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BOFAN REBREERFER ARERE - W - AR
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ANEE BHRRFEFE | WR
AH E EZESRERES 1 R
HIRF—  FEHIRFEERFEARLE |
SPARBERE  ENEARBE R

TR B HURA TR 4 19
BRI AR BB M AR ATRACRE - B0 - otk - PUANBARBIPIRIE

HEEAN DAY = - Z8 (LHEH)

FHME REGRREEMAEREAE R > 5 —
Nt RREERERAREE - SIMENE

THRXK R ERFEER ARG

FIHEEIE AR RFEER AR 4 IR

JRHZER] R R AR E B e
FHERFRFER L V5 —

HeAbfE

FURIN AR EREE R

HHAE ERERERRENEFEREY >y —FhER
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: |

R AT A AT B R E B 2 AR (AT E
RHERFE 155 N) Sl T E R AE(RRE (rapidly  progres-
sive nephritic syndrome, rapidly progressive glomerulone-
phritis 1 RPGN) 73Fbe (G HBTEE  FIEKRS NMIER)
B, RS AR D, DHEICH Y 2 ATETEE L OB
RIEHE & 2IBIEEHER 2 & N0 T — oy N— A2 HI &
L CeEERBIER 7 > 7 — PREZ T TE 7, 561
PR 12 & D RPGN O FESERIC H 72D, AERE
iz = RPGN 2HFIRFHER MR B X 2k L, MEtz
HRTE, ARMTEINE CORREROREL LT,

bMBENZ BT 5 RPGN 0¥, Fi&, ZWiiEst, 1w
HrEg o EES R R T, ZOBEIEE T 13 FE
RiS OIS THY, SBELLIWET, RELALETDH
2o FRCIBEIESH T D W T, T SROSEGIER E HIY
ELRT Y= N RBEPSDT I R—AThHYD, L
SHERR D72 @ evidence level IZE W DTIE e\, 2
BAELANIC 2 L R O Hif ) & Hgon HEEABR 72 & Ol 71
L0, WEREHICOWTOFMBLETH S EFEZ N
3, BEfEHtERICOVWTY, SHOSETE#EML, LD
T wy a7y FE NI RPGN OZFEEs# 2 Hig+ &
ThdbEeHEzohb,
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I. HHED RPGN DifiE I

1. B2 TR

SBURETT M RERIARE 2812, WHO 12X 0, [AMdH 2 W»
TR FERE T 2 WIRAYIMLER, HER, A, SudicH
T3 2 BERREBRM L ERIN T 2Y, RPGN 35H
FHNC XL B D ARERRIC HEFAME 2> & BRHERETA M O 4 AR D
TR & 78 & % BEE I+ A AT B R BB % (necrotizing
crescentic glomerulonephritis) BS#EI R TH 5, L L,
AT R BRARE R LMz & RPGN O AR % 72
ERHEEL DY, HiROEEZWT L, BERRORITE %
R, 22 BEEEEOEIC X D BE TSR R 2 &
THAT T 2 B BIEGRIIC RPGN X L TRD b h %,
SEO7 > — PRI, i HRBEES» oE S
Nniz2ZWoONHEEBEYTH %,

1) BeHD» 587 A OB TER I ERLEHETT 5,

2) MR (% < IFBEMSER IR, WIRIMEKR b H S
%), |HR, R, BRPEEZ & OB RERT R
TRD D,

PLE@ 238 H %2l 72 R 2 BRI RPGN EEE L
TLEOFEEEREZHER, S 7 7 — FEEAIC &
DIREEL 7z,

2, & %

JE A AT B R PR AT SR BEE A 7 v — ¥ B
ETHARREE R SRl 0FETIE, 2EOFEEEE

14
(%)
12

10

i AR

ATHE B

1989 1990 1991 1992 1993

B 235 ZIERI OB AR TE & MR BRIE D 30 %L iz
ARG % £ 5 B &1L, 1990 FEE 2 H~ 1994 £ 13 1.6
B T w7z, X112 1989 428 DU o H 4 B ik 2
EHMEB LB BT 2 SEHHRE T 2
RPGN SER] (#08%N1C RPGN, 2 AMEIEER MR 2% L BT &
NTWwaH0)DES X 0P B I E 5T/ (anti
neutrophil cytoplasmic antibody, LT ANCA) BG4 fiE #
¥, PiRERIAREEE (glomerular basement membrane, Ll
T GBM) UK IGHREGIE % R 96 6,120 FlORERIER S H,

RPGN JEFIE 453 BT, 1993 FEIFZE T L Tw3 b
DD, 1989 EFIF4%THolz b DD 1995 4 FF LUK X
0% EZ DTS, ZOM, #i GBM Fifkktd RPGN
1% 69 Bl S, ANCA BH:# RPGN i3 212 il 0 g5 %
A T3, Hi GBM Fifk# RPGN 13 Hls iy F 515 D
ZENID b DD, ANCA B3 RPGN % 1993 £ LA
BRIl Tw 3, %7, BEABEERBICET 2
TSR IRERIGE I | O T T & 5 1998 4R 1 ERT D b HY
® RPGN 2 X % Ji5 bt 32 72 4 #5013 1,500 A (1,300~
1,600 \) LH#EEF S T %, Flafnid 62 oS RIE T,
HEREICZ VW, R 1ICHO D E O RPGN JERF] O i s
T EHE B X OELL, FEERFER 28, pauci-immune
HI AT M R BRAR B 48 T3 61.3 1 15.8 3% (H ik
fid 65 7%, #iPH 6~88 %), WHM S A% F& M4 & (micro-
scopic polyangiitis, LA MPA) Tl 65.6+11.1 & (H el
68 %, #iPH 14~87 %) & =& 12 % 2y, 1 GBM Hifk
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FERMER
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FRERE

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

—E— R

1 BABBFSMARICETEARED S &7 RETEE RIEERFOEEREE



57

R 1 I EORRETHEERERMORKARE C5EE, Batt, RERFR

EBIE (%) (;%L) SIERSEHS
— R4
¥ B AH MR BRI B &
1 GBM #4AE 3 B AT AU HESRERIA B %4 36 5.0 1:0.94 52.56+16.96
RIFEEHEF B AEFREREREE % 24 3.4 1:0.92 50.75+20.92
Pauci-immune &3 B 457 MR ERIE B X 283 39.6 1:1.24 61.26%15.75
BAE Y B AEREREEE X 14 2.0 1:1.17 59.86+17.96
DEERREL — R B BRI RERIE B X 9 1.3 1:0.14 63.22£17.02
FRETM % ) REREBERXR
RS MEBAE 0.3 1:0.33 56.78+22.68
PRSI MR BRI B A 1.3 1:1.00 59.00%4.24
IgA BRE 19 2.7 1:0.50 36.53%+18.99
JE IgA B X 2 ¥ ) LIBTEMEREREB X 4 0.6 1:2.00 53.75+16.34
¢ DD —REREREE K I 0.1 1:0.00 57.00
254
Goodpasture SEfREEE I 1.5 1:1.75 49.36%14.36
2HMT)FY P —F R 42 5.9 1:1.85 37.07%+14.20
Wegener PZFFEE 18 2.5 1:0.89 44.06%15.50
TR S RME X 127 17.8 1:1.25 65.57%11.07
¢ DA DOFEFEEME K 3 0.4 1:0.50 62.33+54.92
SRPRMEB X 17 2.4 1:0.60 46.82+20.75
s)Fosa7y o miE 2 0.3 1:1.00 54.50%4.95
1SR ) v F 14 2.0 1:2.50 58.36%+15.56
BEE 2 0.3 1:0.00 62.50+4.95
DD EFMIRE 16 2.2 1:2.75 39.00%24.47
BEREREBIMERREE X 8 Il 1:0.33 42.38%25.16
Bs | 0.1 1:0.00 73.00
CEBIFTX [ 0.1 1:0.00 68.00
¢ DD RRGERR B 13 1.8 1:0.08 54.92+16.6l
HAM 6 0.8 1:2.00 52.50+14.73
Dt 7 1.0 1:2.50 43.29%23.07
TRER 26 3.6 1:1.18 64.50%+18.3]
et 715 100.0 | :l.1l1 57.08%18.13

