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SOEELT P RAEWRRY O RN 8t

ST RERIA T SRS RHREHER A R B &

I 8 R RN SR TS I P20 B 5 2 B - AT
BN RGBSR NRRERE - A - FRERRE

HEEA AR EEY = - #HER
AN RERFEEFRETER

BT RN RE « Wb - FEINE:

BRZAE® - ZER

ANIER SRBCRFEFR R TR R

JEAE S R O SR FE SRS E T IR B [ 1 B 9 2 BT - DPEt 03 (B35 R)

ANEE BHRRFEEFEE 1 AR
AKH H EZEREEEES | AR
HMF— FEMRFEEFERE | HEHE
AR EEERBEAE

i N
BREFRESL R KRR FBER AR &

HEEAN A EEY = - 28 (L5

7 HREATERIRFESEERE 4 R
Fekt « REEAE « S - NOIBAEIN R

REME ARSI R BEAS R > 5 —

JIFE RRRERERIRTEE

* EIMFEAR

THRXE  FBRFERFBR AR S ER AR ER

FIRREE R 4 R
JRHZF]

kA

&

B4 S EA ST EE B Y 5 AT (VRS
FRHERE B N) SdE T E RAERAE (rapidly  progres-
sive nephritic syndrome, rapidly progressive glomerulone-
phritis : RPGN) 73Rl (4EIFSEE  FERS: NMUER)
i, FRESFEE LY, bOEICBU 2 RAEETHEE RO
RIBIE L BRIESHER 2 &6 NIe T = N— AL EH &
U CeEMERHER 7 > 7 — MEZ fifTL T &7z, 51
PR 12 R & D RPGN ORZFEHERIC H72 D, HAE
ligiz= RPGN IR SHER MR Z A 2/ L, iz
HRNTE, ARTIEINE TOMEFREROBRE L T,

i

FARA S PR A B e R R
tbpEz AEERFEREERE L V5 —
FRERRENETFER L > 7 —BlEE

bAEIC BT % RPGN 0%, Tk, ZWiiEst, HEs
HEGOIBERIERT, ZOBEBHITK 13 FE
RriofRetTh D, SHELZWE], RELVLETDH
%, BRCIREIRSTIC D W TIE, T SROMERIER Z HIY
ELRT Y= HRABEDPSDT—IR—ATHY, HFEE
SHEER D 72 @ evidence level iFE Wb DTIE RV, S5
BFELANIC 2 gL A O Bif A & FLSeH B R 72 & O 1T
L0, WEESICOWTOFMMiNNETH L LFZ 5N
2, BEEHEERICIOVWTYH, SHBROWETEEML, LD
Tovw a7y 78Nl RPGN O EIEs » Hig T &
ThdrEEZOND,
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1. HHED RPGN OIHE

1. B TR

AT REREE 41X, WHOIC XD, [AMdH 3 w»
VMR ICHIE 3 2 WIRMIER, EOR, B, 2icE
T3 2BASEEIEEEZ SN TWEY, RPGN 3R
FHNCIEZ B O SRERAIHIREE 2> & SAERIREE O A& D
TERL % 38 & 2 B0 A AT B i SR BRAAR B R (necrotizing
crescentic glomerulonephritis) NHAR TH 5, Lo L,
AR R R BRI E R LRI & RPGN D Eff PR %t % 72
ELERBLHY, BIROERERW L, BREORFE %
v, A2 BHEED B/ X D RE T USRIIE R £
THEATT 2B ITEERIIC RPGN & LTl b %,
SGRIO7 > — MURICIE, i HRBIEE S S FRIES
nicZkoOLEHEEY Th 5,

1) Bolh o0 BORATREICEREIHEITT %,

2) MR(Z < FEMSHMEKR, WIRMIKR S &o5h
%), BEK, FRIMEBRFAE, AL & O RMERTR
ERD D,

P bo 2 HH %7z i % BRI RPGN & EZF L
TeEQFEFRBZEZ» o 7 > 7 — rHAEERIC X
DINEEL 72,

2. & ¥

R A AT PR AT SR A 7 o — e B
HEFTHRERIEE K ISR OFATIE, 2EO FEERE

14
(%)
12

10

i AR

ATHE B

1989 1990 1991 1992 1993

B 235 BB O B AR TE S Ll R BRkIE D 30 %L Eic
BRI % £ 5 B & 1%, 1990 48 12 Ho 1994 4R 13 1.6
BT HEML Tz, B 112 1989 452 DU 0 H A B i 2
EHMEEB L UVHER BT 2 2EFRE T 3
RPGN JER] (#5551 RPGN, 2 FRT R R 4 L BHED &
NTw2b0)DHEE X OPUiF B I E §i &k (ant
neutrophil cytoplasmic antibody, LI ANCA) [5G M iE
B, PLAERIEEEE (glomerular basement membrane, [
T GBM) iR REFIEL 2 R 370 6,120 1] D fiE R 15,

RPGN JEH1E 453 ¢, 1993 FEE I HETHI L Tw5 b
DD, 198IFEFEIFZ4%THo7z b DH 1995 4 FF LI 1%
10%LL B2 59 Tws, ZOM, §TGBM FifkkH:o RPGN
X 69 Bl & 4, ANCA B RPGN 1 212 |0 5 %
ATV 5, i GBM Hif&l RPGN |3 il iy Fe R EFI 5 D
ZENIA 70 b DD, ANCA BHE RPGN (F 1993 4EEE L)
RERBUCEEINL T2, £/, BEAIRERBICET %
JEEEIRGE A SEHE | O FE T £ % 1998 4EFE | FER Db b3
@ RPGN 2 & 2 ¥ be 2 2 [ 3 #1d 1,500 A (1,300~
1,600 N) EHEEF STV %, fFlSAR 1L 62 A HULE T,
FREIREICZ V, R 1ICDAED RPGN FEF] O R AR R
BB X OVELL, FRRERFAE R %2 7R 97, pauci-immune
R A RIS BRAAR B K T FHME 61.3+15.8 5% (FF i
fil 65 7%, i PH 6~88 %), WH I #Y 2 F& ML & (micro-
scopic polyangiitis, AN MPA) Tl 65.6+11.1 i (FrJefif
68 %, #iPH 14~87 %) & Elin & 12 % vy, PT GBM Hifk

40
35
30
25

20

FERMER

15

10

1994 1995 1996 1997 1998 1999
FRERE

EEEEE  ANCAPRJ MU 2 AT MR SO It
1 PIGBMEUATL S AT B S i

—E— R

1 BFRBREFSMARICETDENRSH D A Sl ETHEE RIERFOFEIERE
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K 1 OIEORRETHEERIERBFORKRBE LS8, Bhit, RERERD

TR

EAE (%) (B : %) FAERE
_:h'[‘iin_
¥ B AR MERER IR B K
1 GBM #LAE 3 B AR MR BRI B X 36 5.0 1:0.94 52.56+16.96
REEEHE Y BB BMERREE X 24 3.4 1:0.92 50.75%+20.92
Pauci-immune &3 B 457 UM SRERIA B & 283 39.6 1:1.24 61.26%15.75
BEEF B BRI MEREREE X 14 2.0 1:1.17 59.86%+17.96
SRR — RS B AR MERERE B X 9 1.3 1:0.14 63.22%17.02
F BB A D REREB X
BEMEEE 2 0.3 1:0.33 56.78+22.68
FREIETE MESRERIR B K 9 1.3 1:1.00 59.00%4.24
IgA BE 19 2.7 1:0.50 36.53%+18.99
JE IgA B X 4 > ) LHETEMERIRIAE 2 4 0.6 1:2.00 53.75%16.34
€ DD —RMERERAFE K | 0.1 1:0.00 57.00
25
Goodpasture SE1EEE Il 1.5 1:1.75 49.36*14.36
2BEMI)FYb—FR 42 5.9 1:1.85 37.07%+14.20
Wegener PIZFIESE 18 2.5 1:0.89 44.06%15.50
BB ZRMER 127 7.8 1:1.25 65.57x11.07
€ DA DEEFEVEME 5 3 0.4 1:0.50 62.33+54.92
SEPIRMEB X 17 2.4 1:0.60 46.82+20.75
s)Fxra7) miE 2 0.3 1:1.00 54.50+4.95
1eMEEYY v F 14 2.0 1:2.50 58.36+15.56
EMES 2 0.3 1:0.00 62.50+4.95
DL FERR 16 2.2 1:2.75 39.00%24.47
FEGE
BERREBRIEREREE X 8 I.1 1:0.33 42.38%+25.16
=3 [ 0.1 1:0.00 73.00
C BIFFX [ 0.1 1:0.00 68.00
t DD BREMEIRE 13 1.8 1:0.08 54.92*16.6l
EEE 6 0.8 1:2.00 52.50%14.73
t Dt 7 1.0 1:2.50 43.29+23.07
N 26 3.6 1:1.18 64.50%18.3]
S 715 100.0 I :l.1l 57.08%18.13

GBM : glomerular basement membrane

B B AR B SR R AR R T Id 52.6 £ 17.0 5% (S 54
%, ®iPH 10~79 7%), Goodpasture fE{ERETI% 49.4+14.4
% (FOfE 49 7%, &P 23~T71 %) TH D, HEEIC X > Tk
HEBEFH IS RPGN BENB Y, EEEHET 5,
B EETIR BN LM LI TRIZRIETHY,
pauci-immune B2 H R MR ERIAE 58 & MPA & & 5
T 11 12~13Th 20, &5 ) 7~ =T 2%
ERLEOBRDENDI DD LD 5,

SEHHE D RPGN & bH3E D RPGN D% L 7z D higk
299 B, Bk T3Pt GBM $HifA% RPGN (Goodpasture
FERRE % & ) X £ T, BHEREE OB 22

& EN D, pauci-immune B AT EIERERIAE K13,
KT b b WEFEER, ElinE O B ERMERERIEE R O
68~82 %% & T\» 5101,

