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ANCA-negative microscopic polyangiitis associated with streptococcal infection in a 12-year-old boy

*1Division of Pediatrics, Department of Reproductive and Developmental Medicine Faculty of Medicine, University of Miyazaki
*2Department of parhology, Faculty of Medicine, Fukuoka University
*Department of Nephrology, National Defense Medical College

Etsuko Tanaka*!, Hideaki Imamura*!, Takao Konomoto*!,
Hiroyuki Nunoi*!, Satoshi Hisano*?, Takashi Oda*?

Microscopic polyangiitis is a type of antineutrophil cytoplasmic antibody (ANCA) associated vasculitis characterized by inflammation of
small vessels. Although myeloperoxidase (MPO)-ANCA is usually positive in microscopic polyangiitis, we report the first case of ANCA-
negative microscopic polyangiitis associated with streptococcal infection in a 12-year-old boy. He was admitted to our hospital for fever, skin
rash, abdominal pain, nephrotic range proteinuria, gross hematuria and renal insufficiency. Subsequent oliguric renal failure, acute pancreatitis
and arthritis were observed, and continuous hemodaiafiltration was initiated. He was diagnosed with vasculitis syndrome due to multiple organ
symptoms. Laboratory findings revealed negative results for MPO-ANCA and proteinase 3 (PR3)-ANCA. Elevation of antistreptokinase (ASK)
titer was observed, but there was no hypocomplementemia. Skin biopsies showed leukocytoclastic vasculitis without IgA and other immuno-
globulin deposition. Renal histopathology revealed diffuse endocapillary hypercellularity and mesangial proliferation with mesangiolysis. Cres-
centic formation was not observed. Severe inflammatory cell infiltration was observed in the entire interstitium with tubulitis. Small-sized ves-
sels, such as afferent arterioles, revealed fibrinoid necrotic angitis with swelling of endothelium. Immunofluorescence studies revealed only a
few C3 deposits. Nephritis-associated plasmin receptor (NAPIr), nephritogenic streptococcal antigen, and plasmin activity were seen in the re-
nal biopsy specimens. A diagnosis of ANCAs-negative microscopic polyangiitis with pauci-immune rapidly progressive glomerulonephritis was
made and subsequent steroid therapy was initiated which proved to be very effective. Imumediate improvement of clinical symptoms and abnor-
mal laboratory findings were seen with complete recovery of renal function.

We report the first case of ANCAs negative MPA accompanied with pauci-immune rapidly progressive glomerulonephritis which may have
been caused by streptococcal infection due to elevated ASK titers and positive NAPIr and plasmin activity in renal specimens.
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