GBM : glomerular basement membrane

B HARTE B R BRAR B R T 52.6 £ 17.0 3% (S fiE 54
e, HHPH 10~795%), Goodpasture JE{EEE TIX 49.4+144
& (FHRAE 49 1%, #iPH 23~T71 %) TH Y, EEC L > T
g #F#E I S RPGN BERB Y, EEAET 5, 4
MiZedTcizBEE  2HEEZ 1 LI TIREEKXTHD,
pauci-immune B H IR RBRIAE K & MPA & b 5
ZHIZ 11 12~13Th 30, &8s ) T~ =T A%
EBRLEDRDONLI DL DH D,

4 E D RPGN & b ED RPGN O Hig % L7z D235k
29T B, ek TIEPT GBM $Hif4%I RPGN (Goodpasture
TEMRRE 2 & 1) X ILIRIFS £ ¢, BIREREREE O BRI 72 i

NEFEh D, pauci-immune B4 H IR B R BRARE K 12,
WK T & b EFEIRR, &l O R ER MR ERIEE R O
68~82 %% [ 8 T x5 1010,

3. &

b HE O RPGN | TH b % \» pauci-immune B2 F A&
TR R ERIA B 46 ° MPA T, &2 ANCA 3L IE
LI 722 2 EDSH S s E o T %121, ANCA
Fxy / —VEE LTz b EFRERO IR L 5
INEG — > n 6 cytoplasmic ANCA (LU, ¢-ANCA) & peri-
nuclear ANCA (LI, p-ANCA) IZ5ES L%, c-ANCA
DOERPUR 1L proteinase-3 (LR, PR3)TH 2 DizxfL,
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R 2 EETHEBRERFOMRKRRE CEE | FNE DR

wmEE B4 @AY Heilman 5 Keller 59  Andrassy 57 Levy 5® Angangco 5
(BWEE) (1999 ) (1987 %) (1989 %) (1991 &) (1994 F) (1994 F)

T GBM #UfAZ 3 B AT AU MERERIE B % 47(6.5) 13(20.3) 9(19.6) 3(7.9) 7(14.6) 10(12.2)
RIFEEHEF B AEERERREE X 24(3.4)

Pauci-immune & 5 B &2 BUMESRERIA B & 283(39.6)  15(23.4)  28(60.9) 4(8.3) 10(12.2)
DD —RMEF B AT R IERERAEE & 23(3.2)

FBERR A ) —RIMERBRBBE X 35(4.9) 4(6.3) 1(2.2) 2(5.3) 10(12.2)
EHMT)FTII—FR 42(5.9) 3(6.5) 3(7.9) 3(6.3) 2(2.4)
Wegener P ZFIEAE 18(2.5) 6(9.4) 2(4.3) 13(34.2) 11(22.9) 2(2.4)
EMENZRIMER 127(17.8)  10(15.6) 7(18.4) 12(25.0) 25(30.5)
DA DOERFE MM 3(0.4) 13(20.3) 2(4.3) 2(4.2)
LHEMEB L 17(2.4) 2(3.1) 1(2.2) 5(13.2) 4(8.3) 14(17.1)
s)Aon7Y) mE 2(0.3) 1(2.1) 1(1.2)
1SM4RE ) Vv F 14(2.0) 4(4.9)
DL BMERR 18(2.5) 1(1.6) 3(6.3) 1(1.2)
REGME 23(3.2) 5(13.2) 1(2.1) 3(3.7)
A 6(0.8)

t Dt 33(4.6)
21F 715(100.0) 64 18 38 44 72

* Goodpasture SEMREE A &€, GBM : glomerular basement membrane ():%

(A) MPO- ANCAZRZGHEATVE B S AE B

MP+0CS . / MP+0CS
51% OCS+CY 50%

CIRLb ik MP+0CS+CY

(ForhcLn) 12% ERIHAT S N7 R
(n=240)
(B) YIGBMYURE Sod AT B S e
OCS+CY- others
ocs— \ [
5% MP +0CS
47%
MP+0CS +CY
A 32% ) \
PES  )  ERCHT S

(n=44)
2 RERETHBRERBOVEEER S & UUHFAEE
MP : methylprednisolone pulse therapy, OCS : oral corticosteroids, CY : cyclophosphamide

p-ANCA @ F 7 £ i §ii K i3 myeloperoxydase (X T, PR3 MFHERPHEBKORMIC B S 1, ANCA L KL
MPO) T#% bV, PR3-ANCA [ Wegener A [EfE, MPO- T, HFHRER - HIROBRER MR ROR L 2 & 72 L, 1
ANCA 13 MPA % pauci-immune B H R JE R R BRIE BAEMIREZGE L, SREREIEEROBGED & A
BRTCLELIEBME %2319, 2 s ANCABHED BEELTEEZONTNSE,

RPGN T, SEATREGT & 2 OFB I & H MPO



R 3 OAEOREETEERERIFICHITS

SEE

ER FEBIE (%)
RRGRE 96(50.0)
BRI E AR E R 33(17.2)
Mg R4 66(34.4)
AR K 68(35.4)
BRE I RE 23(12.0)
RVE MR 21(10.9)
Fif B H 1 28(14.6)
Fbd He M 12(6.3)
7 BRTHM 4(2.1)
9 - MHEOHRE 19(9.9)
2MUIEE 2(1.0)
HMEE Hm 16(8.3)
Zigs T~ e 13(6.8)
Dt 33(17.2)
B 192(27.7**)

*EEIIEHEEICL B,
(O )ARBRRETEBRERBOENCS
T BRRTIESNEIE

4. B &

RERBOWBE S E LT, BIBFRERVE SV EE LR
FEAHISE, P/, PUsEEZEC X 2 LRI R0
KEie s, FEFNCIE UM ER L2 EoThbi s Z Lod
bHr, @212, bPEOFEBEEZERBIRICB T 2
MPO-ANCA I RPGN, #7 GBM #i{£% RPGN D&% /5
Hroterrr—rEc LV Boh iR iTbh:
BE ST, SRR O 2 R,

5. F &

RPGN Z, 32.6 %D EEREFICEIRICE D HERFET
W Z T, S S ITHERRETH & & 26.9 %D B3 »3{E {4
Tk B, FEREA & LT3 50.0 %0 BFEDBGHEIC & 5
bOT, MERGHE % & LG HHEIC X 25812 59.4 %12 b
DIED, D&, fifi, WHkaROEHHEC L 2F0TH
WD ENRFES N EY(R3). RPGN OFFHELFI O 15H#E
Bl & DAEMFHEZRLIZOMBE I Th %, FHEFIE
D%\ » MPO-ANCA #I RPGN 13185 BHAT: 6 4 H AR
742 %, 1ELEFERT00%BEHD CFHERRBTHoTz, %
7o, BF¥HERLIEOBEAITH 5, MPO-ANCA HI
RPGN D& F# I3 EHFAMER 6 » ABEEHFEE69.9%TH
B0Ixt L, ¥ GBM HifkA RPGN OB £FELIZ 6 4 H
BET259% LMD TRETH > 72,
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10
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0 6 12 18 24
TBBEHHE ()
FGBMIATIRPGN

MPO-ANCAZIRPGN

— - — PR3- ANCAZIRPGN

W ANCARAHRIRPGN
—KHERPGN (FFERPGN % Bk < )
e+ e URPERPGN (REERPGN % BR <)

3 RUEREITHEBEREREICHITHEMTR

GBM : glomerular basement membrane, MPO : myeloperoxidase,
PR 3 : proteinase 3, ANCA : antineutrophil cytoplasmic antibody,
RPGN : rapidly progressive glomerulonephritis

X

Hr

T T T T T
0 6 12 18 24

AEm BRI (H)

HGBMILATIRPGN
MPO-ANCAZ%IRPGN

PR3- ANCA#IRPGN

T ANCARGPEAIRPGN
—KYERPGN (FERPGNZ B <)
TORMERPGN (ERERPGN %R <)

4 BEETEBRERFICEITZBEGFTR

GBM : glomerular basement membrane, MPO : myeloperoxidase,
PR 3 : proteinase 3, ANCA : antineutrophil cytoplasmic antibody,
RPGN : rapidly progressive glomerulonephritis

II.