3. % &

b E D RPGN #| TH % \» pauci-immune & 2 A &
TR MR BRAA B £  MPA T3, If#EHhic ANCA 23U I
LI E %5 ZEDHL 2 EI > T 3121, ANCA
Zxy / —VEE LTzt MFREROBEEOETAREIC L %
)XY — 5 cytoplasmic ANCA (A, ¢-ANCA) & peri-
nuclear ANCA (LAF, p-ANCA) 243 EE 5, c-ANCA
DIERIPLER X proteinase-3 (LA, PR3) TH 2 DIZHFL,
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R 2 URETHEERERBEOMRKRE CEE | FBE & DL
R B4E5HEEY Heilman 59 Keller 59  Andrassy 57 Levy 5®  Angangco 5%
(#REE) (1999 %) (1987 ) (1989 %) (1991 &) (1994 %F) (1994 F)

1 GBM HriAZL 3 B AT UM RER IR B & 47(6 5) 13(20.3) 9(19.6) 3(7.9) 7(14.6) 10(12.2)
REEEHE Y B BRI REREE X 24(3.4)

Pauci-immune E 3 A 457 UM SR ERIA B 4 283(39 6) 15(23.4)  28(60.9) 4(8.3) 10(12.2)
€ DD —RMES B AEF R MR B X 23(3.2)

F AR A ) —RIERERAEE X 35(4.9) 4(6.3) 1(2.2) 2(5.3) 10(12.2)
2BMEIT)FY F—F X 42(5.9) 3(6.5) 3(7.9) 3(6.3) 2(2.4)
Wegener PIZFFEAE 18(2.5) 6(9.4) 2(4.3) 13(34.2) 11(22.9) 2(2.4)
BEMEEMZ RME X 127(17.8) 10(15.6) 7(18.4) 12(25.0) 25(30.5)
¢ D OEFEMEIE K 3(0.4) 13(20.3) 2(4.3) 2(4.2)

BRI X 17(2.4) 2(3.1) 1(2.2) 5(13.2) 4(8.3) 14(17.1)
o) Fon7Y miE 2(0.3) 12.1) 1(1.2)
1S4ERIET Y T F 14(2.0) 4(4.9)
DD EBERR 18(2.5) 1(1.6) 3(6.3) 1(1.2)
FRGYRE 23(3.2) 5(13.2) 1.1) 3(3.7)
HHIE 6(0.8)

Dt 33(4.6)

215 715(100.0) 64 18 38 44 72

* Goodpasture fE{EEE & & ¢, GBM : glomerular basement membrane ( ):%

(A) MPO- ANCAZRZGHEATVE B S AE B

MP+0OCS
51%

MP +0OCS
50%

Say
e 12 12% S it 1
ol

(B) HFiGBMBLATY ST TR S RE el

MP +0OCS
51%

MP+0CS+CY

. ; 32%

*JJ(%})} {fﬂffﬁﬁrm i2) %%Lﬂ)ﬁﬁ N7 WEIE
e

2 SEETHERERBOVEEEAIS L UEEEE
MP : methylprednisolone pulse therapy, OCS : oral corticosteroids, CY : cyclophosphamide

p-ANCA o F 72 & 9 T JR 1 myeloperoxydase (B F, PR3 MFrRERL BBk O FKEICFIL S 1, ANCA L Kt L
MPO) T&» bV, PR3-ANCA |& Wegener RZf[EjE, MPO- T, FFHEKR - HEROBSER PG ERBE O 2 72 L, I
ANCA & MPA % pauci-immune B F&TZ otk R Bk BRI EZEE L, SREREIELEBEOBGHE S o 2 B4
BRTLIFLIFEBME %5, 215 ANCABED BEITEFEZ N TSI,

RPGN T, SfTREELMA S 2 ORIBEIC & D MPO %
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xR 3 DIEORFETEBEREREEICE TS
ER AEBIE (%) 09
TR 96(50.0)
FEAE I I PR ELE (R 33(17.2) 08
IO R4 66(34.4) @
BT ¢ 68(35.4) H oy,
FRBIZHE ) HRE 23(12.0) )
BN 21(10.9)
A H 1t 28(14.6) 06
Fis H I, 12(6.3)
o EETHIMm 4(2.1) 05
9 - MM LRE 19(9.9) T T T T T
2 UHIEE 2(1.0) 0 6 12 18 24
H{ERS I 16(8.3) REB BN ()
Ed 2 e 13(6.8) ;ﬁGBMﬁ%ﬂﬁPGN
o aniim oy e MPO-ANCAMRPGN
D 33(17.2) T %Rg_AN%ﬁ%%}PGN
2 5 sk ANCA RPGN
i 192(27.777) seeeneenes —RYERPGN (LFERPGN & B <)
* ERFEHEZIZL B, = e ORPERPGN (1 ZRPGN E B <)
(O )RNIEBERETHEBEREREBELSEMNICS 3 BRETUHBRERBICBIT24EmTE
(T 2RTEBDEIS GBM : glomerular basement membrane, MPO : myeloperoxidase,

PR 3 : proteinase 3, ANCA : antineutrophil cytoplasmic antibody,
RPGN : rapidly progressive glomerulonephritis

10 = . .
P I bt
ABEOWEFRSEE L Cid, BIERE RV E A LR L -
SIS, B, SR 5 SRHRESE % op B
REie s, FEBNCIG MBI 2 EWTbh s 2 et #
Db, W21, bPEOFHEEREZEBRICET 5 04 7 _\-._L|
MPO-ANCA % RPGN, i GBM #i{k% RPGN 045/
greoticy v — MERIC L DB o e ER I T
BRI, SEIIRIEE OBEZ R ¥, 0 -
5 . ?’ ?& 1 I 1 I 1
RPGN 13, 32.6 %0 5 Eilnf 1= BSE I D HERHEAT 0 O mmmnmOn #
FOEE T, & O WHERRENTEI b & 8 26.9 %0 BHE MG —_— HGBMHLATRPGN
SEIZHE %o FECTEE & L CId 50.0 %0 BEDBLHEIC & 2 O A N
bOT, FEYHEE S LIATHEC X 2561555 594 %12 b T A B <)

02

DIEB, ZOXST, i, FWREROGHHEC X 23EH = ZRERPGN(LERPGNZF C)
BENZ EMNFESN2Y(R3). RPGN OIFERH| DG HF 1 REETHBRERRICSTBETTR

. Py . o ) L ) GBM : glomerular basement membrane, MPO : myeloperoxidase,
bit & OEMTHRERLIODPRI TH L. FIENB  prj: proteinase 3, ANCA : antineutrophil cytoplasmic antibody,

D% > MPO-ANCA #I RPGN 315G 6 7 HAETEE  RPGN : rapidly progressive glomerulonephritis
742 %, | FEFERTOO0B LMD CFEHRRETHoTz, &

7o, BEF®ERLI-ODH4TH %, MPO-ANCA #l I I % W

RPGN D& F#IIIEHRFAMER 6 # HEEHFE 699 %TDH i

B0t L, #i GBM #i4A% RPGN OB 4£1FERIL 6 4 H 1. BUrE#E

BEHT259% L TRRTH -T2, RPGN O FHBED 7z D I21E, BHEREDRE L H
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R 4 S[EETHBRERBFFMEROHOOBEHES

1) RATRES (F& L THRPESR, ARR)
2) MBI LT7FUHEFEMELY b EF (XK ISR)
3) CRP SfEXFRILIELE (X 10 2/)

LD 1)~3)ERDBBE,
EFRIR~DZZEHO D,

r=tzL, BREBE 5&1@%%%)&’@5{%@#@5&’651 BrE
DNEBH W & FERT

nEH, BMERRGE F@AT#
EEAREHLONDHEICE,

[RPGN &L & LT, B

P4 (0 B IR T A
5

ﬁ
ﬁ
1~2ﬁ MARICmEZ L7 F

R 5 SEETHBRERFHEESETEE
Ly

1) BB H#HBOFEATIRICBEREIETT 5,
(REOIEE, BEDIKR, €DMOBRET—5 &5
RT3, )

2) MAR(Z CFEMBIMAOMER, N ICHRAIR),
R, FROBRAAE, FRAMAEL & DOBRIERATR % 58

3) BEDEREREL EHVE WHE X RITRRRIKE ’CWFEE
MNEL N WSS IERKRERCERBERIRE, CTR
Lizkl), BovaX, BRENES, REERF, RE
AR EnFzvricdl), BEBR2LOENEED

ZUEEBIKRT S, T, BENIZHIT 5,
R 6 MBFFHV—H—IZ & 2R ETHEBRIEBRBEDDLE
RENFE TEBIE (%) MmBEFH~—h—
MPO-ANCA B 2 EITHE B RAEREE 345(48.3) MPO-ANCA
1 GBM A S SR E TS B R IEIREE 45(6.3) 1 GBM Hifx
L5MT)FYF—F2R 42(5.9) 3 DNA #4E
ANCA F&'M4 pauci-immune & 2 EETH B RAEER  33(4.6) L
PR 3-ANCA & SR T4 B A RE(RRE 24(3.4) PR 3-ANCA
RIEE SR SoRET B K AE(ERE 24(3.4) RIFEER

*eBEMT) TP —TREKL,
basement membrane, PR 3 : proteinase 3

i RPGN Z5¢\v, BAME SO REZK B & A
DIA]HE 72 B IR BB I e I T % C EDYE
HThd, 201, EEBETHBRESE CEET 2 RE
%2 RPGN RIS TI1E, BYREZEM & L WERNME I
[RPGN BHAFE R 7- » OZWiiest | (R4 B L1, BEE
HRERFHEEA A 1 O RPGN HEEZITESH | (R S) 21K L
72o
I'RPGN Eﬂ;ﬁ%%@f: OR&Wifad Tk, MR, A
FIRER 22 & OB RERFT R 2589, FERHCIE 2 v 7
F = U PIEEFER O IEFE L D b & (— BB
X227 V7= OIEFEEIZBEME 1.2meg/dl LIF, &
1 1.0 mg/d/ DUF, Jaffé Tl 5B 1.3 mg/dl DUF, ZotE
LImg/dl LLFTH 3) T, »»OiEE M0 & E {0
CRP & fiEi 72 v LR TCHE) 2 380 2 354, [RPGN 0 &¢
W]E LT, BREBEMEREBECHN T2 2 280 T
Wb, BB éfﬁif?tﬁ%‘%a B EG 2 BETE R
WE X, BT I~N2EMRNKRIE 2 v S = U EEE
ML, 2L TbEROH 2 & S 23 FAICBRBEMER
HRRIZHHAN T RETH B, 612, <L 5D RPGN %
FHRT 5, BRESEERFCh- T, Miash
5o T B REMRET 28D, B o ICRYYE & 3R

