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A Case of ANCA-associated Pauci-immune Crescentic
Glomerulonephritis in Juvenile Rheumatoid Arthritis

You Sik Hwang, M.D., Young Jun Rhie, M.D., Sun Young Ahn, M.D.
Dong Soo Kim, M.D., Jae Seung Lee, M.D. and Hyun Joo Jeong, M.D.

Department of Pediatrics, The Institute of Kidney Disease, Department of Pathology’,
Yonsei University, College of Medicine, Seoul, Korea

Juvenile rheumatoid arthritis(JRA) is the most common major connective tissue disease in
children. Renal involvement in JRA is rare. Among the renal lesions that have been reported
in JRA, amyloidosis and drug-induced nephropathy are the most common. Crescentic glo-
merulonephritis in JRA has rarely been reported. We report a case of ANCA-associated
pauci—-immune crescentic glomerulonephritis in JRA. The patient was a 15-year old boy with
a 3-year history of JRA. He presented with gross hematuria, proteinuria, positive p—~ANCA
and elevation of BUN and creatinine. Pathologic findings revealed focal necrotizing and cres-

centic glomerulonephritis.

There were no significant immunoglobulin or complement deposits.

His renal function recovered after intravenous methylprednisolone pulse therapy and oral
steroid use. In Korea, this is the first reported case of pauci-immune crescentic glomerulone-
phritis in JRA. (J Korean Soc Pediatr Nephrol 2005;9:231-236)
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Fig. 1. The glomerulus shows endocapillary pro-
liferation and synechia to Bowman's capsule
(PAS, x400).

Fig. 2. Cellular crescent is seen in the direction
of 9-11 o'clock{methenamine silver, X400).
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Fig. 3. Immunofluorescence study failed to dem-
onstrate any deposition of immunoglobulins or
complements(IgG, X400).

Fig. 4. The glomerular epithelial cell foot proc-
esses are diffusely effaced. Mesangium is not ex-
panded and has no electron dense deposit(urani-
um acetate and lead citrate, xX8900).
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Fig. 5. Changes of serum creatinine, creatinine
clearance, 24hr urine protein and p-ANCA in re-
sponse to treatment.
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Table 1. Previously Published Cases of Crescentic Glomerulonephritis in juvenile Rheumatoid Arthritis

Asg‘e(/ Type of JRA arﬁgg/ﬁ)o Pathology Outcome Riieg;:rn)ce
1 ? ? ? Crescentic GN”, immune deposit(?)  Recovered  [5](1992)
2 12/F Polyarticular pANCA(+) Focal necrotizing crescentic GN, ESRDT [61(1996)
anti-MPO(+) no immune deposit
3  10/F Polyarticular ANCA(+) Crescentic GN”, no immune deposit Recovered  [6](1996)
anti-MPO(+)
4 6/F  Polyarticular pANCA(+) Crescentic GN", no immune deposit Recovered  [4](1996)
anti-MPO(—)
5 5/F  Systemic ANCA(—) Crescentic GN7, IgG, IgA deposit Recovered  [7](1998)

*GN : glomerulonephritis, "ESRD : end stage renal disease
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