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A case of rapidly progressive glomerulonephritis with anti-glomerular basement membrane antibody
in the course of MPO-ANCA positive interstitial pneumonia
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78 %, S, 74 IV PERTZ (usual interstitial pneumonia @ UIP) % 54 £ 41, [AIFIC myeloperoxidase anti-
neutrophil cytoplasmic antibody (MPO-ANCA) (% 20.8 U/mL & 514 T, ZNDIB TR L T, L L&D
5, RATRUSIRIEA, IR & bickat:, BHEES EHch o2z, ABE 1HERMET X b WIRMIMIRASHERE L2550
R EBIMSHR L, KA H T AT O MRAETiS D & iRkt L 72,

ABERE, REE 2+ (0423 ¢/H), iR 30~40/HPF, TT-FIAE, JEAFIREDS51% 0 S B SRR O IR AL &
A (Hb 5.2 g/dL), FE%EEIMME (BUN 152.9 mg/dL, Cr 16.89 mg/dL) % #8%, MPO-ANCA Pt ofGHn3H -
72 & XD, ANCA B ZHGEFT YR ERIRTE 2 (RPGN) 2 BEWEZUBITEA L A 70 A ROV ARIE T 72,
Z DB DIMIEHFEA T MPO-ANCA 95.6 U/mL IS/ 2T, HiRBRKILER (GBM) Fifk 140 EU Btz m L7z, 6
10 975 H DB A Mefs ¢ I3 fitER L 2 78 L 72 2 (ELAE o 58k 11l 10 {8 cHiiakE H R 2 5L, S0t
KL T 1gG, C3 DMREEEICHRICILE 2B 72,

I X D PURIZET L 4 2 ABICIEIEFL L7, L Lo BB IZ5R0 67, BTk
iC&EZh oz, REBIIFN 6 7 ARICIIEYSE CHORE & > 7%,

AREGIE, MPO-ANCA Pk UIP Of#A I IZREE 23O T, Kl d 5 ANCA 2341 GBM HiffTElo + Y
A=%D, 2RI GBM HfEILD RPGN ZFEL 7: L B2 SN AIEHITH D, B S & Ttz

T,

Y
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A 78-year-old man developed rapidly progressive glomerulonephritis (RPGN)in the course of myeloperoxi-
dase antineutrophil cytoplasmic antibody (MPO-ANCA) —positive UIP that had been found four years
previously. When UIP was diagnosed, the MPO-ANCA titer was low and urine was negative for proteinuria and
hematuria.

On admission, his serum creatinine increased to 16.89 mg/dL and hemoglobin decreased to 5.2 g/dL. Uri-
nalysis revealed that urinary protein excretion was 0.423 g/day and hematuria (30~40/HPF). The MPO-ANCA
titer increased to 95.6 U/mL and anti-glomerular basement membrane (GBM) antibody titer elevated to 140 EU.

Renal pathology revealed cellular crescents in 10 out of 11 glomeruli excluding two global sclerotic
glomeruli. Immunofluorescence showed heavy linear deposits of IgG and C3 along the GBM. Treatments were
begun after admission with hemodialysis and intravenous methylprednisolone pulse therapy, oral prednisolone at
the dose 30 mg/day. Both MPO-ANCA and anti-GBM antibody were within the normal range after four
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months. However, the renal function was not restored despite treatment and he died of pulmonary infectious dis-

ease after six months from the onset of RPGN.

Recently, many cases of RPGN with both MPO-ANCA and anti-GBM antibody have been reported. In this
case, persistent UIP-associated MPO-ANCA appeared to have triggered RPGN by anti-GBM antibody.
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ZOBES TR ERIAEF 4 (RPGN) 13 HHIR VR 22 5 R CTld &
203, EBEBORMMBER S 0, R TR L
TWLBHAD D %, BIMERD 225> TlE, FIFERER I T
ZR I BES 2 RER 2 REORE G O BN b A ORI 22 o T
WY, BEMERMZAP) ZIZU D E LTS X AMKER
ofGEfIz, Tz uLA ¥ 2 S — iR R A
(MPO-ANCA) Pt % 7R LI %8 % 29 2501 & Z DRI
KEIRZ R S R WIERI S W S Tw 32, £/, MPO-
ANCA & #1 GBM Fifk D MiHifk 1 RPGN KEHI D FE1E
LWEENTE DY, KIERIIZ, MPO-ANCA Fh1ERIE M
Jifizs (UIP) &I Pl GBM FUATI N H AR E LR 28 %
FIELTE D, Myik%Z K> RPGN OFNEE 2 % 9 A
T, BlkD 2hiEp & Bbis,
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B & 78K, B