MPO : myeloperoxidase,

GBM : glomerular

LREFTREZEIGE, b2 RREFERSEETH-> T
HEMRIRIARE R & 2 BHEEE TN, BRREE bR
ENHOPMCHEAGECHEOEMEMES HEGR E, R
&I & D RPGN 2388 b 1L B EFNC D W T i, TEBRRIC

B BEMEBEREBE N OFN 2TONETh %,

& 512, [RPGN fEERZWTEE [Ic X Y RPGN OHfEER
Wi %475, RPGN DEEICHH 2 X1, kﬁ@%%
LRI, #EEDOMZE O & 28T — 8 ORERIC
D, AHICEHE @ﬁkégtbt;k%%m?éuk@

M\ﬁf%é T2, WLk EOZEENL L, \mEDERE
EF— ¥ WEAE L R WIEEICIE, BOBTEMES CT

ﬁbu IVBOVA X, KRR, BREOES, Zoftir

5, BENIEMEE N2 L OER 21T 2%, TWEELRY &
ERERITL, MEZK S X OREEZH 2175, RPGN

FEHRMOZWNIC B AEFR~ —4 — b L L TR
5%, IHE, ANCA 4 GBM HifAH RIREIG & 72,
& 5P DNA ik, U aiha & omEs L OB ER
FiREM®KL T, ROD XS WCHET 2 I ENHRETH
b, 36 D5 HE Tk MPO-ANCA 51 @ pauci-immune
B AR B SR BRIR B & & MPA 2 48 U T MPO-
ANCA # RPGN, PR3-ANCA [5 4 ® pauci-immune %I



(A) HEMBTRA2T

RANE - HE

WEARIR  epmmmore knmmm R
0 Zl
1 <30 % AR L3:3
2 30-50 % FHER i e
3 50-80 % AT HE
4 >80%
R - 74 7)) 4 FEREEL
(B) MRk By B 090
LS TEL T A (%)
ks 24 34
Stage I 2-6 207 835 81.7 778
Stage Tl 7-8 214 67.0 63.3 580
Stagell 9-10 73 543 54.3 50.7
(C) i BEARLAR A 95 19 51 0 B A 47 i3
10
o 087
& 06
4
¥r 04
e Stage I
0z T R
0- —— Stagell

0 10 20 30 40 50 60
R BN (A)

5 BERIEERFTROX 7L EREIDEE
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e AR BRI SR BRAR B 46 & Wegener AEEERE 28 U ¢
PR3-ANCA %I RPGN, #i GBM &2l HRTEE M R ER
B & & Goodpasture fi & B % & U T 5t GBM $i #4 £l
RPGN & L€, RSB L VHEHERRLTHL, 20
7T H MPO-ANCA %I RPGN |3 RPGN O JFEHR & L
THROZWFRETHY, RRFEENS {, BRE Tk
DT bR E 2 5,

2. EEEREE

BHEREIC B 2 EEE O HE I I B AR RN ERTH
%, EAEBETHEEEE RS 2 AN O RPGN 43R}
EO7 7 — MR X 2 bAEO RPGN OB LT R
b, FAREEEBERICEDES L RBkEH
DYARERR T 2 REREOEI G, 72720, (REFEEE -
747 A NEBEAT R R 5 RERE S [ AR 2K
T RERkE L9 2), FHMEY, BREREZOREEZ
nzhzarvil, KPERL~OBITER LR L 7 (K
5), HAEGIE bEER IREN L SN T WD, IHEBHART
AT BAERFTRIC & D IR EEEO PR EHET %
ZENTE D, &5ICFHMZ B AT R OHE I I3 BRE
Fr RO grading & staging 538 % Fv % (R 7)),

Eie, EAMFRICKESREELEZ2 2WRTFLELTE, B
WA OB BERE, s, FRZOEM, KIEMRORE

R T 2URETHEEREREICE T 24 - HEREDOBEBFHRECE
Variable Index for grade (G) Index for stage(S)
ERRE ENEE Matrical increase shown in :
XY F Y LREE (FERE) A E LEEEE
PR IN- T AYF T LA
747 ER S EIEREML
{RIFEETE 2EIEEL
MERRDER
HERIEE Gen(0-3) Sen(0-3)
EINRE R—v EE~ADZH Matrical increase shown in :
SREEE KRR O W2 REFELR—V R EDREE
RAEHBAD IRMEfRiaE S A 4
R—~7 B RIaEIE TRHMEME S B 45
iRl L YERES 751 BRIBEBER K

=V EERBEOMR - R

IREEA~DOEEHEB RS - ZA

Gex (0-3) Sex(0-3)
Glomerular grade and stage Gg(0-6) Sg(0-6)
RIBEBERE FHE FRIBE DEEHE
iR E DRI
FRAAE K ENAREEAL
Interstitial grade and stage Gmt(O—S)Slnt(O—3) 777777777777777777777777777777777777777
Total grade and stage G(0-9) S(0-9)

Gen : intracapillary grade, Sen :

intracapillary stage, Gex : extracapillary grade, Sex : extracapillary stage,

Gg : glomerular grade, Sg : glomerular stage, Gint : interstitial grade, Sint : interstitial stage

(SCBk 18 & W KZESIA)
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(A) BRIRFTRA a7

) ik ; i
WRITR  yurr=vie T e cremr
(mg/dl) (mg/dl)
0 <30 <60 W <26
1 30=1<60  60-69 26-100
2 260 =00 A >100
3 TR
R R O

(B) BRI fEBE

2% (0
RN maaT e G
6% H 12# A 24 A
Grade I 0~2 175 85.7 85.0 85.0
Grade [T 3~5 205 772 74.3 725
GradeIl 6~7 101 59.2 50.0 464
GradelV 8~9 30 53.8 43.0 369
(O RN EREE R O A&
1.0 q =
0.8
% S
& 06 .
# § i ———
04 ~ Grade 1
024 e Grade II
....... Grade HI
0- — GradelV
T T T T T
0 6 12 18 24

FEB BRI (H)
6 EEERFTRDR 7L L EEENIE

DEETHZ ZEPHBHLL, NS DERITREZ a7
LU EREE %R 6 1277 T, RPGN & DIET K
DFI 50 BIF A % Hhuls & U7 BRHESE T H 5, RPGN O
ZERICB W CIZ R RIS & D BHAEREENEE D S b1
BEEBEL, RIBEEAT o4 P LR ifsEs
BT 570, FICHRZEGHENIN T 2, MiRLEE 0
7o 2 BIRRE D IHE 2o RGEBIEE & HHMEASK O S5,

3. K

RPGN O#IFEER & LTI, BaE FE, BENER
Lﬁﬁ%ﬁ%,%%Et&@#%ﬂ%&ﬁﬁf%ﬁi%f
HY, BHED 231 %IWML R ETHRARCHKR SR -
EHRPITH->72, RPGN IZEEZER I 2L, BHE
FERD 2 5 RPGN OZMW 2175 D13 THREETH 5,
F7z, BAMER E UM X SREE g i, =
MR % 7 £ DRRZE O GBI Z v, FRERER8 ICE
LTz,

4. BREMR

SELBRERESTOETOER L LT, ME7 vy F=

R 8 SURETHEBERERECSIT2URER
BIBRAE IR SMBRIEER 5.6%
2 EERR 44.0% FREAE 3.5

FEn 42.6
BRRIR 32.1 FIMEIR
ERUERER 26.2 Mok X fREH 23.1%
FA&ETf - BiPTE 16.7 BHETR - BAEI X 16.9
B - R 15.4 BRSPS 14.6
HERD 1.8 FiBe H 1 1.2
Egd 9.1
BIER - RATR T - fERm 8.1
2hE 35.6% R REE 6.9
EIEEMEBR 23.1 PRt IRIEE 5.5
- MR REA 5.3
WEEE"JM@ 12.2 ﬁ‘IB& 5.2
ZIR - &R 8.5

7 0—CERE 8.0

R Y [BETHEBRERBICS (T2VRMESI LT FZ
BeMmiEs L7 F= v EREE

VIRENE MEsLTF
SLTPFLE ZVLEREE
(mg/dl) (mg/dl/week)
— R4
7 GBM LA B 2R E AT 7.07+4.21  1.106%1.394
MR IEIREE
RFEEEHE Y BBHTK 4.04+2.82 0.478%1.30
MESRERIA B &
Pauci-immune & 3 B 4k 4.63+3.22 0.524+0.855
TR RBRAR R 2%
25
2H5METYFIP—FR  2.72%1.89  0.586+0.80
Wegener [NZFJEE 3.84+3.24  0.466+1.258
EMBNZRENER 4.54+3.13  0.763%1.336
2 4.45+3.29  0.535%1.005

GBM : glomerular basement membrane

VRO EEY D O EAEETRLI: D DNERI T
bHb, BREBEMEERZANOHENE, T TCrIEs vy
F=UfEIF 445 mg/d] FTHEITLTED, #HLD 05
mg/dl DEIETLEAD D 2, L L, FEFOERNIZ

EME 7 v 7 F = MERE L BRI T L VgL L&
ERTZENZVD, EH LD LEMET, EEcSL
TH EAPED s WIEHRE-B 25D 5152 iRl L 7
%, WENZ L Y FRMEEICEND S Z LI FEESLET
Hb, ZOMOMEFRRTIE, AMOLERR L L THE
DIt & VI CRP OE{EZ%  DFEAITRD 515
(R 10), BHEHETIESTI%D BETEY 4 R IFIEH
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R 10 SUEETHEERIEREICH T 2 VIRBRRRIRERRR