©

Wi

1. BE%E
RPGN O F#WED 12 D121, BREREREDORE R
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R 4 EETHEBRERFFHRR OO DBMMHEE

1) RAREE (F& L TIRPEAR, HIER)
2) MESLF7FZUHNEREM@ESL Y b EF(EISR)
3) CRP S{EXFRILIRE (R 10 2RB)

LR N)~3)52RHBHE, [RPRGNDEEW]E LT, &
HIYRIR~DZBEEHD B,

==L, BREEBEEEESERATRELHERTIE, BRE
DEMEHIE W & AHERT B,

nE, BEREENERH, BHEBRICHE) BBRLBHEE
EEANSFEHLNBBEICIE, I~2BRAMARICILESLT7F
ZUEEBRT S,

R 5 RETHEREREETESHTES
%) T2

iE

1) #oBEA LN BORBTRERICETLIETT 3,
(REDEER, BEDIES, CtOMDBEREET—5 51
RT3, )

2) mMAR(% < (FEEMEBEMNMIR, FHICHBMMEK), EA
R, FRIVERFAE, FERIMAER EDOBRUERFARERD S,

3) BEDEEREY &AL WIHE X RITEERRIREE TRETR
AELNLWESEERERSCBRBEI REE, CTA
Sk, Bova X, BEENES, KEEESR, KB
ARG EDF v oIic4l), EHBRE2LDENEED
T, BEMICHETT 5,

xR 6 MFFHV—H—IC& 2 FETHBRERBENDRR

RERDHE EBIE (%) MiE¥H~—Hh—
MPO-ANCA 2 2R EIT I B A RE(ZRE 345(48.3) MPO-ANCA
1 GBM AR SoREITHER KAEIREE 45(6.3) 1 GBM #ik
2HMT)FY =T 42(5.9) 1 DNA ¥i4E
ANCA B&'M pauci-immune B S0RETEBRIEIREE  33(4.6) L
PR 3-ANCA & 2 REITIE B RIEERE 24(3.4) PR 3-ANCA
RFEEGHE 2R ETHET KR 24(3.4) REEER

FEBMI)FY P —FTREKL,

iz RPGN ZE¢v, B4R E SO HIEZI B & NG
DSAJRE 72 B BB IC R 0 IS T 5 Z E B E
HTht, 20, BEEAETHERE CBET 2 HEM
%% RPGN 3Rl Tld, BEBEZH L L2 w R T
[RPGN FHASE R D 7-  OZiest | (R 4) B LU, BEE
HFE B 1 O RPGN HEEZWTESH | (R 5) 2/E L
720

[RPGN R HiFH 0 7- » O 2 Wi$gst | TiE, MR, EH
PR, FIRER7Z & OB KRR R 25380, FRCE 2 V7
F = EEFMFROIEFEE X D b &HE (— BRI
L 2M¥E 7 v F =Y OIEF#EIZBEE 1.2mg/dl LIF, %«
M 1.0 mg/d/ DUF, Jaffé i B 1.3 me/dl IR, ziE
L1mg/dl LATFTH %) T, »OWEBNED L5 A /& (0 iF
CRP & i 72 v LR IEITHE) 2 58 2 854, [RPGN D%
W]E LT, BRBEMEREBEICHN T2 280 T
Wb, BRI L BN EREREN 2T ETE R
WEEIE, BT 2 EMRNIE 2 v = U E R
ML, 2L TH EROD B & 12 FRRC B BHMER
HEFITHEN T RETH B, 51T, T FHD RPGN %
FHT 2121, BRENEERGBETCh-TH, iiash
#dpo 1o B RMEMRIREE 2780, S 2 ICBGYE & 138

MPO : myeloperoxidase, GBM : glomerular
basement membrane, PR 3 : proteinase 3

DRIEFTREE S SE, D5 VIEIRIEFERVEETH- T
HISMERIREE R 12 & 2 BRI TN, BRREE bR
RS D ICHGEPEEOEIM A HEk Y, HR
iz X b RPGN 2%5Eb 1L 2 iERFNC D W TiE, I
BORBEMEREENOBN 2T ORNETH %,

& 512, [RPGN HEEZMTES 12 £ U RPGN OEEZ
Wiz17>5, RPBGNDEEICH H 2 k51, BRMUERFTR
LA, WEDRE Z O X 2T — 8 OREZRIC X
D, BHECBHEEDENMEZ XL E2HERT LI EN
BETH D, £z, MR EDOZZENZ L, WBEOBHK
BET — 8 BEEL R WSS ICIE, BOBEEHRES CT K
HICEIVBEOV A X, KR, BEREOES, Zoftinr
5, BEMNIEEERE L OERE1T5 25, "JREZIRD &
EMERITL, WEZK B X REZK 2175, RPGN
DEBERB OB IIIMEF N~ —» — bIEE e LTHY
S5hb, I, ANCA 4 GBM Hifk 3 (REE#EIG &2 D,
X 51211 DNA Hifk, fEE L Lot s L B4R
FrRZMEKEL T, R6D XS IZHET 2 ENAEETDH
%o, 326 D5 HH Tk MPO-ANCA 5 % @ pauci-immune
AU HARTE B R B AR B & & MPA % 8 U T MPO-
ANCA ZI RPGN, PR3-ANCA [5 % ¢ pauci-immune %I



(A) HEMBTRA2T

BRI 1 et

W
0 L
1 <30 % AR R
2 30-50 % THEAD H 14 HAFEE
3 50-80 % HUHE HEE
4 >80%
RIS - 74 7Y ) 4 VIR S
(B) R BEALR S M
RREBIH 207 o AR (%)
14¢ 24 34
Stage I 2-6 207 835 81.7 778
Stage I 7-8 214 67.0 63.3 58.0
Stagelll 9-10 73 54.3 54.3 50.7
(C) RBLALRR S IR B 31 o0 B A 47 it
1.0 +
% 0.8 1
e 06
44
¥r 04
e Stage T
ozy T Stago
0- —— Stagell

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

5 BRIEEBFTROR 71t & mHIDE
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e FARTE B M SR BRIA B 4 & Wegener A ERE 2 #8 U T
PR3-ANCA %I RPGN, #i GBM #if&RI: H A2 R 1 % Bk
& B 2¢ & Goodpasture i & £ % #8 U T L GBM Hi /& Bl
RPGN & L€, WHSEB LI UHEER2RL CHL, 20D
77T H MPO-ANCA % RPGN (3 RPGN D JFEHE & L
Tk LZWRETH Y, BWMFEELZL L, HEE, Tk
DETHbMEE % 5,

2., EEEREE

BREREICB 9 2 EAEE OHE I T B AT RS ERTH
%, EEBMTHBEE CR T 2 FHEW O RPGN 53£
SEO7 V7 — NREC X 52 bPED RPGN OB A AT R
b ez, FAREEE(BERICEDES iRk
DFAEREERT 2 RBRIEDOE G, 72720, (REFEEZE -
747 /A NSRS 2Rk S [ AR E
TR LT %), FHEES, BERERLZORERZ
hzhZAa7zl, KIAERENOBITE LR L7z (X
5), BIERIE bEER RIGIEN R SN TV D08, RERBHMART
WATb I BAERFTRIC L D EREREDO FREHET
ZENTE D, &0 IFHMAE A MAT R OFE I X BRE
TR0 grading & staging 4348 % Vv % (R 7) 9,

