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A Retrospective Study of 27 Patients with Idiopathic Retroperitoneal Fibrosis

- A Single Center Experience
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Background: Retroperitoneal fibrosis (RPF) is an uncommon collagen vascular disease of unclear etiology, which is characterized by a chronic
non-specific inflammation of the retroperitoneum. There are few studies of RPF regarding immunologic manifestations and the association of
RPF with autoimmune process is uncertain. Purpose: To investigate the clinical characteristics, laboratory findings, diagnostic modality,
treatment and outcome of RPF. Methods: We retrospectively reviewed the medical records of 27 patients with RPF, who were admitted to
Yonsei University Medical Center from January 1998 and December 2009. Results: Of the 27 patients with RPF, 22 (81%) were male. The
mean age at diagnosis was 55.7+13.3 years. Abdominal and flank pain were the most common presenting complaint (67%) and common
symptoms included generalized weakness, fever and weight loss. Eight patients (30%) presented with increased serum creatinine and ESR and
CRP were increased in most of the patients (Mean+SD: ESR=70+35mm/hr, CRP=3.2+2.8 mg/dL). Thirteen patients (48.1%) had anemia of
chronic disease at baseline. Three out of 16 patients were rheumatoid factor positive (18.8%), 4 out of 17 patients antinuclear antibody positive
(23.5%), 1 patient anti-DNA positive, 1 patient anti-Ro positive, and 1 patient lupus anticoagulant positive. Eighteen patients (67%) had urinary
tract obstruction, among them, 33% was bilateral and 67% was unilateral. Five patients (19%) had aneurysmal change of aorta. Combined
autoimmune diseases included autoimmune pancreatitis, and Hashimoto thyroiditis. Biopsies were taken in 16 patients (59%). Corticosteroids
were used in 16 patients (59%) and four patients received combined treatment with azathioprine. ESR and CRP levels were decreased after
immunosuppressive treatment. Conclusion: Patients with RPF often accompany autoimmune diseases and autoantibodies are detected in some
patients. Acute phase reactants were usually elevated and the treatment response of immunosuppressive drugs was good. These findings suggest
that RPF could be an autoimmune-related disorder and further studies are needed to elucidate the role of immune-mediated mechanisms
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