==
7»£Zi>@ REME FobfE MECRPE NERE
(g/B)  (mm/hr) (mg/dl) (g/dl)
(mg/dl)
— R4
1 GBM A2 SR ET R KIEREE 7.1%£4.2 2.1%£3.0 105+44 8.5+7.2 8.8+1.7
RBE S A AR MEREREE & 4.0+2.8 I.7£1.1  93%37 2.8+3.8 .3+1.9
Pauci-immune 25 B R SR ERIF B K 4.6%3.2 [.9+1.9  94+43 5.2%5.6 8.6+2.7
EDMD—RMEF B BB MEREREE X 4.0%£3.5 3.5+2.6 53%34 1.2+2.0 11.0£2.3
25
Goodpasture fEREE 8.0+4.3 3.7+3.2 82%45 8.2+8.1 7.5%1.1
EHMTYFTII—FR 2.7%1.9 5.6x4.1  79+49 1.3%£3.0 8.6%2.1
Wegener AZFIEIE 3.8+3.2 0.8+0.5 92+28  9.6%1I.I 9.2+1.9
EMBNZRELER 4.5+3.1 1.9£3.1  95%40 8.84+7.9 8.3+1.7
2 4.5+3.3 2.4+2.9 89+44 5.6%+6.7 8.8+2.0

GBM : glomerular basement membrane

R 11 EETHEBREREFICE T2 BBERREAR
=i BX EF  BE

—XRME
L GBM AR S RETHE 3 I 17 31
RAE(ERF
RIFEEESHEF B BEEAER 6 16 23
Pauci-immune BU3 B A SME 39 37 182 258
SRERAFE X
IgA BE 3 4 10 17
=g
Goodpasture SE{EEE 2 0 8 10
2HMIT)FY =T 0 9 30 39
Wegener PZFIEAE 12 18
BEMBR S EMEX 10 23 85 118
RPRMER X 3 [ 12 16
&&t 64 94 372 530
(%) 2.1 17.7 70.2 100.0
—
JEXKFHIZES 87.90 %

GBM : glomerular basement membrane

HHrVIFEARLTW(FERILD,

72, ANCA OHIE X RPGN %5t - 12 BT IFALED
M L7 %, R 1212 RPGN 1281} 5 ANCA OB H% %
RTo ANCAH 727 7 2 1ZB L Tk, MPO-ANCA &
PR3-ANCA OGS FEIME & D BETIZHI S IR
7% D, b »E TIE PR3-ANCA 5 ¥ RPGN #i i MPO-
ANCA G RPGN BEHH D 10 %Ki 2 5 o % 128 E 7%
W DI EEARY, ROk D ) T 13 PR3-ANCA [55#4 RPGN

1k ANCA B4R D 30 %~62 %% 5 @ 21920, 1z
Db ED MPA Tlix MPO-ANCA BB MBI 95.5% T Hh %
DL, EAETIE MPA @ 28~50 %58 PR3-ANCA
BT h B L vbi T 3119720 J £ & PR3-
ANCA BMEFIZ MPO-ANCA B EF & Higs LA B0 54
FE0% L, BERIRTLEIHEOR VD O, RIEEE
PEBOBIRE R OEFINZ D wbTWw 52, H
FFIZ DOV TIE PR3I-ANCA THW & T 25452 L RS T
HbETDHHREODRD D, THSERBHEROHEIIEER 7%
EEREICB T 2 FROBEVICHRMINTHE LD LE
Z o, FEIEOERGE, WEEEERRRT %5 2 Tl
BEOLETH %,

5. BHHE, EEEENMEDFHE

BB O FARBIEIEELTH 2720, FHIBYYE O
FRICEBEDLETDH 2, BECIED BITEM, GHEL2R
Bz i, i, RERORBBZEROIEEEDRE
e LT, FERRBROERO BB, B MR G s
%), M7 v7 =M, 1M CRPECIRE, KT,
HOHAE(ANCA, $i GBM Hifk) O Hiffili, & fi 5 H %
FiRZEOZEANEETH 2 (R14), BHED FHIC
W S R LB AT RIS A, E 27 V7 F= > O
BOMBLERTH 2,

| W, samusst

1. —REFEE IS T 558 E:
RPGN O P UGE I 1 B AL AV 20 R 52
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xR 12 BEETHBREREICE T 2IFhE AR E R AR
. (P+)/HR%
P+C+ P+C— P—-C+ P—-C— #&
C C C C— % %)
_*h,lé
¥ BT RS RERAR R 4
U GBM AR 5 B AT AU MR ERIA B & 0 3 0 26 29 10.3
RIFZEEHEF B AEEREREREE X 0 8 | 8 17 47. 1
Pauci-immune &3 B A U HERBRAE B & 22 204 5 28 259 87.3
BEEEF A HRERMEREREE X 0 I 0 0 I 100.0
DEERBEI—RMEF B BT MR B X I 2 | 2 6 50.0
INET 23 228 7 64 322 78.0
FABER A ) REREBE X
PRSI MR BRI B X 0 0 0 6 6 0.0
FEMEBE 0 [ 0 I 2 50.0
lgA BAE 0 | 0 13 14 7.1
JE IgA BU X 4> F ) LBETEMERIERIR B K 0 | 0 3 33.3
DD —RERIRIEE K 0 0 0 0 0
INET 0 3 0 22 25 12.0
INET 23 231 7 86 347 73.2
=2
Goodpasture SE{ERE I I 0 8 10 20.0
2EMIT)FT F—F 2R 0 7 | 21 29 24.1
Wegener W3 IEIE 0 I 2 16 18.8
EMBENZRMEX 3 102 | 4 10 95.5
¢ DAL DEEFEMEIN B % 0 [ 0 0 I 100.0
KPR MER X 0 0 0 14 14 0.0
sAon7Y) miE 0 0 0 I I 0.0
1SMEEE ) v~ F I 4 2 4 I 45.5
EBHES 0 | 0 I 2 50.0
DL FER R 0 3 [ 5 9 33.3
IINET 5 122 16 60 203 62.6
=% mr
I‘G'L.}—E LB SMERBREB X 0 0 0 I I 0.0
B DR R 0 0 0 0 0
BumiE, BE 0 0 0 I I 0.0
B AUBF % 0 0 0 0 0
C BIFFX 0 0 0 0 0
t DAL BEFAE 0 0 0 13 13 0.0
IINEF 0 0 0 15 15 0.0
HAM I 4 0 I 6 83.3
Dt 0 [ 0 2 3 33.3
N 0 12 0 7 19 63.2
IINEF 0 13 0 9 22 59. |
£ 29 370 23 171 593 67.3
P : perinuclear, C : cytoplasmic, GBM : glomerular basement membrane
ILFRL, HMODICHEEEFRT 2 2 EXNEETH S, 2. BREBEMEEKEICIT 2 /85IEE
EIEBIIA I IR T & EEE DHIED 12 DB EMR I £ 1) BEREHOERE
OIHFRF R BLETH Y, REEBEED NI HEIF RPGN T, FEFMHICHEBN 2 EBEETS 2 L0 E
RAC B EBEMEREEICHENT 2, EHThHb, L»L, RPGN 2FIET 2 BEIC I HED

%<, BRI 81 & 2 HRIRBGRTOR T b A



X 13 [RETEBREREFICE (T 2EIE

HnisE
BRPRAE IR WEMER
RRAEIR B I ER#
N O (R 3 YA b XAOTAILRIESE
FifTBe H 1. EEARMLTE
EIEEHMm  {EEm
FrfE=E

MHAEREIEE - WEFRTS

X 15 MPO-ANCA BIEEHETHE
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R U SUEETHBERIERE ICHT 2RBEHENIEER

PR ARIEIR REFRR
WRORE & AR DERARAEIR FRIRIRERTR

mEFI L7 FZAA

ANCA H 44

1 GBM A4

;% CRP &

FRIL(E

RETR
BRIEMEMATR

ANCA : antineutrophil cytoplasmic antibody, GBM :
glomerular basement membrane

BIMRE, HICHRZE (R
Bt X 48, BEB CT BT R)

RAEMREFIZH T 2 VIEERER T2

= - PN

AR B Fip MR g._ﬂ"j iéj In;% CRP f& Eﬁxw {'ﬁ%ﬂ%ﬂ% 0CS 58 BEFE £iFFE

’ m®) (B:ix) (mg/dl) FRZa7  (mg/ke) %) (%)
(mg/dl) (%)

MP +0CS 120 64.3x11.7 50:68 5.5+2.9 6.6+6.3 55.8 7.1x1.4 0.83%x0.26 67.8 75.0

0CSs 51 65.2x14.4 18:27 4.1x2.7 4.8+5.1 45. | 7.1x1.5 0.70%x0.24 86.2 86.2

MP+0CS +CY 28 65.3%7.3 [2:14 6.7%£3.3 10.2£9.7 75.0 6.9+1.2 1.01%x0.3l 56.7 66.7

0CS+CY 22 56.5%£20.7 9:1I 4.3+2.5 2.6+3.8 40.9 7.0x1.7 0.76%x0.30 85.0 75.6

Others 19 70.1%8.6 9:9 6.2+3.7 4.2+5.8 42.1 7.6x1.8 50.7 82.2

MP : methylprednisolone pulse therapy, OCS : oral corticosteroids, CY : cyclophosphamide, MPO : myeloperoxidase, ANCA :

antineutrophil cytoplasmic antibody

ZLRWDT, WHICEMTEEBERETREHEL 5
SIHREN#ESL T2 PEETH S, /o, ARBITIE
D72 WRETU » b 2R % 72 & 2 EF % Wiz
®, I E TIZRBRELHT S Lo RN & A E 7%
ENTVRWS, Lzh-> T, UTOEMEMGHEEH 1 H
ECHFEAINZERAETHY, EBROWBEICHIz>T
(ME 2 DREFIDOEFR G, FREREFRE T RS TH S,
51T, UTWRLUEEIR I CD - & 57, #iF S g
SIPHAGAER I & 2 MEEDSULHTH %,