Fle, EMTRICKESFELEZ 2]TFELTE, A
PEBALARE D B BERE, i, FIRZOEMR, RIEARORE

R 7T 2RETUHBRIERBEICE T2 REKME - BEREDBBFHIREE
Variable Index for grade (G) Index for stage(S)
BERRE ENIEGE Matrical increase shown in :
A F Y LGFHE FERIE) XY Fy LAEERE
A F Ty LR X FT LBA
717 ER S EIEREML
REFIZIE 2 EEEL
IERR D RE R
BT Gen(0-3) Sen (0-3)
- < EHNIRE R—v EEADZH Matrical increase shown in :
RERGERRD BEEER—V B DREE
KAEFRID IRAERR M B R
R—v o E R RiaEE IRAEMES B 1R
fRA M B AR 1B IRIAEBE T

R—v o RERBEOWR - BIR

Gex(0-3)

REEA~ OB ERIBOETE - RA

Glomerular grade and stage Gg(0-6) Sg(0-6)
RIAERERE FhE FRHBE DEAE
HAAREE B DfFiE L
RwEx o B
Interstitial grade and stage Gint(0-3) Sint(0-3)
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

(STHA 18 & W HZEBIA)
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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

2L = (0,
Eﬁzﬁﬁ;ﬂé%ﬁg@ r’ﬁ'ﬁ‘.}( a7 Jﬁﬁﬂﬁ( l‘tﬁ$ (K))
S 6% H 1244 24 A
Grade 1 0~2 175 85.7 85.0 85.0
Grade I 3~5 205 772 743 725
Gradelll 6~7 101 59.2 50.0 46.4
GradelV 8~9 30 53.8 43.0 369
(O RN EREE R O A&
10 q =,
0.8
%
I 06
041 Grade 1
024 e Grade II
....... Grade HI
0- — GradelV
T T T T T
0 6 12 18 24
REMEEI ()

6 BEFRATRNR 271t & EEEHH

WEETHZ ZEPHHL, ZhoDERFTREZR a7
{EL7-EBEE S EZR 6 1277, RPGN BFE DI TR
DI 50 B[R 2l & U EYYESETH 5, RPGN D
PRICBW T RRRIC L ) BHEERESVSBED S b1
BEEBAL, BIBEERT 04 NIEL & OREHIHIEE %
BT 270, FCREGHEICNS 2, HiREZE0
7o @B IRREOEE 2 RABIE L HHENRS KD 5 2,

3. & K

RPGN O#IFER & L Cid, R, FE, RENE,
FRGERIER, BIEE e & OIERIEN 2 ARERD EET
HY, BEHED 231 %IRL R ETHERRCFER S NIIME -
EHRBITH- 7z, RPGN ICHREP ZGERIZ %L, HE
FEIRD 5> 5 RPGN OZMWi 2175 D13k THREETH %,
F 7z, BAMER & U TIEMER X SRS H g, RE
MR 7% & DIRZE OGNV, FfER 2R 810 E
LDz,

4. REMR

AR EREREOMTOEEL LT, MGV 7F=

R 8 SEETHBREREICE T HMREIR

BUBFAEIR SMBE RERERE 5.6%
EHBERE 44.0% FREFE 3.5
FE 42.6
BRENER 32.1 BOMER
ESRUERER 26.2 BER X fREHE 23.1%
EAETE - BHPYTE 16.7 FA&ETE - BAEI X 16.9
C Y PR A 15.4 RS M Bt ¢ 14.6
HE R 1.8 FifrBe H 1. 1.2

KRBT 9.1

B - FRFTE Tam - {E#Em 8.1
i2RE 35.6% RAHHIFIESE 6.9
FEMRMEEAR 23.1 iR RES 5.5

- MmAR IR 5.3
PY AR Ay 5R 12.2 HIBE 5.2
ZIR - R 8.5

> 7 0—EMREE 8.0

R 9 [UEETHEBREREICES T 2VIBRNES L7 FZ
mEs

BeEs L7F = LREE
MgkmE MmEILT7F
JLTFZE ZVEREE
(mg/dl) (mg/dl/week)
_;h:]‘é
1 GBM JL A B 2R E 4T 7.07%£4.21  1.106=%1.394
B RAE(REE
REESHEE B AR 4.04+2.82 0.478%1.30
MERERIEB K
Pauci-immune % 3= B 4k 4.63%3.22 0.524+0.855
TR MR BRAR R ¢
25
2EMEET)FYF—F R 2.72+1.89  0.586%0.80
Wegener B EAE 3.84+3.24  0.466%1.258
AR Z RMERX 4.54+3.13 0.763%1.336
21F 4.45+3.29  0.535%1.005

GBM : glomerular basement membrane

VIBEOZELEELT ) O LAHEETRLIEbDONBRI T
bHb, BIRBEMEEMEZRANDOFNEE, T CRIME7 vy
F=UfEIZ 445 mg/d]l £ THITLTHED, HYED 05
mg/dl DEIGT LA D 2, L L, FERHOMEHNIZ
CliE 2 v 7 F = AEDE L R ETIR X D BiRs ER
BRI ENBZWD, EH LD LEET, BRI L
TH LADPED o NMNWEREB RO 5052l E 72
%o W XD EREBEICEND S 2 LI HERENBLET
b3, OMOREFR T, SEOLERRE L TRk
DOJFtHEB L LT CRP DS ER %  DIEFITRD 5 b
(R10), BEWHEHRETIZSTI%DBE TEY A R IFIEH
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xR 10 SEETHBERERREICH T 2 UBRERRERR

&

ST F = REAE K MBECRPE MERE
o (g/B)  (mm/hr) (mg/dl) (g/dl)
(mg/dl)
— R4
L GBM AR SoRE T B K AEREE 7.1%+4.2 2.1+£3.0 105+44 8.5+7.2 8.8%1.7
BIEE NI F B AT RIREE & 4.0+2.8 I.7%1.1  93%37 2.8%+3.8 3+1.9
Pauci-immune B3 B (57 MR ERE B & 4.6+3.2 1.9+1.9  94+43 5.2%5.6 8.6+2.7
EDMD—RMEH B BB MEREREE X 4.0+3.5 3.5+2.6 53%+34 l.2+2.0 11.0+2.3
25
Goodpasture fE{REEE 8.0+4.3 3.7%3.2 8245 8.2%8. 1 7.5%1.1
2EMIT)FT P—FT2R 2.7%1.9 5.6%4.1  79%49 .3+3.0 8.6%2. 1
Wegener PI3FIESE 3.8+3.2 0.8+0.5 92+28  9.6=%11.1 9.2%1.9
IR Z RIME X 4.5%3.1 1.9%+3.1  95+40 8.8+7.9 8.3+1.7
21F 4.5+3.3 2.4%+2.9 89+44 5.6%+6.7 8.8+2.0
GBM : glomerular basement membrane
R 11 SRETUHBREBRRICHS ) 2 BBEMRENR Bl ANCA BB AR D 30 %~62 %% (5 8 5120, K¢ iZ
£ BA IE 8BEH b D E D MPA TliZ MPO-ANCA GBI #3955 % T b 2
— R DXt L, A E T I1E MPA @ 28~50 %% PR3-ANCA
L GBM A B S RETIEE 3 Il 17 3] BPETH B £ bl T 3151972 3 E S 4 PR3-
RIE(ERE -
ANCA B MPO-ANCA BRPEE & Fris: B
REESHREE A R RS 6 16 23 ) PrteEp] - \ ﬁﬁmﬁ ttﬁbﬁ% %ﬁa
IR & FEN% L, BERFIRTHEHMEOE D O, WEFEERK
Pauci-immune BV B &4 39 37 182 258 PEBOEIRE ZFFOEFIN L L E bl TWwb2,
| Af*fgf . FFIZ OV TIE PRI-ANCA TR & 3 2 852 ¢ [{&% T
gA BIE . .