F BF: WIRMIMR, 2OEER, Al

TREE @ 5 AEHTICH 5 DIRREDIEAE L TR B AR,
W X FI Tl T Y o SEE 2 B0, FEORR UIP
LW SNy, FRCIER G 72  RRBEIEE L e o Tz,
E NP AT, ABE 1 ERRTE X » WIRMIMIR, 4
SR, AifuostBiL, MAAbiE %5,

BEAERE @ 6 EHT O 73 FRIRF IS HUR BB RE AR T RE T HUR AR
FOVE v ORfiFFRIEZ Z T T,

KRIERE : Rl REZ LR L

B P OHECE

BLJERE : 40 A /day X 51 4F

ABRBFIRAE © &AAk I EY, R 35.9°C, IfilE 158/70
mmHg, MR 82 [nl/%7, WRIREL 18 [01/47, SpO, 99 % (0, 1
L/min, 5 canule), A, WuE, VURLOBEN - wikA L,

Table. Laboratory data on admission

CBC Blood chemistry CH50 33 U/mL
WBC 6,900/ uL AST 231U/L C3 90 mg/dL
RBC 167 7/uL ALT 121U/L  C4 26.1 mg/dL
Hb 5.2 g/dL LDH 2291U/L  IgA 423 mg/dL
Ht 16.4 % T-BIil 0.1mg/dL  IgG 2,031 mg/dL
MCV 98.2 fl TP 6.6g/dL  IgM 97 mg/dL
MCHC 31.7 g/dL Alb 29g/dL  Serum B,MG  32.4mg/L
Plt 16.8 /3/uL BUN 152.9mg/dL  Urinary B,MG  42,300ug/L

Urinalysis Cr 16.89 mg/dL  TSH 5.3ulU/mL
protein (2+) eGFR 2.5mL/min/1.73m?  FreeT3 1.5 pg/mL
glucose (=) Na 136.0mEq/L  FreeT4 0.9 ng/dL
urobilinogen (+/-) K 6.6 mEq/L microsome test X 102,400
acetone (=) Cl 107.0mEg/L  Anti-TPOab =60 U/mL
occult blood (3+) Ca 7.7mg/dL  ANA(EIA) 49.1 C. 0.1
leukocyto reaction (1+) Mg 2.0mg/dL  PR3-ANCA 4.0U/mL
RBC 30~40/HPF P 6.6 mg/dL MPO-ANCA 95.6 U/mL
WBC 5~9/HPF Glu 96 mg/dL Anti-GBM Ab 140 EU
epithelial cell 1~4/HPF CRP 6.36 mg/dL
hyaline cast 1+) CPK 91 I1U/L

granular cast 1+)
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Fig. 1. Chest CT
Chest CT scan showed lung fibrosis with honeycomb lesions.
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FRD T, MEEEIREIT R L,

ABEEFREFR B (Table)

BUN 152.9 mg/dL, Cr 16.89 mg/dL & =& HRE R E %
A7z, CRP 6.36 mg/dL & ZAEAT HIXPGMET, IMIE 1gA
423 mg/dL, IgG 2,031 mg/dL & &EfE%m L, ¥L TPO Jifk
60 U/mL P L, $ikzdifhk (E1IA)49.1 C. 0.1, MPO-ANCA
95.6 U/mL, §t GBM Jifk 140EU % & o H bk z iR o
7oo RATRTIZIREN 2+, 0423 g/day, LR IMER 1%
30~40/HPF, fif-FkE, Bk MO 72, Ml X 15
BT, T AL O MRBLIREERE 2 0, Ik CT
(Fig. 1) TIEMHEETR % hls & U 72 e dililiz 5 LT/, B
i & X OMAERT 2 5 MPO-ANCA IZ X %5 RPGN # %t
W, MFGENTIC CRRED —EDSER, 10 FHHIC
o6 B (B A b 22 AT L 7z

B ERATEEBHER (Fig. 2a, b) @ RERIKIZAFE 13 H7A(E
L, &EiEE Lo 2 Mo RBREA D 11 féd 10 D HRER
fRCHIfEME HIRIER 2380 72, A5~ X7 ARSI

Fig. 2. Renal biopsy specimens

a : Light microgragh showing mesangial proliferation, cellular crescent and interstitial infiltration of
lymphocytes (HE, X 100)

b : An expanded light microgragh showing cellular crescent and compression of the glomerular tuft
(PAS, X 400)

¢ : Heavy linear staining of IgG along GBM (Immunofluorescence)

d : Linear staining of C3
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Fig. 3. Clinical course
DYEN, SRERRILERL D —5F ¢ 8k, Wz R L Twi, Wi b D o 78, FEIE 6 4 AR GYEIC X