72, RPGN Tl2FoMmER %, UIFUIEHE
IR O Rtz &0t 28560 H0, BRI TR
{, 2HH#EHROEHE, RPILETHL, 20D, &
SR 2 F L9 5 RPGN 2B WL, B4 EHEEEE
SET SRR RS R RIS R B 2 RAETsE B L D
TERL S M7z ANCA BEINE & O HRIES |22 F L T 5
ZENEF L,

2) REIEHRENFHE

O B EE AT E FE B 2 FEW5E RPGN 43
B&Eo7 v 7 — Nt s

HHE®D RPGN Dfifl & LT, MPO-ANCA & RPGN

DEROFIEEE HD Twb, MPA 2k k% RPGN
7% 0 N —RMARERIAB R I FiFE L 72 RPGN DRI
DWTRZNZTNOFRBOEBIEICHET 2, Lk
T, AKIWGHEIESHE, pauci-immune B2 AR M R BRAR
B R% S ICMPADK¥ % 5 ® 2 MPO-ANCA #I
RPGN % HUMZR I i T 2 ad L 7z,

2 15 1 MPO-ANCA % RPGN O ¥ HI1E R F#% %
AT BRBETRIZIA T a4 FIEL Z LIS il 3
ZHEA LR WE(LT, Others ) TR O TR T, X F v
TV R =V o R (BT, MP)#Ek &R ORI R E &
VEVECEIT, OCS) Iy 7ua74A 773 FULT,
CY) ZHEH L 72 # (MP+OCS+CY ) 282 LI R\ TF
BARRTH 3, BFHLESE TIE Others Bt 12 LE A~
HEWT101L86 L HEEICEHTH 2, —F, MP+
OCS+CY BB EBIBIF DI 7 v 7 F = “{H, I
CRPEE b EEIEMET, Lird I5%0IHKEZE LT
BY, ROFEEOHOFLEVZ 2, SEIOT 7 — Ml
HIFREEFOEMEZHWE LTB D, RERIE SR
OB, sk L ICEEHEOFR, GIHEOBRLZED
WERTFICLDBIRSNTWS, LEW-T, ZOXI%
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BRI Tl B OES 2 2 Z L 3R L F 2 5
iz,

YU En»s, bHED RPGN O£ T — & 0 A B 7T
POERCTRICEERE2 5 Z LHVHBALY:, BEOE
o, PRI, G HHEOEHE, JRREHMREEE S L ORTF
WEBT 2 L5, HRTA2EBES LT —FR—AN
S RT ZAERL UET (LATF, =7 ) > 7 ) Lz,
Tihbb, X7V U ITHBRICBW T, HKT 2EENE
BT 2HOBERZT - XN=—A 5L, BEDT
‘LD, i (60 AN, 60~69 5%, 70 mKLLE), 1A
(B2), M&EHHE B, HBERMEGEEEE WS 2 v 7
F = 6mg/dl K & 6 mg/dl A F)DKRF % H W,
T = R=ANTIH O 2 21T\, EFBOD L EED |
Bl U LEEHE OGS 2 5ERE b 5 — 5 Of» Sl
THI LIk, 7 EERL T,

@ STHERIRER > & DR

Medline B J NEFFHRMEEEH 5 RPGN or vasculitis or
crescentic glomerulonephritis | 2R HEE & L T XEME R
L, X 5|z[therapy or prognosis] T D iAA, Mol
RPGN Z w7z 363 R ZHhiHi L, £ 2h 5 1 flE
L OEGIHERE 2R EMET L, ZO&» T, ANCA
DHEE S NS 1990 FERLARED RPGN Xt 3 2 RS 1%
BRACBW B TR NTE Y, SHEOME T
ANCAEDOERICE RE TR RE Lz, Licoio
T, pauci-immune B & % W (3R A AT B SR BR K
BRI MPA OIGREHROME 2 Hic, bAET
13 el 9 4> 72 v pauci-immune ) RPGN % 7 3~ Wegener
WEFIEAE & % > 13 PR3-ANCA BB & 2 RS %
ATREZL PR D BRAL LR L 72,

(® Evidence level & Grading level

KgEigetE, bHBED RPGN OB#ET—5, X
B, o VIR ZREDRERZADEER LI DTH
%o BIRD Z & &, RERIHBWDLZWERTHY, L
b AHE LR E - ED, LI UIXBZE 2 &06HE, ffF
FERFED C &5, I E CIIREEZHIA & Fhisce EER
Bz AR INTwiEwn, Lieh->7T, EERAFEICHE
9% evidence level DEW X ¥ 7 F V) ¥ ZR0H(E & Lhigot
WRER e Ot 37 <, L BFEGIERIC X 2 a R
DIEDV R EINTVLLHIEBE R, LrL%sS, RPGN
DIRBIIFE—HRETH-> THBE I LR, —HOR
BT 208 hREETH 5, FEHMOFERKICEKIGEH %
2085 p0HO—BL 3 27912, wEDOHRES
KO, SEIO@FNTNAE & B E I evidence level? (3R 16)

R 16 BE-FB5ICET 2MFRICE TS Evidence level D

TR
Evidence level

l Db | DOEERER(EFELE)IC
L THEIFEMEREZE 2 RO - EIEAL LR
FRIREBR, F 713, METEMBEREHLIROS
N> b0nMHEH DRI HIZL KT
YA o 3N KFREEA I EERRAER

Il Evidence level | OEHF A I L WEES
1t LEERER R 5B

Il S TFH A AN IEEFEALLEERRRE
B&, 1203, BIEALEEBRRBROY TS

— TR
v BrRIFR £ 1213, HEIRAE BT 2 EGINF
5T (10 FEBILAE)
v LB ER A & A WEEBIRTZE (10 SEBIE)
Vi AE IR 3T (10 AE R )

R 17T #RI N BEE - PHHEHICEIY S Grading level

NEE
Grading level

A evidence level | IZFE T 5 | D7 WL LEH
DRERIERICE DU iR

B evidence level Il (CHEE T B HBRIERICED
NPz SR

C evidence level INZAAY T 2 XEEFERICED
(A3

D evidence level VLA B3 5 KERFEERIC

EOUWHELOLIZER

RN 5 LRI, BETT SO B O i S 29 (grading
level) (R 17) O3 ER T o 1co EBOBE DT> T,
flédl < DFEGID BET R 2R L, AGFRESHCEERE %
MmzsR&ETh3,

3) MPO-ANCA % RPGN D&

B 2 i e EFEEREZRMRICOT L TTo 7 v 7 —
M FESRE R 2 & RPGN 0 FZHHEANC 3 2 PG E T8,
B £ 0% RPGN flizsit LITh 7z EilifilEE 2R Lz,
AT S NI WBEEE A F VLY R =YV o v oS A Bk
(MP #23k) (REREGIMER : A F V7V R =Y a v
500~1,000 mg/H, 3 HFREke, rEEhE) & &0
B RIVE EEEE (OCS) 248 TfT5 MP+0OCS, X512
YruT7 A7 7 3 NI & BHENGIRRE(CY) 2z 7
MP+OCS+CY, OCSHLf, 7 & Uiz OCS iz CY % fl



(A) HijbHg
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B) _7Y Y IRE

TN—F Group 1 Group 2 Pfi W=7 Group 1 Group 2 Pl
WAL 0CS MP +0OCS WAL 0cs MP +0OCS
PIEIE 51 120 PIEIE 43 43
EHE (%) 652+ 144 643117 028 EHE (%) 63.9=150 645+95 055
eI T /9] 18 : 27 50 : 68 0.78 B3 040 15 : 22 22121 0.34
MG 7 V7 7= il (mg/dD) 41x27 55%29 0.004 M1 2 L7 9 = 2 (mg/dl) 42%27 18%26 018
M %CRPAE (mg/dl) 48+51 66+63 0.13 M#%CRP{E (mg/dD) 44+49 49+55 0.87
iR ZE DA R (%) 45.1% 55.8% 0.20 iR ZE DA R (%) 14.2% 44.2% 1.00
AR A 27 71+15 71+14 0.84 AR A 27 72+16 71+14 0.82
OCS¥ 54 (mg/keg/H) 0.70+024 083+026 0004 OCS# 5.4 (mg/kg/H) 071+023 072+021 077
HoAE i HoAE i
10 e
""']m.—.—.—.—.m.”t--
. o84 T
"@ 06 1 & 061
S| H
4 0.4 1
04 — Group 1 — Group 1
o4 e Group 2 o224 e Group 2
p=0.072¢ p=0.8007
0 0 -
0 6 12 18 24 0 6 12 e
RemE g mE () FRmBLELHAN (A)

B A A

p=00647 . Group 2

0 6 12 18 2
ol 0D

B A A

109 -3
- 084
<= 0.6 1
4
BT 044
0.2 — Group 1
p=0.8559 e Group 2
0 -
0 6 2 18 2

femam o)

X 7 MPO-ANCA BISGRETHEBRIERBEOVIEIEEICE T2 X FILTL F =/ O/ RFE ¢ OCS only vs. MP+OCS
OCS : oral corticosteroids, MP : methylprednisolone pulse therapy

272 OCS+CY TR BT 2 2 L TE %, bOEOD
FEE R BRI B ) 5 RPGN ER] O WIHATEFE /5§
ELTIE, HEOHFE SN 90 %L EDREFIC B VT,
MP 23R E L, ZDHOCS 2HE5 L, &51CCY
ERETLEPBEEFEZONT WD, LLENS,
EEROBFEG ORI BV TIE, BEYR AHER Y
ZEIE L, MPEZEZ{TH 912 OCS B CIEES 58
BRI R R 20 EOBRB I TEBY, &
FRAERI D 72 2 TIE MP FEED T S N TV 2 D1 62 %D
HEICEEEZ>TWwiz,