P El; BB LT BHEOND D, T OB ONE IR 7
Goodpasture fE{ZEE > 0 g 10 HRMEICB T 2 FTROEVICORMEIN TR D LH
2BMETYFTF—FTR 0 9 30 39 Z o, FHINEORE S, BEKEE RIS % 5 2 TiF
Wegener BIZFERE 3 3 12 18 ENDETH S,

MR S RME K 0 23 85 I8 ~ P —
‘ﬁ(ﬁ'ﬁffﬁ"lﬂi%ﬁ 3 | |2 |6 5 . n{#ﬁ, ﬁlb\/ﬁi}] I‘EO)D:FM )

P 64 91 372 530 B O ERNIEIEIEETH 2 78, FFICIEGYE DO Hf
(%) 2.1 17.7 70.2 100.0 FWEBPLETH 5, BEICES BIER, &HEZR

— Blog iz, £z, XELBORBBZREOEEEDTE
EBXEIBESE 87.90 %

GBM : glomerular basement membrane

BHDVIFERL Tz (FID,

7z, ANCA O#IE X RPGN Z5E - 72412 13 AHED
WA L 7%, R 1212 RPGN 2B 5 ANCA D= %
RT, ANCAH 727 Z 212 L TiE, MPO-ANCA &
PR3-ANCA DRGSR »S3E/E & b SETIEHE S g i
%0, b E T i PR3-ANCA [ 4 RPGN ff 13 MPO-
ANCA 5% RPGN BEH D 10 %Ki %2 H o 2 12l 7%
W DI EERY, BRK DB ES T3 PR3-ANCA [5 4 RPGN

B LT, FRERFFERROER O I, B IMER (R i
%), g7 v7 =M, i CRPESLRE, KATHE,
H O & (ANCA, 5 GBM Hifk) O fif i, & i 2 H %
FrRZEOFZREANEETH S (R14), BHEEDO TR
S R LB TR Z, g2 v 7 9= 06
BOMBLERTH 5,

M. JafEESt

1. —RESFEREICHT 2 AEE:
RPGN O FHUE IC 13 BHEEEE/L 2N o B2 s



PRI T B RAERE (< 5T 2 HUF Pk B G tE

o e (PE)/HEE
P+C+ P+C— P—-C+ P-C— #A% (%)

— R

3 B AR BRI B &

1 GBM AR 3 B AT AU MR BRI B % 0 3 0 26 29 10.3

RIFEEEHE S B BT RMERIREE X 0 8 [ 8 17 47.

Pauci-immune &3 B 4T IR ERIA B & 22 204 5 28 259 87.3

IREE Y B AR REREE X 0 Il 0 I 100.0

SRR — RS A B R MERERE B X [ 2 [ 2 6 50.0

et 23 228 7 64 322 78.0
F B A ) REREB X

PEMEIBTE MR BRI B A 0 0 0 6 0.0

B BE 0 [ 0 | 2 50.0

lgA BXE 0 [ 0 13 14 7.1

JE IgA B X 4 > F ) LBIEMRERIFAE X 0 I 0 3 33.3

€ DD —RMERERAEE K 0 0 0 0 0

IINET 0 3 0 22 25 12.0
IINET 23 231 7 86 347 73.2
25

Goodpasture SE{&EE | I 0 8 10 20.0
BEMIT)FY =T 0 7 I 21 29 24.1
Wegener B3 IEE 0 3 Il 2 16 18.8
PEMEBR S RME R 3 102 I 4 110 95.5
¢ DA DERFEMEM E 5 0 [ 0 0 | 100.0
RPRMEB K 0 0 0 14 14 0.0
s)Fosa7Yy o miE 0 0 0 | [ 0.0
1SR Y F | 4 2 4 I 45.5
EtiEE 0 I 0 [ 2 50.0
DD EBERR 0 3 I 5 9 33.3
/INET 5 122 16 60 203 62.6
IR

BERBEZ IR BE X 0 0 0 | | 0.0
B AR K 0 0 0 0 0

BIfE, RE 0 0 0 [ [ 0.0
B BURF A 0 0 0 0 0

C BT 0 0 0 0 0

t DD BRIAE 0 0 0 13 13 0.0
/INEt 0 0 0 15 15 0.0
Bl [ 4 0 [ 6 83.3
D1l 0 [ 0 2 3 33.3
RER 0 12 0 7 19 63.2
IINET 0 13 0 9 22 59. |
2% 29 370 23 171 593 67.3

P : perinuclear, C : cytoplasmic, GBM : glomerular basement membrane

ISFHRL, HOUPIHRERRIGT 2 2 ENHETDH 5,

2. BREEMIERBEICHY 2ia%ES

BEEBRIAIC 3R A2 T L EREE OHE DTz O I B AR £
DA HIRE LA TH D, REEDBEFDNIZEEIR

FRICEREEMEEEBICHEN T 5,

1) BRHEEORE

RPGN T, FREFHICHEmA 2R %2

s = >

T5C

ENHE

BEThb, L, RPGN 2FiET 2 B I EmE N
% <, g7 Y2 & 2 BRI T O b 4



R 13 SEETHEBEREREICE T SEF

Aoz
B FRAEIR BREMER
IREZC /N A M Bk
N %, R B YA b AAOTAILREE
FifrBe H M. 9 Eiiknd
EILEHm EEm
FFiE=E

THYEREEE - ¥EFRTA
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R 14 URETHBTRERBICE T 2ERBEHEDIEEZE
BRFRAEIR WREMR

WE2H & B DERRIEIR ERRIEERTR
BINRE, HICHHRZE (I8 mEIL7F 1A
B X AR, BWEBCT ATR) ANCA 34

1 GBM 44

;% CRP &

IR fE

RETR

BRI R

ANCA : antineutrophil cytoplasmic antibody, GBM :
glomerular basement membrane

£ 15 MPO-ANCA BIR2oRETHE RIEREICH (T 2 EEEERNTE

= b B 7T
S ”jjfi ﬁ‘; 7% CRP f& %ﬁ“” P OCSI5E BnE AhE
(=) (B:%x) (mg/dl) FRE237  (mg/kg) (%) (%)

(mg/dl) (%)
MP+ 0OCS 120 64.3*x11.7 50:68 5.5+£2.9 6.6+6.3 55.8 7.1£1.4 0.83*0.26 67.8 75.0
0CS 51 65.2+x14.4 18 :27 4.1+2.7 4.8+5.| 45. | 7.1x1.5 0.70%x0.24 86.2 86.2
MP+0OCS+CY 28 65.3+x7.3 12214 6.7+3.3 10.2+9.7 75.0 6.9+1.2 .01 £0.31 56.7 66.7
OCS+CY 22 56.5%x20.7 9: 1] 4.3+2.5 2.6x£3.8 40.9 7.01.7 0.76x0.30 85.0 75.6
Others 19 70.1%x8.6 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

BBV DT, WHIZEMRTEEBRRETEREMEL &
SREFS ST PDEETH D, Fio, AEBIFIK
D2 WEREBETL 2 b 2Bk 72 & 2 EFINZ Wiz
, N E TIARBIEZHTM & B R IE & A £
ENTWRWD, Leh>T, UTOEMEIG#EREHEH
 ETHFAMREFERETHY, EROBEIZHIz>T
EE 2 OIEFI OEFRFER, FREREFR T RETDH 5,
51T, PIFRLUIBEIESHC D - & o7z, il & Mg
STHREABRIC L 2 MEED LT H %,

%7z, RPGN CTlZ2H 0 ME XK %2, LIELIEHE
MR O Rl E &0 25600, BRI TK
$, EHHEEMBEOEH, IENPLETHL, TDH, &
SR 2 FE L5 RPGN 2B WTIE, BEAEIHEEER
RO SRITFE RS HRG MR INE R B3 2 @ATSE (Bl £ 9
PERL S 7z ANCA BN K DR RIES |2 2% £ 3 5
ZENEE L,

2) BERHRENHE

@ B4 a7 EE B 2 FESE RPGN 4
BEQ7 v — v HFE» S

HH3ED RPGN OfEHl & LT, MPO-ANCA % RPGN

WEEORIEE R DT W3, MPA %k < X% RPGN
7 6 N — R MR ERAR B R 1K 56 L 72 RPGN DG I
DWTRZNTNDFIREBOEFRIEICHET 2, Lo
T, RIBEIRSHE, pauci-immune B2 F AT B 4 Bk 4
H XS TICMPADKF % 5 ® 5 MPO-ANCA 7Y
RPGN % HUMTIEHR T8 2 1ET L 7z,