PRANE, VB IETOLRANE R PHIC 32 & LTy voSERE,
— B R BR, T E AR e Bk O MR SR D & 17z,
72, NERBIIRO NI O JEE S /NEIIR D5 T REIEE 72 &
R L2 L% 5RO 72,

R R & AU A E (Fig. 2¢, d) 1 1gG & C3 28
FNEN 3+, 1+ EWET, RERAEEERISG > THRYMRD
WaEZR LT, 72, SRERBRERD oM rEEH i1z
747V YDOUMEDBDT,

ERPR#E:8 (Fig. 3) * AReniic b RAFBHI A I TR 1%
BARLEMERIIRE SN, ABYEID O EE R EER
MAE, BIMeEA ) 7 LEEZ R L Tz, 72, BRIE
BEHED JRIT LG MPO-ANCA Btk #%tn3dH h, ANCA B
M RPGN % 5\ RAUMBGENT & A T 1A F 9L Ak
Zf1ot, 3 HED OV 2B (X F L 7L F=vr ¥ 500
mg/day X3)#%, 7L F=Y 1 (PSL)30 mg/day D HNARIEG
B D A DRI L Ty o 72, IR CRP, MPO-
ANCA, GBM #ifffli & ST LT &E 4 4 HBICIZIES
fbl7z, L L&a2ss BionEIdRs 3, MinsEiis
S OHBIETE o, Ee, R MR I

DT & o7z,

z ¥

4a], MPO-ANCA Bt UIP o f&lEH I Hi GBM Fifk
R HARTE R B R % FhE L 72 1 JiE Ml % #%5% L 72, MPO-
ANCA & ¥i GBM FifkHs RN I Bk 1 2 2061 b fFET 5
2, AfllE MPO-ANCA FEPEDE4T L T 2RI X R D

TR 2RO T, BEELIEY b7, ZofflEtic
ﬁmeﬁ%i@ GHGEA TR 28 2 F00E L 72,

AFEF D B2 1, MikUEIC UTP 23RS L 72fil % & >
TED, BYELRHNE EO S BB X 2 MiEE o
BEbEZ 6N D,

FHAR &%, A i rERE g % D7 L 720 plc 2
PERVE RG2S, B Y 7 < F, §L GBM il BLRERIAR &
7 E ORISR DSBS L 7 A OHE 2 B L 72 3 TER] & W
HLTWw 5, AEFOM X 5 CT F, 7 AR bk
B RO EBL IR O The vy, FEfllZe 7 2R 2 g
TIEIZ D257, MR DT L TR nizd 7 AN
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A b DOBSIEARHTH B,

MPO-ANCA & UIP & DBIRTIE, AREHIDS UIP D Wi
IRFICHI O T ANCA ODEfTONTHEZZRDTED,
UIP & ANCA Ptk & ORI SRBIRIEABHTH %, Hiromura
571%, MPO-ANCA F5#% IP DK & LT, 1) ANCA I3 IP
OHEFTHICEEE I, IR ISR L 727 A L AR5
KERI % & RAID X 5 = X LD ANCA PEAD b A —
Lo T\ 57, 2) ANCA PEAS TP FBIERFICIE 9 Cloi
ZoTwT, o LoETICEEZ 52 Tw5, v
J 2 ODHEMEEHEZL T3, EHEC, IP oI
MPO-ANCA 23 1EAL L T 1P DIFREMSEST L 72 b I %
DFIEL 72 £ T AW b H B, bhbhofi#Td, B
Jifi D& HIC MPO-ANCA BIEE & 12 X 23161, UIP £%
2 MPO-ANCA 12 X % pauci-immune %2 F (A2 B8 1%
B8, MRIEDRETIC ANCA BEHED pauci-immune 712
AT 2 DRER b B L T\ 5, 8115913, 1P
O e it U2 WY i T RYE 2 B§ 1 MPO-ANCA fE® 5 &
ANCA BB R OFHE L 72 2 2 @5 L Tw 3,

ANCA DEEAITOWTIE, MHEEERES & D molecular
mimicry (77 FHHFE) 235 L TWw b & T2 8E03H %,
ANCA D IGHLHE D—->TdH % bactericidal/permeability-
increasing protein (BPI) D LY+ — 7D & 2 3 H3 K <
TR ORIy &L <R YD, aFHAEIC X > T
BPIL (X9 % H OHADEE S 0D &) Hifinsd 517,
Kain 513", ANCA @4 77 5 ZTd % human lysosomal
membrane protein—2 (H-lamp—2) ~ANCA %% ANCA B3 78
DFRIEICBE L, % O¥ifkiE LIy 7 o B S B
FELTWw3 EHEL T3, MPO-ANCA BEAIZEWT Y,
FHERBEARR D & @ mimicry 12 & - THEAE I LT % ATREE:
bEZ 05, A, Pl TPO PithLMfl 208 & Fikzdilk
7 EDOHCHEDEEETH H D, UIP DT D 56
YeS ANCA FEED M) —Ilc 2R &2 on
%,

