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A case of rapidly progressive glomerulonephritis with anti-glomerular basement membrane antibody
in the course of MPO-ANCA-associated pachymeningitis
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56 %, M, B 12 512 myeloperoxidase antineutrophil cytoplasmic antibody (MPO-ANCA) B 1: o IS 1 A s 48
WCCHES VIBRMTHES 12, MUBEEARMI R T L F=va v 15 mg AR CROBEBIZ R THh - 72, L 16 I
2D 7 L7 F = (Cr) A 0.8 mg/dL TH -7z DH, 4 HHIC 1.84 me/dL, X 51T 3 #HICIE 3.66 mg/dL &
ERADPRED N0, SHETHRRIRE R EEb, YRABL, ABER, REMN 1.25¢/H, WM 3+Tdh
1, MPO-ANCA 50 EU, JiRERIAFLICIE (GBM) §ifk 174 EU & &fiiTdH - 72, BT 23 i 21 18 k8ki4k
HRIIE P~ SRAERT I A AT 2 R0, Bt 1gG FUiIC X 2 el de ol THREFEEICRR OME 2B 72, MHEEE
P E 2504 ROV 2%, 7L F=y oy 50mg WIRIC & 258E2B0A L7, L LAIEBZ L L, $T
GBM Hiffld 103 EU, IfiliE Cr b 443 mg/dL £ T LR L7720, HEMERHEE, Solcy/nkzx77 3 F
FOVAREEERE 2 MfifT L2 & 25, Cr i 214 mg/dL £ CTUGE, REHIX 0.5 g/ HAMICHHA L, MPO-ANCA 10
EU Aiifi, 1 GBM ¥iffk 9 EU Aiili LR T L7z, FARZIE—HL TEDT, 7L F=v ey 20mg £ Tl L
AR & 7o 7,

AAERFIIE, MPO-ANCA Btk o IS PRSI 28 D I §T GBM FUARBGHE & 22 b, 2 HARTER IR %8 2 & L
LfiiEflcd b, BEORSE LI ORKRICOWTEET 2,

A 56-year-old female developed rapidly progressive glomerulonephritis in the course of myeloperoxidase
antineutrophil cytoplasmic antibody (MPO-ANCA) —associated pachymeningitis that had been found four years
previously. On admission, her serum creatinine increased from 0.8 mg/dL to 1.84 mg/dL and to 3.66 mg/dL
every 3 to 4 weeks. Urinalysis revealed that urinary protein excretion was 1.25 g/day and 3 +hematuria. MPO-
ANCA titer was found to be 50 EU and anti-glomerular basement membrane (GBM) antibody was also elevated
to as high as 174 EU. Renal pathology revealed cellular to fibrocellular crescents in 21 out of 23 glomeruli with
interstitial inflammation and fibrosis. Immunohistochemistry with anti IgG antibody showed linear staining
along the glomerular capillary walls.

Following plasma exchange and methylprednisolone pulse therapy, oral prednisolone at a dose of 50 mg/
day was instituted, but without significant effect. Subsequent cyclophosphamide pulse therapy was effective,
resulting in the stabilization of serum creatinine at 2 mg/dL and disappearance of urine abnormalities. In addi-
tion, the MPO-ANCA titer and anti-GBM antibody titer of the patient decreased to within the normal range in
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one month and three months, respectively. Pulmonary lesions were not found throughout the course. Recently
the emergence of anti-GBM antibody-associated crescentic glomerulonephritis in the course of MPO-ANCA-
associated vasculitis has increasingly been reported. Accumulation of such cases may unravel the pathogenesis

of these diseases.