% 1512 MPO-ANCA %I RPGN O] #1555 0 F % %
R, BHEETRIZA T 04 REDZ LSO Gk
ZHERALZWEE(LLT, Others#) Tl AR T, A F v
TR =VaroOvA (BUF, MP)ERE L BORIE KBS
WEVEDIT, OCS)icyzu7xA 773 FULT,
CY) ZfHEM L 728 (MP+OCS+CY ) B Z IR W TF
BARRTH S, BERETIZ Others BEIZMEL I b ~F
FEWT0.1L86FK E EREICERK CTH 5, —H, MP+
OCSHCY I BHERBI DI 2 v 7 F = >~ fE, I
CRPEE 3 HFEIWCHMET, Lid DA BHREZHE L T
BY, MVEEEOFHWEEWZ S, SEO7 7 —
FITREBEFOEREZHIE LTEB Y, BREIISHRH
HORERL, MiskZ & ICBEOER, GIHEOEELED
TREFICE VBRI TVS, LEEST, 20ES7%
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BN TR B OES 2 W 5 Z L IZREEEF 2 5
niz,

UE»5, bHBEO RPGN OHERE T — ¥ O BE & fET
POERBICTRICHERE 2 5 2 EPHHL:, BEOE
fim, PR, BEOHEOEEE, BRI B ERE L L O T
BEBT 5 L1, HET 2RFEZ LT —F =AW
BT 2 ER UGS (LU, 7 ) > 7 Hig) Lz,
Thbb, *7 )y 7HBICBWTE, HKT 2 HENE
BT 2HOBERE T = N=—An oL, BEDOTF
B®EASF D, i (60 AR, 60~69 7%, T0mEAE), M
(B20), MEHHE B, HREMEEEE (S 2 v 7
F = 6mg/dl R & 6mg/dl L E)DOKRF % HWwT,
T = RX—AWTHEE 2 21T\, G DD 72 EEOD 1
Bl U FEHE OB 25 = b 5 —75 ORE» SHliH
THI LD, T EERL I,

@ SCHRBER »» © DOIRES

Medline 5 & UNEZEHRAHERE D 5[ RPGN or vasculitis or
crescentic glomerulonephritis | %23 FEE & L T Xk E
L, & 5z[therapy or prognosis | T Y iAA, fOFEFEME
RPGN ZfRua7z 363 k2l L, £ 296 1 s
Y OREGIRE ZBREMET LTz, 2Dk T, ANCA fift
D &5 1990 FARLARED RPGN 1253 2 i 13
BRRICB W TEBO TR TE D, SHOBKEN T
ANCA BEDHIICE M TR E L7z, Lizaio
T, pauci-immune F 5 2 W iF M A ER B R ER K
B X% o N MPA OIREBEOIE 2 i, bAET
X LY A 7% vy pauci-immune £ RPGN % 7x 3 Wegener
WEESE & % 13 PR3I-ANCA BHBIIC & 2 h Rk %
ATREZ R D BRAF LIRES L 72,

® Evidence level & Grading level

KLpgEtastix, H»3EO RPGN OB#E T —5, TR
W, o VKB REOBERZ2ELEER LD TDH
%o HIARD Z &<, AREEBIIHBAD 2 WEBETHY, L
My ERLREE LD, LIEUIEBGEN R &0HE, A5
EEMED 2o, IR E CICABIE AR & o iER
BliZ e A3 Twin, Lzd> T, HEHECHE
9 % evidence level DEW X ¥ 7 V) ¥ X LR\ & Fhigst
WREAB e EOHE 7% <, & IEBIERIC L 2R
DIEV L EINT VLR IEE RV, LHrL%AAS, RPGN
DIFBRIFA—HETH> T BEI L ICREY, —HDIE
WET DB hNETH 5, FEHOEKICKGS %
w20 L5 »0Hio—BI L 327012, BEOHRES
LU, SHEOREITNE % I evidence level*” (K 16)

K 16 BE-FHICEET AR ICE T S Evidence level
T
Evidence level
I P es | DNEERNER(EHFERLE)IC
B L THEET B R Z 52 RO - BIEAILLLE
ERARERER, F/-ld, METFHBEENRD S
N> bS5 HhDiERISHIZL KT
YA o INF KEREESIL L EERAR KR
Il Evidence level | MDAz I WEES
1b L8R PR AR BR
Il ST A SN IEBMIELILLEBRERERK
B&, F1-ld, EMEALLEBERRKEBENOY TS
— TR
1% BERGIRST £ 1215, LEEIER A BT D AEFIRF
2 (10 FEBILLE)
v HE R A B & 2 WEBIRFZE (10 FEBILA L)
Vi JEBIRFZE (10 SEBIRH)

xR 17 HRINZEE - FHHEICEET S Grading level

DER
Grading level

A evidence level | (ZHEET 2 | 24 WL LEHR
DREBIERICE DU iR

B evidence level Il (ZHHZ T B HEBRERICED
(APt

C evidence level Il IZAEL T 5 HAEBRMERICED
NS

D evidence level VLA EIZHEHE T B iKERiE R (C

HEOWHERLOVOLIIER

BRRT 5 EFEIRRIC, WBETTEOEE OS2 (grading
level) (R 17) D3 E 1T Tzo KEDBFEICH T T,
flil %z DREGID BEE = 2BR L, ApFREsHOEEEE %
Mz 2XETH D,
3) MPO-ANCA & RPGN DA%

2 I EEFEERBBERZRICT L UTo 7 v 7 —
b FAEAE R 2 & RPGN O EZRANC T 3 % WIHNGHE 6,
B & O RPGN Bt LITHh L7z SuEimslgk 2w Lz,
AT S NI BBEEIIAF VTV R =V 0 v 8L R EE
(MP #235) (BEEF@EIGIMER - A F VTV R =Y e
500~1,000 mg/H, 3 HFRERE, smiEE) & &0 RN Z
B ARV E »HER L (0CS) 248 TfT5 MP+OCS, & 512
Yrua 7 A7 7 3 PICE B REIEIREDE (CY) 2Nz 7z
MP+OCS+CY, OCS B, 7 & Mz OCS1z CY % i
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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
01 0
0 6 12 18 24 0 6 12 e
RemE g mE () FRmBLELHAN (A)
B AR B AR

p=00647 - Group 2

0 6 12 18 24
FEARBZIE (D)
7 MPO-ANCA BISSHETHE

1.0 -
- 084
<= 0.6 1
4
BT 044
02 — Group 1
p=0.8559 e Group 2
0 -
0 6 2 18 2
FEEBENm D

REBBOVEEEICB T2 AFILTL R/ 0/ REE - OCS only vs. MP+0OCS

OCS : oral corticosteroids, MP : methylprednisolone pulse therapy

272 OCS+CY WS FET 2 2 N TE S, bPEO
FEB R ERERIC B T 5 RPGN EF D WA 5 &
LLTIE, EEDOHFE SN 0% EOREZICB W T,
MPEExHEARE L, ZOHOCS 2HEL, 512 CY
ERETLIENPBRELEEZONTVE, LrLENS,
EROBSFHEGOBEIC B W TIE, BEYER, AHERE
BEIZ L, MP#EZEZ{Tb31C OCS BT I N 585
BRGEHE LT 2 5 EOBRIRB RSN TED,
FHERI D 7 2T iMP%&#%ﬁéhTmé@m&A
HBEICLEET > Tz,