AfillZ MPO-ANCA 3B CRGE L T 5238, Akl
b PRI LS IS KRR 2 BRIK I I 1330 T,
MPO-ANCA DHIGE X UIP D5 WilkE2» & RPGN JEiE ¥ ¢
F3EHIEINT VL ED, WINLEMTHEBLTED
(Fig. 3), ZD7-DITMERDIFEIEL %> T, FBIEL T
WTHIRET, ZOHKRTAZEI kot bEZION
%, RPGN DFAEETTD MPO-ANCA 41 GBM Fifd &l
EIN TR 7h, FEIER I MPO-ANCA (% 95.6 U/
mL, $T GBM §ifflx 140 EU & HICEfEZ R L Tk, B
FHARAG 2 AARTERIER 28 T dh - 7223, pauci-immune T T

fils 4 %4 1207

137 i GBM FifABICH D, Hi GBM FiffkasE 2l KT
hrEtEZHNS,

Serratrice 5 '21%, MPO-ANCA B3 DR o 8 4 D%
HWHIZ ANCA fEDSRRBEINIZ I < 72 2 1266 > T, $i GBM Fi
RoHBE & B icPi GBM B RPGN 23F8HE L 74 %
WMELTWS, ZLTZOMF L LT, MPO-ANCA Ik %
GBM ~ODOFei 2z ic X b, sl AAENICE W T,
NCI FAA VA HALEORAICLVEIN TR 0bY
% X F &% 7 hidden antigen 238} L CTHi GBM Fifk o
A DIFRKNC 7z > 72 WM Z B X T %5, MPO-ANCA & ¥
GBM PRI DRER] 2 5t L 72 Td, ANCA IZ k&
% B E I HiE V> T GBM Bk 2% AL S iz waglE &2 e
LTEY, ZofE, ¥l GBM Vifkix, V27 —7 v a-
3HUANDLEDOPURPL T+ — 7 IR RN R Pk % R o
T3 Z EHHBIL T2 AREH & RPGN FAE I i
% TD ANCA 4t GBM HiEDME I TE b2 7225,
ANCA {&fiEi 7> & Sl IC 72 D, $1 GBM ¥k DL & i
GBM %! RPGN % & L 7z AlRgtE D3,

Rutgers 5 13Y, 1,373 Il B A4 T2 H (R % Bk A
BRzR L7z 127 #61(92%) D95 5, MPO-ANCA Bk 46
1 (3.3 %), MPO-ANCA & 3T GBM FifE D miFiikpE 10 41
(0.7 %), ¥t GBM HifkD &[5 13 61 (0.9 %) 12> THEES
70, AP, B s bIcmiiiiRBmEecES, B
FRIIMAFCOEETH L EWE L TV 5, Levy 5
Y, WHABIEGI TR PRIEEbO THL LR LT
W3, ZOHEME LT, ¥ GBM Fifkic & 2 HR
R SRBRAREZII AT, MPO-ANCA 12 & 2 58 ERIR N
MR E S PR 2 B S 2 IS R > TWw 5 L
NTCw3, FREEICOWTIE, I Cr 2% 5.7 mg/dL B
R BENTOIA T T (B O R R TERE T U, SR
BRI Z T OB PRIBUEE L md o7 E/E L
TWw3,

AFEGIDOIREEICBI L T, 2UHHEF TR SRR O 29
FREFVIC X AU, SRR N A T A b 1T
IRELEZHNDD, KJEH]IZ MPO-ANCA 5 RPGN ¥
FERTD 6 Bk Th - 7720, ABEEBED 5 MPO-ANCA B
D RPGN L EZTATUHA F/VA, 7L F=yr YN
Nt 2 47 - 72, H1 GBM HifAdD RPGN L2 Wi L 272D
B AR OHOBTAMRA I L T 6 T, IR HafiEfT o
YA IV TINENTHEITL Ty, L LARds, AE
BE, ABERED S I Cr 13 16.89 mg/dL & & H & T\
fEZ 2L TR, ML M THEPHREEITED &
ot LI N BY,
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MPO-ANCA [PE® UIP oftE izt GBM B H {49
B SRBRARTE 28 % FERE L 7hE0 2 BB U 72, WPiikBE o
2 ARIERIERE B OME 13BN L Tw 508, ZoRERER

BRELEEFERFORMZIRL T2, KT,

D HDIED

RPGN TIEMIRZE LTIP 22T 52 L35\, 544, [
FROFEHI D EBNRE L EZ 5N 5,
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