Jpn J Nephrol 2009 ; 51 : 490-495.
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ABRBE#R & AT B (Table 1) : BUN 533 mg/dL, Cr 3.66
mg/dL, B,-37mvr/u7Y > 87mg/L & EHHEREZ R
&7z, HIMER 11,700/4L, CRP 1.01 mg/dL & Z$%EHT H % 2
D7z, IF IgA 1 638 mg/dL & EifiiT, RF 294.0 1U/mL,
MPO-ANCA 50 EU, ﬁcme%$n4mJ&ﬁaﬁ%%m
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Table 1. Laboratory data

CBC Protein fraction
RBC 417 x10%/uL Alb 482 % |
Hb 10.4 g/dL a;—globulin 36%7
Ht 35.1% a,-globulin 142 %1
Plt 32.6%10%/uL B-globulin 13% 1
WBC 11,700/uL 1 7 -globulin 21% 1
Neut 88 % 1 HBsAg (=)
Lymph 7% HCV-Ab (=)
Mono 4% RF 294.01U/mL 1
Eosino 1% IgG 1,650 mg/dL
Baso 0% IgA 638 mg/dL 1
Blood chemistry MPO-ANCA 50 EU T
TP 7.5g/dL Anti-GBM antibody
Alb 3.4¢g/dL 174 EU T
AST 111U BB, microglobulin
ALT 131U 8.7mg/L1T
LDH 169 IU Urinalysis
T-Chol 270 mg/dL T pH 7.5
TG 108 mg/dL Specific gravity ~ 1.007
HDL-Chol 64 mg/dL Protein 2+ 17
BUN 53.3mg/dL T Glucose (=)
Cr 3.66 mg/dL T Occult blood 3+ 17
UA 5.4 mg/dL RBC >100/HPF 1
Na 140 mEq/L WBC 20~29/HPF 1
K 5.2 mEqg/L Cast (=)
Cl 101 mEg/L  Urine chemistry
Ca 4.4 mEq/L protein 1.25g/day 1
P 4.0 mg/dL a4 microglobulin
FBS 88 mg/dL 153 mg/L 1
CRP 1.01 mg/dL T B, microglobulin
52,300 ug/L T
NAG 10.5U/L T
FDP 1.0ug/dL T
Cer 11 mL/min|

FIERE L 2 T o 720 1 D RBRIKR D A Gt 25Tl
ARETH D, SRERAREREED L 1gG Fifh I TRR ISR X
7z (Fig. 2),

ERERARE (Fig. 3) @ MUR, HEAKZ A, £ 3 B ORE
T D Z0H 2 BB RE O AL T MPO-ANCA, $T GBM Jifkbs
HThh, BERICTEARERZZD -2 XD, FH
BIZRIEE 28 & 20T L, H AR 2 o0 T Ui T B 28 E
ERED LRGS0 2 5212, 3 [Nl MUEASHRE: & 25 1
A ROV 2R (X F V7L F=Yr > 1,000mg % 3 HRE
RHENE) 2 T8, 7L F=v ey 50mg WIRIC X 28

P Fig. 2. Immunohistochemistry of the glomerulus
Linear IgG deposits along the glomerular capillary

walls (anti-lgG antibody, X 400)

Fig. 1. Histopathology of the renal biopsy specimens

A representative light micrograph shows that almost all
the glomeruli reveal cellular crescents or global sclero-
sis and that tubular atrophy and interstitial inflamma-
tion can be seen. (PAM stain, X40)

* An expanded light micrograph showing a glomerulus
with cellular crescents surrounded by interstitial inflam-
mation (PAS stain, X 200)
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Fig. 3. Clinical course of the patient
PSL : prednisolone, Adm : admission, RBx : renal biopsy, PE : plasma exchange, m-
PSL : pulse methylprednisolone, CPA : pulse cyclophosphamide, S-Cr : serum creatini-
ne, Anti-GBM Ab : anti-glomerular basement membrane antibody, MPO-ANCA :
myeloperoxidase antineutrophil cytoplasmic antibody

W Z B L 72, MPO-ANCA 13 10 EU & T L7223, #i
GBM HifR I3 103 EU L fiETH D, I Cr (X AR
D 3.66 mg/dL 2>5 443 mg/dL FTLER L2720, 351

