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Pneumatosis Cystoides Intestinalis in a Patient with Dermatomyositis:
A Case Report and Review of the Literature

Mi-Yeon Yul, Kang Lok Leel, Jae Keun Pa;rkl, Ga Young Ahnl,
Chang-Nam Sonl’z, On Koo Cho3, and Jae-Bum Jun'?

IDepartment of Internal Medicine, Hanyang University College of Medicine; ZDepartment of Rheumatology, Hanyang University
Hospital for Rheumatic Diseases; jDepartment of Radiology, Hanyang University College of Medicine, Seoul, Korea

Pneumatosis cystoides intestinalis (PCI) is a rare disease with intramural gas formation in the gastrointestinal tract. The causes of
PCI are various, and are commonly associated with collagen vascular disease. We present a case of a 48-year-old female with der-
matomyositis (DM) who also developed PCI. Her risk of PCI may have been increased by multiple factors such as gender, DM it-
self, and medications including corticosteroids, methotrexate, and azathioprine. While the cause of, and risk factors for PCI in DM
patients are not well known on a global scale, outcomes range from benign to life threatening. Therefore, we present a case study
and review the literature to identify candidate risk factors for PCI. (Korean J Med 2015;88:480-485)

Keywords: Pneumatosis cystoides intestinalis; Dermatomyositis
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Figure 1. (A) Plain radiographs reveal intraluminal gas along small and large bowels (arrow). (B) Intraluminal gas along small and large
bowel is shown (arrow).
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Figure 2. (A) An axial enhanced computed tomography (CT) shows intramural gas in the intestinal wall (arrow). (B) Intramural gas is

observed in the same postion on the coronal CT (arrow).
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Table 1. The clinical characteristics of patients with dermatomyositis and pneumatosis cystoides intestinalis

Patient Age/ . . . . Reference
No. sox Symptoms CK Previous medication at diagnosis Treatment No.
1 42/M  No symptoms NC PDS (low dose) PDS (high dose) 3
Abdominal pain NC PDS Os supply, antibiotics
2 8/M  Vomiting Normal PDS 25 mg/d MethyIPDS 36 mg/day for 4
Diarrhea MTX IV 25 mg/wk 2 weeks, then dexametha-
Abdominal pain sone 4.5 mg/d
Fever MTX 1V 25 mg/wk
67/F Diarrhea Normal PDS NPO, O; supply, antibiotics 5
4 30/F Abdominal distention Normal PDS 10 mg/d NPO 6
Diarrhea Oral liquid paraffin 10% po-
Constipation tassium chloride solution
Weight loss
5 69/F Diarrhea Normal PDS 15 mg/d O, supply 7
Fever
Abdominal pain
6 61/F Abdominal pain NC PDS 12.5 mg/d Intravascular fluids 8
Abdominal distension PPI 20 mg/d Antibiotics
7 59/F Abdominal distension 26 PDS 20 mg Antibiotics 9
CyA 100 mg/d Hypernutrition therapy
8 41/F Abdominal distension 93 PDS 13 mg/d PDS 20 mg/d 9
Abdominal pain Antibiotics
9 53/F Nausea 1,361  PDS 60 mg/d O, supply (4 L/min) 10
Abdominal flatulence MTX 7.5 mg/wk PDS 55 mg/d
AGI, voglibose MIX 7.5 mg/wk
10 58/F Fever >2,000 MethyIPDS 1 g/d, 3 days TNF-o 11
Tetraparesis IVIg 1 g/kg/d, 2 days PDS
Dysphasia CYC boluses 0.7 g/mz, Oral MTX, CyA Oral MTX, CyA
Antibiotics
11 8/F Abdominal pain NC PDS (continous) PDS 20 mg/d 12
MTX, AZA, CYC (intermittent) MTX 2 mg/d
12 12/F Difficulty swallowing Normal NC PDS 13
13 4/F Abdominal pain Normal PDS NC 14
Constipation Chelation therapy
Diarrhea
14 48/F Abdominal pain 29 PDS 20 mg/d NPO Our case
Abdominal distension MTX 12.5 mg/wk
Diarrhea AZA 100 mg/d

CK, creatinine kinase; M, male; NC, not commented; PDS, prednisolone; MTX, methotrexate; IV, intravenous; MethyIPDS, methyl-
prednisolone; F, female; NPO, none per oral; PPI, proton pump inhibitor; CyA, cyclosporine; AGI, alpha-glucosidase inhibitor; IVIg, in-
travenous immunoglobulin; CYC, Cyclophosphamide; TNF-a, tumor necrosis factor alpha; AZA, azathioprine.
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