Z 2 CHRIGIRIC X B IR HREE & P g ET L 7z,
@ MP #EE D EE (OCS Hijli e MP+OCS & 0 k)
X712 OCS Btk & O MP k2 fFH L 7 B 0 B
BE, &6 I T71EH#Z O BEE, Kaplan-Meier 32
& B ETHRGERENAOBAT) 8 L 0 EdmTike, Hil

g, R7VERRB O IR TR, Bl iz MP T
BIEBHIARIE 7 v 7 F = o Y EBE RSB TH Y, KEY
720D OCSE 5D MPHTHERICHME Ch -T2, Hiff
W ORRTIE MP B CTEREE TR, EaTie bEL
Ermr R eniz, —F, BEETRLL N ICOCSEEREY
bo¥lR7 ) 7 TOHEKTIE, BTk, EaTFied
MFICE IR L, 2O 51 MPEERFHIC X 2%
HE#ED 5 0% holz, MPIE % 13 MPO-ANCA #I
RPGN OHFHREEIC B W T 60 %L O BF TS, |
HORERIZ A F L 7L R=Y 1> 500~1,000 mg/HD 3
Hiifiz 1 7—ne L, 2 7 —iifTahTniz, %
7e MP R 2 T L 2 BB DIE D) 8L D & OBk L
LTDOCS 2HE SN T Wi, RFEFEOFHFEH T & 0

BHREE TR, BIUEEE Z & OEREFERIC D EEEN
winolz,
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xR 18 2FETHE

REBRBICBITAAFILTL FZ/ OV REE

JEd e

Evidence

WMEE  HEE  EAHK — — fER £
BERE EGIE levels
1982 Couser & 38 MP +0CS 28/38 8 (74 %) TE v
1989 Bolton % 29 MP +0CS 35 MP+0CS T 20/25 il » ok %, % BB ATRE L 70 5 BED
ocs 5 0CS T 2/5 fflehE MP+0CS T 14/19 =%t L,
0CS Tl 0/3 5
1998 Takeda & 46 MP+0CS 27 'liiﬁ'l'c [SHEBETEREENLR Y
W, BITEITE MP BETHEIC
=X m =
2001 BAEZ@E 171 MP +0CS 120 67 BEHBFEIEMP+0CS T v B4 HEE T3 MP EESEFA (2

75.0%, OCS T86.2%

L NEGFE, BFREHR
BREEHNSRLNT,

2001 EEFEE 86 MP+0CS 43

6 BEBFEER
87.7%, 0OCS T88.7%

RPN 2 TR TIEMAEE
ICEFBRDLD T,

(& MP+0CS T 1l

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

T DI B 2 SRR (R 18) 12 L % &, 1970 £
R0 o MPRENSEIT SN S X 51k, TA%DH
FHICEBEERL X M EMTROBEED R S 1 (evidence level
V)2, FRC@EMNT &2 23 2 ERIRRERIR D 60 %L iz A
O %D % mEEREREFDNCS L, MP R % i
T2k I5%DEETHEREOLE 2D 5
& DB & T e o 7z (evidence level V)20, b A3E 5 & D
Takeda & O ¥4 (evidence level V)20 2 &, MPEZEOD
FERIC LD, BEEEOREPIK oIS 2R LT,
LrLahs, ZhoO#EEAOIHENIE ANCA 2 X %A
SEEATOINT, K3, 4icmLizZ e, BeKIZHS »
2% \» PR3-ANCA B RPGN %% < & A T\ % ATREMEDS
HHETE LW, MPO-ANCA # RPGN [z DWW T iE, OCS
%ﬁbiﬂzﬂ‘ MP %2 17> T & SEI O 2 5 13F ik

S 5 L7 o 7z (evidence level IV), L L, BELW

BEGOEIAT ) Y THBORERD» 5, MP EERIITIC

& D RBGE R FO I & B EGTREMEIEENTH
n (eVldence level IlI), Z N % TOMEEDIBRFEBEDHRE

S T B HREREE OETIIHIRIR 2 "R I 2 GV B S
TwbZE, SSEARBOREEFRT T, TR
T2 I « PLAERE 2 AT 2 2 L 3BIc ko7
WELEFEZoN D, Lo, BHEETO MP #Ek
OFEFUIFIBEDOHIWNIC LV, ElE CREGHHIZ EH
MR DOEREDOE W b DEERE, B—#IROEBEELE
Fzohbd, LrL, RIBEEOERMEICET A & H
BOM R 2 137 <, SBROMEIETL b 5,

@y 7u7xA 773 FEEODELOCS #H L

0CS+CY, MP+0OCS & MP+0CS+CY L)

OCS & OCS+CY Lt Tid, Bttt cHEEIZ OCS
HIRERICERE NS o Tc, L Lan s, K,

7Y Utk e b BT, BRETRE VARERS,
CY BIMORIZOWTRHERTE Lh -7z (X 8),

MP ZEEFE(MP+OCS) & 26 DIFFEICE 51 CY O
Be 5% M2 15 (MP+OCS+CY) O g T, Hfithig
(E9A)r B S e &k 512, BEFGRINE 2 v 7 F =
fH, I3 CRPELEHE, &2 WIEMHEEsFRIc Uik
LIZCY BRREENTEY, SR IOHOBETIEE
HIZOCSOHEREGEVEZ VW LM ER ST, 2D2
FHoHMILE T, HEEMOZ W CY RO S BF
BEIZVWLODFETR TH oM, LLENS,
IBIZRT L H1Z, 7V 7 RITWw, MPEERD % H»
o5 N EAEH (78.3 %D FE I SR Z %2 F L, MG
CRPfEH® W hOE & 1 8 mg/dl L EOFRER) % Hh i
L CLg#at 4 2 £, MP+OCSJE B2 th X MP+
OCS+CY HDIE 5> NELEFRICHFEEZR XV OD, £
FREPABICWBES LI EBHnERST, B1012
X7 VT BROBEREEERN OEGTFHRERT, bAdm
FHEPARRTH B EEENHIVEEC B W T, MP+0OCS+
CY CL 2RI ARICEMTREIEBZEIRL I LD
molz,

RPGN %2 & &7 MPA OB#EOEKR L LT, KKT
X OCS & CY OfffIRENEALFEZ SN TE T, L
L, ZODO% L %57 Fauci 5 DEERNE?®IE, OCSTOD
BEEMCIREIERAZ Sk DRBESEDa Y bo—
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TN =7 Group 1 Group 3 Pii T —7 Group 1 Group 3 Pl
BRI 0Cs 0OCS+CY W B 0Cs 0CS+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 0816 i 7 L7+ = 2 (mg/dl) 40 =28 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
OCSH 58 (mg/kg/H) 0.70 £0.24 076030 0408 OCSH 58 (mg/kg/H) 068 = 0.20 071 =024 0.752
T A R ZEAF R
104 - 104
0.8 084 TRl
I 06 - ﬁ 0.6 1
=+ &
04 ~ 04
0.2 1 _ Group 1 0.2 e 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_' et 08_ L\ e
-
= 06 E; 0.6
* H
¥ 044 ¥r 044
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
REBlEE I (F) FmBlEt g (A)

8 MPO-ANCA B SRETHE RERBEOTRIEEICHE ITE2 707+ X7 7 3 FEE 1 OCS BEJf vs. OCS+CY
OCS : oral corticosteroids, CY : cyclophosphamide

DINEE L B LT, CY HFHIIC LD OCS DFEFE L]
BEL 2D, WWEMEOI Y b — AN TEETEHDTH
D, VIHREEE 2 2PISARETITo 7 b D Tld kv, &R
1912 OCS & OCS+CY % g L 7o £ D 2 9,
1990 FELART OMET T, EAHNIC CY OfFHIC LY, H
FEOBGR, BEETER, EaTROUE, REFRE2E
DIEREEMED I Y b O — iz TORIESER S R
T 5 (evidence level [V~V)28~30  Hif i) & BLigd ot HE SRR
TIECY OFHFHIC LY, AR TFRICEESZVDL DO,
FFER OB 2 38 77 (evidence level 11)3923, CY OFHfFH
R 65 IR L O E R E CRPYEDOEHE S LT <,
WMPBRAR LR ZEFOHEIMOIER D H D (evidence
level 11)%?, e O HEHIHEEIC D W CIFEEIC R S
X3 % 27w, MP+OCS+CY #E X MP+0CS EE o Hig
TIEE20 1R L7-Z LK, MP+OCS #ix CY JBINEE

BN, BT OERESSofE, HEORBREIETHY
(evidence level II)1*%¥, CY DOFER #ZFi§ 2 iGN 4% &
NTwz, Lrl, REEICET 2568 2 W3,

