HE &5E 2004 ; 46(2) : 79-83.

IS 2R IS0 LR IR g 7 e 771) > (IVIg)

KREEEDZRN L 72 ANCA By 2 i

I HEB

FTHEERD

PF R ERFE B i (ANCA) 514 O 20 AT R 4 - 1M
BROREBIZEETH Y,

72 N5 B R S A G|

Successful treatment of severe ANCA-associated RPGN with high-dose IVIg therapy

Manabu GOMADA and Akira AKAMATSU

Division of Nephrology, Ehime Prefectural Central Hospital, Ehime, Japan

We report a case of anti-neutrophil cytoplasmic antibody (ANCA) -associated rapid progressive
glomerulonephritis (RPGN) that was treated with intravenous immunoglobulin (IVIg) therapy.

A 37-year-old woman was admitted to our hospital because of a low-grade fever, general malaise,
and a poor appetite. At the time of admission, her renal function had severely deteriorated (serum
creatinine level 9.5 mg/d/; mean Ccr 3.3 m//min) and she had severe anemia(Hb 6.6 g/d/). An im-
munological examination revealed the presence of ANCA-associated RPGN. A biopsy confirmed a
diagnosis of pauci-immune-type necrotizing crescentic glomerulonephritis. After initial treatment with
steroid pulse therapy (methylprednisolone, 1,000 mg/day X 3 days), her general condition deteriorated and
two sessions of hemodialysis were required. On the 10th hospital day, a high dose of immunoglobulin was
administered intravenously (IVIg 400 mg/kg/day X 5 days). This therapy immediately improved her gen-
eral condition and lowered her serum titer of MPO-ANCA and her serum creatinine level. After two IVIg
treatments, her MPO-ANCA titer returned to a normal level and her serum creatinine level improved from
9.5 mg/d/ to 3.3 mg/d/. A second biopsy confirmed clinical improvement.

These findings suggest that IVIg therapy is effective for cases of ANCA-associated glomerulonephritis
that are difficult to treat using conventional immunosuppressive therapy.

Jpn J Nephrol 2004 ; 46 : 79-83.
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Laboratory findings on admission

Urinalysis Blood chemistry
U. Protein 0.7 g/day TP
U. Sugar (=) Alb
U. RBC 100~ /HPF T-Bil
U. WBC 5~10/HPF AST

ALT

Peripheral blood ALP
WBC 6,000/ ! LDH
RBC 245X 104/ ul yGTP
Hb 6.6 g/d/ ChE
Het 20.5% CHO
PLT 36.2X% 104/ ul HDL

TG

Renal function Glu
Cer 3.3 m//min BUN
s-/3,MG 18.1 mg/l Cre
u-3,MG 45,248 ng/! UA
u-NAG 4.4U/1 Na

K
Cl
Ca

Serological study

8.0g/d/ CRP 6.4 mg/dl
3.9g/d/ RF 3U/ml
0.2 mg/d/ IgG 2,146 mg/dl
71U/ IgA 340 mg/d/
31U/1 IgM |51 mg/d/
159 1U/1 Cc3 165 mg/d!/
150 1U// c4 43.0 mg/dl
111/l CH 50 61 U/ml
14710/1
177 mg/d!/ ANA 40 X
29 mg/d/ Anti-ssDNA Ab 37.3 AU/ml
119 mg/d!/ Anti-dsDNAAb 29.31U/ml
76 mg/d/ MPO-ANCA 169.0U/m!
57.0 mg/d/ PR 3-ANCA <1.3U/ml
9.5 mg/d/ TPHA (=)
10.3 mg/d/ HBs-Ag (=)
137 mEq/! HCV-Ab (=)
5.1 mEq/!
103 mEq// ESR | hr 33 mm
9.5 mg/d/ 2 hr 130 mm
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Fig. 1. Light microscopic features of the first renal biopsy

a : Demonstrating marked cellular crescent in the glomerulus (PAS stain, X 200)
b : Demonstrating a ruptured Bowman’s capsule (PAM stain, X 400)
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Fig. 2.

Clinical course

HD : hemodialysis, Hep. Na : heparin Na, IVIgXx5 : immunoglobulin 400 mg/kg/day X 5 days
M. P. | gx 3 : methylprednisolone | g/day X 3 days
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