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Background: Fibrillary Glomerulonephritis (FGN) is a rare disorder that is characterized by nephrotic range proteinuria, hematuria and reduced renal function. It has a reported incidence of 0.6 – 1.5% in adults and carries a poor prognosis. It is rarely associated with systemic disorders but has been recently linked to systemic lupus erythrematosus (SLE). Herein, we report a case of a patient who presented with worsening kidney function and was found to have fibrillary glomerulonephritis associated with SLE.

Case presentation: A 70-year-old female with a known history of CKD stage III initially presented to us with a complaint of progressive diarrhea. Upon presentation she was found to have a creatinine of 5.3 mg/dL significantly above her baseline of 1.5 mg/dL. She was started on IV Fluids for a suspected pre-renal injury. Creatinine improved initially but not to baseline. During the next 2 days, she worsened clinically and developed bilateral pleural effusions. She was consequently diuresed for worsening oxygen requirements. Urinalysis showed proteinuria in excess of 3.8g/day. ANA pattern was positive with nucleolar pattern and a titre of 1:80. She remained oliguric despite diuretics and was transitioned to renal replacement therapy. Renal biopsy was planned for suspected lupus nephritis and she was placed on pulse dose steroid therapy. Biopsy revealed the presence of extensive congo red negative electron dense deposits arranged in fibrils measuring 20 to 25 nm along the mesangium and glomerular walls. This was consistent with a diagnosis of fibrillary glomerulonephritis associated with SLE. She was discharged with renal replacement therapy, but later opted for comfort care only.

Conclusions: SLE associated fibrillary glomerulonephritis is a rare disorder and only a handful of cases have been reported till date. It differs from other forms of fibrillary glomerulonephritis in that the fibrils are generally arranged in a fingerprint pattern of concentrically curved lines. Immunosuppressive therapy with cyclophosphamide, steroids and recently rituximab has been used in the treatment of this disorder. However, given its rare incidence and lack of studies, the treatment of the FGN still remains a therapeutic challenge.
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