Z 2 THRIGERAC X 2GR & HD I RET L 7z,

O MP EiEDET (OCS Hifit: MP+OCS & O Hifg)
X7 i OCS §ijfiks L O MP fE: 2 HEH L - B 0 B
5, %o M7 EE# O BH TR, Kaplan-Meier 1%

2 & B ETRMERET A~ OBAT) B L U dar Pz, Bl

g, _R7ERBO K TR, B Tix MP T
BEBRRFTE 7 v 7 F = A BICEETH D, (REY
720D OCS HH5H Y MPHTHRICHEETH o7z, Hifl
HEORRTIIMP I CTERETR, EaPRe bEL
Em»R R eniz, —77, BEERLL N ICOCSKE5&F%
Ho¥ie7 ) 7 TOHEKTIE, BTk Earked
WHEIICEIF L, 2O 51T MPEERHIC X 2%)
BIFFAD o % »olz, MPRE 3 13 MPO-ANCA A
RPGN OHJHIEEIC 51T 60 %L EOBF TS N, |
BEOEREREIZAF L 7L F=Y 1> 500~1,000 mg/HOD 3
H#igiz 1 27— e, HWY2 7 —ViifTah T, &
7o MP B 2 AT L 72 BB DIZ S L D % OB &
L TP OCS 2G5 &N T Wiz, KFEEDFERFIH T & o
BRERE T, B L VEER & L OEEEERC b AEEN
hhoiz,
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xR 18 DEETHBRIE

BEIZBITBAFLTL F /oI AEE

LEEGAER Evid
HEE BEE BN — : R vidence %
BEAE EFH levels
1982 Couser & 38 MP +0CS 28/38 5l (14 %) THhE Vv
1989 Bolton & 29 MP +0CS 35 MP+0CS T 20/25 ] »* &% &, v BB AT BE & A B BE D
ocs 5 0CS T 2/5 fflczE MP+0CS T 14/19 (=t L,

0CS Tid 0/3 6l

1998 Takeda 46 MP+0CS 27

SHETEIMEM THEEENS v

W, BITRITIIMPETHEEIC

B UE

2001 EEHEE 17 MP+0CS 120

6Hh BEBXR
75.0%, OCS T86.2%

BHILLE T MPEEOER (S
L VEFTFR, BFRLHA
ISR PNEREE (s

(& MP+0CS T v

2001 EEHBE 86 MP +0CS 43

6Hh BEBEE
87.7%, 0OCS T88.7%

AT > TR TIIEAREE
IZEFRDLA > T2,

% (3 MP+0CS T 1l

MP : methylprednisolone pulse therapy, OCS : oral corticosteroids, CY : cyclophosphamide, IS : immunosuppressants

R DIEFE A BT 5 k(R 18) 1 L % &, 1970 4
ReEm o MPRENHIITE NS X512k, T4%DHE

FHICERRE LB L O EM TR OWED R S 1 (evidence level
V)2, BHZ@EN 2 B3 B RERIS KRB D 60 %L EicHH
EOR 2RO 2 mEEHEERF O L, MP ¥R % i
T952L12& D I5%RDBHETERBEDOUZELZRD S
& D3 & 2 72 5 7z (evidence level V)29, b 23 [E 7 & D
Takeda & DR (evidence level IV)2" % &%, MP EED
PRI LD, BEEOHEPRSNS L ERL TS,
LipL7aenin, 2o DEEOHERIE ANCA 2 X 5 RE
SEEFfTONT, B3, 4Rl el BRI S H»
2% \» PR3-ANCA %I RPGN %% { & A T % A EEDS
T5E T E 7%, MPO-ANCA A RPGN 125w T i, OCS
izm:rm MP fff 247 - T b S RIOME 2 5136 Atk
SZRD 5 7% o 7z (evidence level IV), Lar L, BEY
5{’24\2‘)’@7:’\7 V> T HBOFER D &, MP EERTIC
L DV IBIHEZ S DI L 2 B FRELIIEENTH
n (ev1dence level IlI), Zh F TOwEFEDIEFERT O HRE
5 B REREREE O ETHIFIIR 2 ™ I 20 x S
TwbZE, IHIEAERBOFREEZFRT L, FHHcH
J175 Sy « PIRFERSE 2 T3 2 2 L i3EIC ko 72
WEEEEZ oD, LIz > T, BEFE TO MP &k
OFEFUIFIBEDOHIBIC XL D, FEELBPREIFs £ H
FRBEOEHREDOR Wb DEERE, FH—RIROBELE
Fzohd, LrL, KEFEOEIMCE S 2Him &
WO E13n <, SBROBNTETLH 5,
@y 7u 73R 773 FEEDEGOCS i &

OCS+CY, MP+0OCS & MP+OCS+CY O i)

OCS ¥ OCS+CY pltigTid, itk THEIC OCS
BRI S E N L o Tz, L Lenis, Bk, -~
7 TR e b BTk, BRETRE VEEERL,

CY EBIMORRIC DOV TIFHER T E o7z (A 8),

MP ZEEFE(MP+OCS) & 2 e DEFEICE 512 CY D
B E2MZEEMP+OCS+CY) O il T, Bl
(R 9A) i oA S 7 X 912, RPEBHITARME 7 v 7 7=
VfE, I3 CRP AL EE, b 2 WIFHREERGNIC Ui
LIZFCY BZEESNTEY, SSILCIOHOEETIEE
HEIZOCS D ERVZ VW LS ERoT, TD2
HoRME T, BEMOZ W CY HHABRDIES E
BEIRVWLDODFEARRTho, LLEWs, K
OBIZ/RT L D12, =7V V7 RITWw, MPEEHO % H»
& L i) EAE R (78.3 RO FEBI SR ZE 26 L, IiE
CRP b WFN OB L b 8 mg/dl LU EDFER) % i
L CHgEMEr 3 % &, MP+OCS # ikt 12 th X MP+
OCS+CY DI 5> WEEFRICHEEZII RV DD, &
TREEBICWESYLZZEPHO L E RS, K101
R7) v 7 BOBREEERNOEMTHRERT, b Edm
FEPARTH 2 EEEN+IVEICB T, MP+OCS+
CY CL 2RI ERCAMTRELEZS L LI LD
Holz,

RPGN %2 & ® /- MPA OIEEDEAR & L TIE, KT
X OCS & CY Ot fIRENEAEHZEZ 5N TE T, L
L, #0OH: L %57 Fauci 5 DIEENE®IE, OCS TOD
WEEMCIREIER 2 S & D RBE#HEO I > bo—v
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(A) HALMHL (B) _7VY v T
TN Group 1 Group 3 Pii TN—7 Group 1 Group 3 Pl
HIP G 0Cs 0OCS+CY W 0Cs 0OCS+CY
ik 51 22 IE AR 20 20
AR (%) 652+ 144 565+207  0.041 AR (%) 647 = 132 584 =192 0.235
B (B« ) 18: 27 9:11 0.706 R (F &) 9:10 9:9 0873
M2 V79 = il (mg/dl) 41x27 43%25 0.816 i 7 L7 = 1l (mg/dl) 40 =238 44 %25 0668
MECRPE (mg/dl) 48+51 26+38 0.128 MiECRPAE (mg/dl) 51 =52 26 +39 0.144
BRRA DA FE (%) 45.1% 40.9% 0.741 TS 2 0 A i3 (%) 40.0% 45.0% 0.749
OCS# 58 (mg/kg/H) 0.70 £0.24 076030 0408 OCSH 58 (mg/kg/H) 068 = 0.20 071 £0.24 0.752
T A R ZEAF R
104
0.8
M— A
& 06 ﬁ 0.6
* oy
04 ~ 04+
0.2 1 — Group 1 0.2 — Group 1
. p=04978 .. Group 3 0 p=04323 Group 3
T T T T T T T T T T
0 6 12 18 24 0 6 12 18 24
FmEEm ) M BZ N (B)
WA R N TR
109 4., 1.0+
0.8 L_' D 0.8 4 L\ e
- .
& 06 £ 064
* +
Hro 04 ur 04
0.2 — Group 1 0.2 — Group 1
p=03408 . Group 3 p=04617 . Group 3
0 0-
0 6 12 18 2 0 6 12 18 24
B E M (H) FRmBLEEHAN (F)

8 MPO-ANCA RIS ETIHE B MERBOIIAERICH (752007 + R 7 7 3 FEE | OCS Bl vs. OCS+CY
OCS : oral corticosteroids, CY : cyclophosphamide

B2 B It LT, CY PRI & D OCS O » 1]
BEL D, WEWEMEOI Y N O — AR TELETZHDTH
D, YIHREREZ 2UISARETIT o7 b D TRV, &R
19 12 OCS & OCS+CY % ik U 7z 2 D s % 75 97
1990 £ LART O#ES Tld, EARRIC CY offHic LY, H
FEOBWR, BWETER, EMTROUEE, REMREZE
DIEREEMED I > b O — iz D n T ORENIER S h
T\ % (evidence level [V~V)28~30  gHij[A] & Fhisd o I8 24 R
T CY OFFHICE Y, AWM TFRICEEN VL DD,
FEFE OB 2 D 72 (evidence level 11)3V%3, CY OFEH
RRIZ 65 A L O S CRMED &R &1 LT <,
L TFRARE R ZEHMOHEIOIER & H D (evidence
level I1)*?, &l O HEANHIFIEIC OV TIIEEIC R S
X2 %27\, MP+OCS+CY & MP+OCS o thig
TIEER20 1R L7722 E &, MP+OCS B3 CY Bhnfe

B BT OEHRESS6 M HEOBMEIFTHD
(evidence level II[) 1%, CY OffFH 2L+ 2#HE»n0 &
NTws, Lnl, REFEEICET 23] 6E & Hi 1&