MAEscHEk % 3 8], 500 mg/FlD > 7R A7 7 3 Fo3
A% 2 T L7z, 2 D55 MPO-ANCA 1 10 EU, #i
GBM Fif#fili iz 9 BU A & IEHAL L, 1 Cr 13 2.14 mg/
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Table 2. Previous reports on coexistence of MPO-ANCA and anti-GBM antibody in
rapidly progressive glomerulonephritis
Author Year MPO-ANCA MPO-ANCA anti-GBM
alone +anti-GBM alone
Jayne DR, et al.¥ 1990 246 20 47
Saxena R, et al.” 1995 8 3 6
Niles JL, et al.? 1996 29 6 6
Hellmark T, et al.” 1997 157 26 74
Jennette JC¥ 2003 102 25 28
Rutgers A, et al.? 2005 46 13 10
Hotz, HEPEREEEZRD WSS D, BRIGER O

MPO-ANCA L #1 GBM Fifkid &5 & b2 HIER IS
ROJFRE 70 9 203, WHBEDREF D70 mnT &
DIVLAERAG ST\ %, Table 2 /89l b, ANCA Bk
# D 8~27 % THi GBM Hifk bt Tdh h+™, HEHIT
L 14 BITHASNTVLS (RFELT—7%),

MPO-ANCA 239:473 % 2 & 2341 GBM Hiikb e 4
DISIEDRILE 7 5 D>, i GBM FLiR P EIE K o it
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%\,
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17 % X 912 MPO-ANCA FEds5eqT L 72 Btk o4 H
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MPO-ANCA 2 & = Tt S N2z b Bk D & 1GR3 7
EPEHIE N, GBM DfilasEE & o ARG 2 2811
SRR, bW 2 X F X F 7% “hidden antigen” SFEH L,
ZDHEZ DRI 2 HOHEDEA S NS & v ) G
DHEE S T 22, ilE B G OB GBM Fifkld Good-
pasture JEREHED ELYETH 2 IV a7 —77 v a3 #HD
NC1 F XA VPO D2 E =TT 22 E23%0»
ZEBWMESNTEDNY, ORI ELIEIRE SN T
W%, MPO-ANCA T\ TR & % % 1 GBM Fifhix
NCL IZRT2HDTHRWI V4L, ZDEEIZP GBM
PR RMGYED RPGN O BH L D PEIE GV E T 28
bdHr?,

A, BAKTH 4 FLLED MPO-ANCA Bt DI
GBM JifkBstE L 22 b, RPGN Z¥EL TE D, Lok
FPICEET 5 L E 2 57z, MPO-ANCA Pt T b JRFTHL

GBM Huifilii i, S g TRBRBRERE ISR - <
IgG DRLRILE ZRBD 1= Z L0 5, AIEHI D AT
B R DORRIZPE GBM FiiEBI O FIREME S E > &HIT L 72,
e TR 2 DB #2129\ T, Rutgers 5 DT IC
g, ZWR OB AEFEFE T MPO-ANCA HUH 5 14 4
72 %, Wi BB 40 %, Hi GBM PR FA LS 31 %,
1 FEB DB AFFRIZ MPO-ANCA HAHBEYER] 64 %, i b
PG 10 %, Hi GBM Hifk BAREGIES] 15 % & S 4, 1l GBM
PURBSEEERICIIR O AR E S5, £ 2505, 1
DEMPHDOMH CTIEFEE L, | FEFHRIZ MPO-ANCA
HARBHESI T 75 %, WiFBRPEGIDS 79 %, Bt GBM Hiffk i
FREGVEF]T 100 % & I 4, MPO-ANCA SR ER A3 b
REEHEL T2, AOKEEI Levy 5 HELTH
b, Wil A G I EGTEARTH S £ LT 3P,
7272 L, ¥l GBM Hifk BB & i Bk o [ o il
IO G ICHEE R 213750 8§ 2G50,
MPO-ANCA HPG G CAEFERIBE TN T 58 E LT
&, bELLEIEICHIET 2 LI EEMENI NS D
DD, FEIEARHTH %,
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