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A case of scleroderma with rapid progressive glomerulonephritis associated with both MPO-ANCA
and anti-GBM antibodies
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FEBNZE 66 1%, Pk, DPERICGEREBET, K 17 41 H Cr2.0 mg/dL & PEEEREREEE T 27807, [FH
4 4 A121% Cr 5.9 mg/dL, BUN 61 mg/dL & ZBUZE(L L 72720, UBHEMN S NABE & 72 o 72, Wik & izl
D K EW{L & PUEHUAi O 152> & R ECRE & 2T, BRI R T E MR, R, %% 7% FESHELE L, MPO-ANCA
Piikifilio F5- (530 EU) 28 & 7z, BZEBICTT R T ORERAICHEMERIIAEE A OTZRR &, RE oI 2 fms
1, #HELz 380, LHEERMARER RO TH -7, X 5124 GBM HilkBIETh H, SOEHikET
IgG @MEﬁ?’ﬁf\@ﬁ#m%%M) 722 &0 5, PiGBM MARIB R OGS Z b, MHOENT FIcAT oA
FoOVAEDH, 7L F=vuy 60mg/HNRIC X 21082 EE L, 4 8EBIEN 2 EN L 72, SREEICH
T rEALL LT, WWRNAEE 7Y —¥ L iﬁ?ﬁcéﬁ EDFAEL, ZD7%hIC MPO-ANCA BIMER 7812 X BE
WinEGENS, Shlbnbiud, & 5I12H GBM Vil %5 U i fip] 2 febi L 72,

A 66-year-old male with scleroderma developed rapidly progressive glomerulonephritis (RPGN). Renal
pathology revealed crescentic glomerulonephritis with interstitial inflammation and fibrosis. Immunofluorescent
micrography showed linear deposition of IgG along the glomerular capillary wall. Both anti-glomerular base-
ment membrane antibody (anti-GBM Ab), and myeloperoxidase-antineutrophil cytoplasmic antibody (MPO-
ANCA) were detected by an enzyme-linked immunosorbent assay (ELISA). These findings were compatible
with ANCA-related vasculitis and anti-GBM Ab nephritis. Laboratory findings showed rapid elevation of the
serum creatinine level (5.9 mg/dL), and a high titer of MPO~ANCA (530 EU) and anti-GBM Ab(21 EU). He
was started on methylprednisolone pulse therapy and temporary hemodialysis. Since the immunosuppressive
therapy lowered both antibody titers steadily and improved renal function, hemodialysis was discontinued 4
weeks after the therapy. It has been reported that some scleroderma patients developed rapid progressive glome-
rulonephritis due to ANCA-associated vasculitis in addition to the typical scleroderma renal crisis.

There have been few reports of a scleroderma patient associated with RPGN, in whom both MPO-ANCA
and anti GBM antibodies were detected.
Jpn J Nephrol 2008 ; 50 : 64-68.
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Table 1. Laboratory findings 1
CBC T-Bil 0.3 mg/dL CRP 3.8 mg/dL
WBC 8,000/uL AST  131U/L ESR 135 mm
RBC 3.20%10%/uL ALT 91U/L Urinalysis
Hb 8.9 g/dL ALP  2621U/L glu (1+)
Ht 27.0% GTP  33IU/L Prot (3+)
PIt 51.4x10%/uL UA 6.6 mg/dL OB 3+)
Biochemistry TP 7.2 g/dL sediment
Na 142 mEq/L Alb 3.0g/dL RBC >100/HF
K 4.9 mEq/L Glu 89 mg/dL WBC 5~9/HF
Cl 109 mEq/L HbA,, 5.8 % Cast
BUN 56 mg/dL Ca 6.9 mg/dL hyaline, granular,
Cr 5.9 mg/dL LDH 197 1U/L RBC, WBC, waxy

Table 2. Laboratory findings 2

ANA 160 X C3 111.4 mg/dL
(Homogeneous/Speckle) C4 22.1 mg/dL
Anti-SCL-70 4
Anti-DNA Ab <2.01U/mL MPO-ANCA 530 EU
Anti-DS-DNA-Ab <5 |U/mL PR3-ANCA <10 EU
Anti-RNP Ab 9.6 U/mL Anti-GBM Ab 21 EU
Anti-centromere ~ <5.0 Haptoglobin 541 mg/dL
RF (-) Cryoglobulin ~ (—)
SS-A/SS-B (=) ACE 10.7 IU/L
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: Light micrograph showing interstitial inflamma-
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tion and fibrosis (HE stain, % 100)

A typical glomerulus showing fibrocellular cres-

cent (PAS stain, X 400)

* Immunofluorescent micrography showed linear

deposition of IgG along the glomerular capillary
wall. (Immunofluorescent microscopy (IgG))
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Fig. 2. Clinical course
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