1990 £ Falk & OFEPEEZ D, TXTCHE—7V—T"»
S5ObDTHB Tk, FHeE &b Wegener A JEIE
PR3-ANCA B4 RPGN % 27~53%& A CTH 1 R
H 5, Wegener WEHFEFE DIREICB T 5 CY 2 & 726
YRR D PEFFREIC D W TR GRS S H Y, 1F
ZHESL S NG TER L 8> Tnw3%, CY OR5EICO W
Tbyr7u75xA7 73 RV AEHEAVCY RN
JEAMER © CY 0.5~1.0g/m*/H, 4~8 ) »#F D CY
W, Bs EORIER 2B, RS EEES L, L
b FEOBERNEN D % L OIHENR SN2 (FR21)%6-10,
Lo LM 5, MPO-ANCA B RPGN 044z CY ik
2ITO 2L OFABEESEIOME » 5 3HRTE T, K
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(A) HALMHL (BY R7V ¥ IR
TN =7 Group 2 Group 4 PAl TN—7 Group 2 Group 4 P
B G RR MP+0CS MP+0CS+CY ) WG MP+0CS MP+0CS+CY
RIEd 120 28 FEBIEL 23 23
A8 () 643+117 653+73 0.98 A8 () 639+11.3 66669 0.31
PERI (8 L) 50 : 68 12:14 073 PERI (8 L) 8:14 9:14 0.84
%2 V7 F = Y (mg/d) 55+29 6.7+33 0.06 Mgz V7 F = v (mg/dD) 65+25 66+33 0.77
M#%CRP{E (mg/dD) 66+63 102+97 0.08 M#FCRP{E (mg/dD) 8670 9.0+73 0.98
HiiRZE DA IRE (%) 55.8% 75.0% 0.06 HiiRZE DA IRE (%) 78.3% 78.3% 1.00
HEMTWA 2T 71x14 69+12 043 IR A 27 69+14 68=13 0.66
OCS# 58 (mg/kg/ 1) 083026 1.01£031 001 OCSH# 58 (mg/kg/ 1) 0.84%0.20 097 027 017
T A T A R
109~ 104 -
08 —-_._—__ 08+
04 H o4l
0.2 1 — Group 2 0.2
p=04513 Group 4
0 04
T T T T T T T
0 6 12 18 21 0 6 12 18 21
Fem g (B) FomEg im0
A A
1.0
0.8
T‘g 0.6
Eﬁﬂ: 041
02 -
p=08304 Group 4 p=0.1154 — Group 2
0 o4 Group 4
0 6 12 18 2 0 6 12 18 21
ReREEIE (A) RamEIgmE ()

9 MPO-ANCA BSRETHEBERERBOVEEEICE T2 007 X7 7 2 FEE . MP+OCS vs. MP+0CS+CY
OCS : oral corticosteroids, MP : methylprednisolone pulse therapy, CY : cyclophosphamide

(A) BRIRSFWIERETE grade T and II (B) FERTMEMLEE gradellandlV
107 T L0 171 p=0.0066
081 | 081 | "L,
#0006 e @ 06
i N e
04 - 04 1
09 - — MP+0CS(n=7) 02 — MP+0CS(n=11)
. p=09516 - MP +0CS + CY (0= 10) o MP +0CS+CY (n=10)
T T T T T T T T T T
0 6 12 18 24 0 6 12 18 24
RS mE () BoMEsEE (7))

X 10 MPO-ANCA BISUHEITIHEE REIREF 16 1T DERREEE N DER TR
OCS : oral corticosteroids, MP : methylprednisolone pulse therapy, CY : cyclophosphamide

10WRLI:Z L, BERENRCMFBEEZHFE LT BERESE 2 £ 5 FEFNC 3BT A RETH 5, FIHHEEE ITv
BARRAINC IR TRBGEDTTREM D 553, miliE e H Z, CY O#5.13 MP #EESL OCS R 512 L v, EEE
FIREG 2 &7 L3 WIER, RHEBHIARE 3 Tl & B FEOI Y b —ARORBENE ZICHEETRE T, B
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TR LEEGEAER Evidence
== == +
BEF  HSHE mR EmM ARAE EGIM R levels =
1979  Fauci % TEHEER % I7  0OCS+CY 17 3BIFETS v
BMEX 14 Bll3chE £ -3 ERR
1985  Weiss B IR A M 34 0CS+cCY 7 7553 OCSHCOY BEIZH VLT, \%
TR fhod 2 BEICHEE L THERICERF
0cs 20
L 7
1986  Rubinger 3 0CS+CY 3 2HITERBENERLLESH ) |
1991  Guillevin & 46 OCS+PE 23 MEFICEEER L I
CY BFRB THREAIN DL,
OCS+PE 23
+ CY
2001 Gayraud %  Churg-Stra- 64 0OCS vs EBERICEEENL I MPA D EHFE IZH
uss E1ERE 0CS+CY FEREBI TIE OCS+CY BEETHET W T,0CS+CY B
HHE TEMERIEHLZ L,
BRERIRIZHFEEENL VLA, 0OCS
HIECIIEEMRBENTEAE
TEMIEM S 58
HIME R
HHZE 156
ERK
2001 E&55@E MPO-ANCA 73 0CS 51 BEFE, EREBECDL \Y B s
# RPGN BEERL
0CS+CY 22
2001 [E4£%EE  MPO-ANCA 40 0OCS 20 BEBE, EEEHFECD Il R7) 2T eER
# RPGN BEERL
0CS+CY 20

OCS : oral corticosteroids, CY : cyclophosphamide, PE : plasma exchange, MPO : myeloperoxidase, ANCA : antineutrophil cytoplasmic

antibody, RPGN : rapidly progressive glomerulonephritis

BHE R £ ORI T REREVPLETDH S,

@ MP #EZEt% D OCS #5552
SFEEEIAMIC B 28T DY A 271220V T, HikO
FHRARNT2HER L U CEEEMT 2T 22,
OCS 0.9 mg/kg/ HLA G OHE O fElBi 1% 2.00 (95 %(F
FEXR @ 1.11~3.60), & &IZIREEBIMARICHRZE 26 L7z
FEGI T ERER 2.54(1.20~535) L HETH ol 22T
MP B % [T L 7 BE D A IO WT, MPFEEEZD OCS
DHFAREGRICOWTHREY L VRER I EOEEFEXRER
% &, MP#® OCS % 0.8 mg/kg/HRIfHIC & £ J2HET
IIEERBER 6 AEBEEN21%TH 5 DICK L, OCS
%08 mg/kg/HLL E®E L I#ETIZO615%THD, AR
KFBRARTHZ Z ebrolz(@IA), 72720, &
BEOMEIEY 77— riEORE 2D LT L TEBD,
OCS DS =N WEFID 72 I IFEEFI N L & E R

TBY, iz OCS OG- &DD 75 WIEBID 7% 1T 13
EFINZ S EFN TV LW EAIND >, 2 I THEHE
TRE2ELELXT ) Y 2L #2725 (1
11B), %31 OCS 0.8 mg/kg/HAKMRED IE 5 WHEEICE
TR ERES Y2 LRI, BRETRLERCRET
B otz OCS OYIHIREG AR XA D 73 %D FEH T 3
MU EDBEMTbRTW» B DI L, E4HE O
& D OCS OWIEIHR G D 7 u v 2 —)Tid 2 HEUAN T
WRZBAL, EMEICIZIZEREEZTEI TS LT3
b DDL N, FETHI D 7 H T 5 ST 7 o o El
TER EH 2 5N BHIESE b D2 { IS, —4, FHRE
OIEFEZIFTE FTIRCE S THERD E 2D TH
54, MP LSO OCS 1B OWEEN 2 1% L1 2 &
IDLETDH LN, BYPYELFHR L TRINREICEED S C
EDRIFETH B L F 2 sz,
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X 20 2FETHSRERBICSIT22 707477 3 FEE : MP+0OCS+CY vs MP+O0CS
POEd THEEREABR Evid
MEE  WEE : - : g vidence o
Y TEBIEL ABEAE TE A% levels
1996  Hogan & BEIREE 38  MP+0CS 25 CY BB~ MP I ANCA F5 £ 51
&% +0CS (I TDERR 27 %H PR3-
TN 556 S, ANCA
TEMENZ 69 MP+0CS + CY 29
HERK
MP+0CS + IVCY 43
1996 Nachman » E[RBH 38  MP+0CS 25 MP+0CS Z o B R & 1] ANCA B P4 651 O
MmER (%, CY BERZEEIZIE~, 27 % H PR3-
AN ! ANCA
IBMIE % 69  MP+0CS + CY 29
HBRK
MP +0CS +IVCY 43
1990 Falk % BEIREE 18  MP+0CS I1(15)* OCS % & OCS+CY 2% v OCS %t (3 B iaE
I % ICBEEERL BEESEMANN%
{, CYDEEIL
AARET TIETBH
TEMIER % I5 MP+0CS + CY 11(30)*
HEIRK
Wegener 37  MP4+0CS + IVCY 12(15)*
[SEiEns
2001 JE455EE MPO-ANCA 148 MP+0CS 120 BEWETE £HTH v BB
# RPGN CLMBEBICERER
L
MP+0CS + CY 28
2001 JE45EE MPO-ANCA 148 MP+0CS BREEFRICEEER Il RTFN) > T HER
# RPGN WA, CYBFRIZE Y
EHGTFEIERICUE
MP+0CS + CY

MP : methylprednisolone pulse therapy, OCS : oral corticosteroids, CY : cyclophosphamide, IVCY : intravenous cyclophosphamide pulse
therapy, MPO : myeloperoxidase, ANCA : antineutrophil cytoplasmic antibody, RPGN : rapidly progressive glomerulonephritis

* () AE methylprednisolone pulse therapy XiBiTHl % &1,

@ BRI (B R E = B )

