiography or CT (2, 3).
Within the connective tissue diseases, sys-
temic sclerosis is the most frequent cause of
PI, where it is attributed to hypoxemia, hy-
pomotility of the bowel with consequent
bacterial overgrowth and increased intralu-
minal pre s s u re (4). Pneumatosis has also
been r eported in systemic lupus erythema-
tosus (5), m i xed connective tissue disor-
ders, polyarteritis nodosa, rheumatoid arth-
ritis and temporal art e ritis (2). In these
cases, corticosteroid therapy as well as vas-
culitic involvement of the bowel has been
suggested as a trigger of PI. 
Pneumatosis intestinalis has been seldom
described in poly/dermatomyositis (6-9). It
seems to be more frequent in children (8, 9)
and has been primarily attributed to ische-

mic vasculitic bowel involvement,
In our patient, the combination of corticos-
teroid therapy with a severe hypomotility
disorder of the gastrointestinal tract proba-
bly induced the PI. Muscular involvement
of the digestive system in PM is generally
subclinical,although case reports of megae-
sophagus (10) and a study which demon-
strated an impaired motility of the esopha-
gus and stomach in 13 patients with PM
(11) suggest that it may be more frequent
than previously suspected.
The management of PI depends on the
u n d e rlying disease. Tre atment ge n e ra l ly
includes the use of nasogastric decompres-
s i o n , antibiotic therapy and induction of
high concentration of oxygen by delivering
oxygen by mask or using hyperbaric oxy-
gen (1). If underlying GI hypomotility is
present, treatment with cisapride or octreo-
tide may further improve the clinical symp-
toms (1). 
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Fig. 1. Plain abdominal radiograph demonstra-
ting pneumatosis intestinalis (thin arrow) and
free abdominal air (thick arrow).