RPGN (2569 2 MAZHLFR B D TIE, MP L L
FEOFRE2IEFTEZ2bDEFZz6 TS, LaL,
I A TR X MPERICE D, —RITIX
B, L L, IMEEZZHELER I GBM $iAa3) RPGN (2
BWT, ¥i GBM HilkO IR E % & I BHEREO WE
HRFCE ZRBREEFEZ 0N TWEY, £z, FREIC &
2 fifi A LB C 13 I SRS Bz GESAME D) 3G %) & D
BERY H 2%, —F, MPO-ANCA B RPGN iZ D\ T
&, SUEHIHIEEISEI L THEFT L 72 5 & ORISR I DWW T
X —E D RESE SN TWwiw, MPO-ANCA % RPGN
WU CIMEEAT R % AT L 7o S 00 & 3 i %2 X
121077, B T, MEE R B E G TR C IS 27
V7 F=E A, I CRP &fE, iRz =63 26168
WINLEREICE <, HEERITIMFERE 2 T3 n <

WBZERPHSLTHY, ZDoh, BEFETHR 4o
FrL b, MEHRERITH CERICTIRTH o7, L
L, BEEHREERS LTV VBT, 20X
IBFEEF R B> Tz, BfE, 3—u v/ STRIME
7 V7 F = > 500 gmol/1(5.66 mg/dl) LA I 0D {5 B B g
Bhicxf L, OCS+CY Fikicinz, MP FEik & 72 i3 MAEss
PupReE 247 5 A & Holont EAER GABR AT ; MEPEX) 23
ToNTEY, ZOBENFELNDL EZSTH B,
MPO-ANCA #U RPGN (25} 9 % [M A AL B 1L O ALIE D
WOWTIE, FS2OBEEIZED 2T T4 RO ifisE
DB GAREAERIAGTIBG I N D AT %% 2 2 LEH B
%73, ANCA OFHIERFIC X 2 BHEEEEAL O HHI = 2 fiKk
FREDFIETH, HETHHAORNRFTCE 2 e
5, B ZBREVBLETH D,

® PrEgefE - PR
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R 21 SEETHBRERFICE TS0 7 X7 7 3 F/NLVARE

POEd LEER A BR Evid
HEE  HEE - : R vidence 2
¥& 7B TEBIE BEAE TEBIEL levels
1992 Kunis % 5 MP+0CS + IVCY 2l & BikE v 2 5 TEMNTHERL
1993 Rondeau & E[RHE 2 MP+0CS + IvCY JET | B, BHBEER VI IVCY & I %% 3%
&% 1t 26, BELRE 36, BAEBITET,
3B | BIEREBE RS MP % 5 & 7 B
224, &£&
FiElIE
TEMER 2 R 4
I %
1997  Adu & CEES 8 MP+0CS + IVCY 24(5)* AEMDRICEEZEARL I
FIME R IVCY Z TEIEA A D
VALY
TEMIRR 2 5 17 0CS+CY 30(12)*
I %
Wegener 29
[SENEn
1998  Haubitz &  TEMIBAIZH 25 0CS+IvCY 22 BEDRICEEERL I
&% IVCY Z TEIEA A 4
VALY
Wegener 25 0CS+CY 25
(S En
1998 de La Torre STEMIERIZH 4 MP+0CS + IVCY AR BIIAREIC S E B v
b I % BEEEAHFT 360 %

Wegener B 3F 4
PESE
=T 2B% 6

e, oE
BREONDL,

MP : methylprednisolone pulse therapy, OCS : oral corticosteroids, CY : cyclophosphamide, IVCY : intravenous cyclophosphamide pulse
therapy, MPO : myeloperoxidase, ANCA : antineutrophil cytoplasmic antibody

* () RIIEMBH S REIEXIES

HHEO RPGNEFNIZ B W T, ~ ) o538
GBM #i &% RPGN o 44.1 %, MPO-ANCA % RPGN 0
222%, 7—77Y O 5 1xH GBM Fiik&E RPGN @
242 %, MPO-ANCA % RPGN o 21.4 %, i Il /N 15
i¥ Ht GBM #7 4k % RPGN @ 36.4 %, MPO-ANCA %I
RPGN @ 56.2 %iZ /i T & L T \»» 2, MPO-ANCA #
RPGN [Zfii i & #L7z HLlfl/ M 3E & L T i dipyridamole 27.3
%, dilazep 13.5%, ZDM39%Th-o7ze TS, Pk
[« PUA/IRR IR EB A 7 a4 RS ilHEE & oft
FEETHo 720 MPO-ANCA % RPGN Tl, ~/38Y >
FEOPREETD 6 7 AB 4T 63.4%, 4173 78.5%,
B 6 H ABAEHFER 740%, 4FEET40% L, Bl
BRIZBWT, WINbEEEI R, $72, V=77
Y UBEAEED 6 7 AR AEFEHR833%, EFEHE8A3I%E, JE
BEFBED 6 4 FB AR 68.5%, 417K 122 %% ks 2
&, RO TFERNPERICREFTH >z, PU/IMIEEIC D

WTIEPFEED 6 2 HE AN 764 %, HFHFFE82.1%,
JEPEFITE 6 7 HBEHFEEN 649 %, HHFELK655%THDY,
PRV TERCTRREF CH o/, BOFEDO Y —
7 7 ) RV IMEEEI R COFERBRIFCh > 72’
ZhiEv—77Y >, HlVIMEZGR S iz BER, i
HIM % & 7 MR D 2 WEER, H 2 »IEESIHE
 ED% L REOBRSOAEER BE IR S Wizl o DFEHE &
bFEzZohd, LrLurs, FAREREFZHET 2
&, KEFRICIE—EDORRPER/HTE 5720, &H5RER
ERMEL, HIERE SIcHEEL AL S 0BG 21T
ST ENEF L,

® % OB

gz R B O YRBIIE O FERE &[RRI BEPUE SR O fE
B D VREE (T A b X 407 A L AR E DR 12
B, » 3 W IdMbOBRIYEDOHFENEETE R VEX)T
&, Ar=ru7Y) o KERDE (EEL#EGMER @ 5
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(A) HEEHE

(B) R7 N Y T7HE

I BELIBIE BB 7 0 4 MRS Pl I HLBREEAT 04 MG’ py
<08 mg/kg/H =08 mg/kg/H <08 mg/kg/H =08 mg/kg/H
ik 58 51 I AR 32 32
AR (%) 630=125 658109 0209 AR (%) 65.1+12.1 635126 0608
B (B« ) 26 : 31 17 : 33 0.222 R (F &) 15: 16 10 : 21 0.222
g2 L7 9= vl (mg/d) 55+29 5729 0.734 Wi 7 V7 F = il (mg/dl) 50%26 59=31 0.257
IMiECRPE (mg/dl) 71+69 54=54 0.233 MiFECRPAE (mg/dl) 86+6.3 56=54 0076
Wi 45 0> A7 958 (%) 44.8% 706% 0.003 TS 48 0 A7 3 5 (%) 59.4% 59.4% 1.000
OCSH# 58 (mg/kg/H) 0.65+0.11 1.04£021 00001  OCSH4-& (mg/kg/H) 066=0.11 108023 00001
avd:iE e Survival curve
1.0 4 — 1.0 5
084 08{ i
i 06 - e, j*‘i 064 e
04 = 044
0.2 4 — 0OCS<08 mg/kg/H 0.2 — OCS<08 mg/kg/H
0 p<0.0001 0CS=0.8 mg/kg/ 1 0 p=00252 .. 0CS=0.8 mg/kg/ [
T T T T T T T T T T
0 6 12 18 24 0 6 12 18 24
ROEBZ I (H) ROEBZ I (H)
iSapeNiiib s Renal survival curve
W —
08 e
ﬁ 0.6- j‘i 064
&+
5]]1 04 %ﬂl 0.4
0.2 — 0CS<0.8 mg/kg/H 0.2 — 0CS<08 mg/kg/H
o P00 0C52038 mg/kg/I o P00l e 0CS=0.8 mg/kg/
T T T T T T T T T T
0 6 12 18 24 0 6 12 18 24
RBEmm U FEMBZ I (H)

11 MPO-ANCA B2 EITHER %

FERBFOVIHARICE T2 RORBRERT 01 Fx5E

OCS : oral corticosteroids

~Z7u 7)) s F02~04g/kgkE/H, SHR AR E D
FHRE B8,

@ WIEERE ORI, R TR, BTk
7z, WIEIARE T8 OHER OCS B G BI2 DWW T,
R2IRLIZEL, 20mg/HAERNED Z DO Efm Tk
EERICUGES YL LB E RS, HEEDO~—
A—Marra—LENTwEEE, HRERIR D HL NIz
OCS % 20 mg/H Kiiii £ Tl 3 %2, ANCA @ HFLi&AM 5

EfE Z Rt 9 2355 000 GBM HiiESEEME L L 2w
i& CY 25~100 mg/ H (EREE I ME ) OO 2553 %,

eI ERIA R 4 ARRERGE L, 16 ORGP
DIETH R E=Za—FEY AT 4 A« h ) =MRFETFED
7z ST BRIO RS (R GEIGAMER © ST &4 2 $¢,
HHB 2 WIFREHES) 2175 4047,

4) PR3-ANCA %! RPGN &

PR3-ANCA & Wegener A Zf lifiE O FF )~ — A — &
FE2ZHNTW 5, Z Ot MPA £ B R J5 1 O pauci-
immune B BRI MR BRIAE RO —ETHME & % %,
b OYETIEFEIENC L PR3-ANCA 5% D RPGN (3 &
B TH v, AFKEE D RPGN i3 MPO-ANCA #Z Fhx,
FEET, LrLFE Kb dRWEbon% <, LIX
LIEFFEIET 2 00, FHIOERIC L D BREEORRS
NBREGSH 21, Wegener RZFJEEDIGHIC D WL T,
OCS BDEREOLE, FHEFHRIZ 12 2H T, BIE
BEAT a4 Pz SyEsEE Ot F S PRl 1 34
ECTh 5, RPGN % & L 7z Wegener [RIZFEE D IRE &
L Tix, MP(lg/H, 3 HR) & OCS(1 mg/kg/H), CY(2
mg/kg/H) OWIHAIERE %175 O 53 NIH OREHERIEHE & L
TRIBENTEB Y, KIEEIC XD T5%0D BH 552 EiE