1990 £ Falk & DHEN 2 & D, T XTCHR—TV—T»n
5DHDTHB L, {Hd & b Wegener N ZF [ fE
PR3-ANCA 51 D RPGN % 27~33%& A TH Y [
H %, Wegener AZFHIEDIGHIC BT 2 CY 2 Z 0 11
FEAMFIEE DO BEFFEEIC D W TR RIBRIRERDH Y, 1F
IEHEL S N REE L 85 Tw 5%, CY OBEEICOWL
THY 7 U7 5A 773 RV AREEAVCY : B3
JEAMER 1 CY 0.5~1.0 g/m2/H, 4~8J#%F) »&I1D CY
W, B EORIWER 2B, RESEEZES L, L
b [AEDERIELR B 2 L OGRS N5 (R 213560,
L» L7as s, MPO-ANCA B RPGN 04z CY ¥k
2175 C L OFRAMIESEOME 2 & TR TE T,
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(A) HARIEER (B) }7 Y ¥ IHK

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
eI T I /9] 50 : 68 12:14 073 eI T I /9] 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
W% 2 DB IR A(%) 55.8% 75.0% 0.06 W% 2 DB IR A(%) 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) 0.83+0.26 1.01+031 0.01 OCSH# 58 (mg/kg/ 1) 0.84£0.20 097 £0.27 0.17
T A Aty iips
109~z 104
081 ﬁ_ﬁ____ 081
E_Ji 0.6 i: 06-
bl 0.4 & 0.4
0.2 4 — Group 2 0.2
p=04513 Group 4 p=0.0288 — Group 2
04 o4 Group 4
T T T T T T T
0 6 12 18 24 0 6 12 18 21
Fem g (B) FomEg im0
Rk A A Rk A A
109 g 107
08 1 08
% %
= 06 ﬁ 0.6
H
¥ 04 4 g,i 0.4
0.2 0.2
p=08304 . Group 4 p=0.1154 — Group 2
0 o4 Group 4
0 6 12 18 2 0 6 12 18 24
ReREEIE (A) RamEIgmE ()

9 MPO-ANCA BEZRETHEBRERBEOVIEREEICE T52>707 X7 7 2 FEE : MP+OCS vs. MP+0OCS+CY
OCS : oral corticosteroids, MP : methylprednisolone pulse therapy, CY : cyclophosphamide

(A) BRIRFMEIEY grade Tand I (B) BRRFMEIEE gradellandV

107 T L0 171 p=0.0066
031 |t 081 § 1
06 1 e Et 0.6 -
ke o e
i 04 7 04
09 - — MP+0CS(n=7) 02 4 — MP+0CS(h=11)
. p=09516 - MP+0OCS+CYm=100 | | - 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
FOEEE N (A) MBI (A)
10 MPO-ANCA BISuRETH B REREIC B T 2BEREEERNDED T

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

1012R L7z &k <, AR ©RRE & 5156 L7 7
BR BN 13 P RBEE O TTRE S D 225, S
RURERRE 570 Lo IR, WA S © I A

BB 2 LS FEGNC IZMT 2 RETH S, FIHIGEE TV
%2, CY O 513 MP S OCS 0oy 51 L 0, AT
Oy b — o nE ZIEFBTRET, FiIC
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TR PR ER

Evidence

== A 4
BEF  ARE Sm moE ARESE R =R levels L
1979  Fauci » TEMIER % I7  OCS+CY 17 3BIFETE v
FEIME AR 14 BIEeNE F - 1T ERR
1985  Weiss % BIR/BA M 34 0CS+CY 7 £ 7553 0CS+HCY BEIZH W T, v
SN oo 2 BEICHEE L TERICREF
ocs 20
i 7
1986  Rubinger % 3 0CS+cCY 3 2B TEBBENERLHKED Y v
1991  Guillevin 46  0OCS+PE 23 mMEBICHEREERL I
CY BrRB THREAIN DU,
OCS+PE 23
+ CY
2001  Gayraud %  Churg-Stra- 64 0OCS s EFRICEEENL Il MPADEHGE IZH
uss fEfREE 0CS+CY FEE T(E OCS+CY B THETF L T,0CS+CY 2
EWE TEMERIEENZ L,
BREEIZHFEERL VLA, 0OCS
HMTIIEERBRAINFTRE
TEMIEN S 58
FIME R
HEMWEE 156
Ul
2001 E&£EE MPO-ANCA 73 0CS 51 B4EHE, EHERERCDS v BB ok 3
# RPGN BEELGL
0CS+CY 22
2001 B4 %@EE  MPO-ANCA 40  0CS 20 BEHRE, EREGFERED Il RPN THeE
# RPGN BEELL
0CS+CY 20

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

antibody, RPGN : rapidly progressive glomerulonephritis

BYYER £ ORFIIF T R EESLETH %,

@ MP it D OCS # 5 5
SREGRBIZIAMIC BT 23D A Z712DWT, Hizko
FHRAERT2H/ER L U CEERBF 21To7: £ 2 2,
OCS 0.9 mg/kg/HM E#EDO5E OB IE 2.00(95 %5
FEPCRH ¢ 1.11~3.60), & SIiREBRMARRICITRZ 2 F L 7z
FEBI I fEBE 2.54(1.20~535) L BEEThH o120 22T
MP 353 2 T U 72 BFH D 12D WT, MPEEEO OCS
DUIIIERGRIC OV THREL L VRER T L OEFERER
2 &, MP#® OCS % 0.8 mg/kg/H &Iz & ¥ i-BET
BT 6 1 A4 REE 21%TH S DI L, OCS
%08mg/kg/HMU E#E L IHETIROIS%THY, AR
FPBARTHZ Z ERbhro(B11A), 12720, &
B OMIET v r—bHEORZEEZD EIZLTEBY,
OCS DS RN EFI D 72 I X EEHINE G

TEY, Iz OCS OF5ED 720 WEEFI D 7% 201 13
EFINL S GENTwd EWSHEAND >z, I TERE
THREEGDELRT V) 72X BB 21To7 & 25 (]
11B), %1% b OCS 0.8 mg/kg/HRMEEDIZ > BNEREICH
BTFRAPWES YD AR, BREETRLEZICHRIFT
btz OCS DYIHK SHAM X &E D 73 BDOFERFIT 3 3
ML EO#EGR/ T TWw b DI L, E4MEO B
& D OCS #5771 b 2 —nTid 2BEMUKN T
WREEZBGL, 4HEMECRIZIEEEEZTHY T2 LT3
b DHL N0, FETHIOD 72 5T 13587 75 S NI O &l
TEREF Z 5N RBYYETE D D Rnds, —7, FERR
DIEFHMEZIHEI T FIBCE S TER S 2720505 F A
5, MPEEE O OCS 135 B OIEE) % 2 1 L5 2 &
BRLETH N, BISEZHE L TRINREICEED S
EBPFETHZ EFZ 5N,
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R 20 SFRETHBRERBICSITS2707 477 3 FEE : MP+0OCS+CY vs MP+OCS

. SERE }
sz I POES ; ‘ LEE A BR i o Evidence oz
a3 FEBIEL BERE TEBI %L levels
1996 Hogan % ZIREE 38  MP+0CS 25 CY B BEEIZEE~, MP Il ANCA B5 4 651
MEX +0CS #IFTNEE 27 %H PR3-
FTH5.56 fESF L, ANCA
TAIEN % 69 MP+0CS + CY 29
EERK
MP+0CS + IVCY 43
1996 Nachman b EREHE 38  MP+0CS 25 MP+0CS # 0 & % Il ANCA B 1% 451l &
MmEX (%, CY BFREEIZIE~, 27 %A PR3-
BEBIZTRE ANCA
TEMENZ 69 MP+0CS + CY 29
EEIRAK
MP +0CS + IVCY 43
1990  Falk EIREE 18 MP+0CS I1(15)* OCS® & OCS+CY 2 Vv OCS #f (3 B HEhE
mE X ICHEEERL EESEANZ
{, CY DELKIZ
AA&EET TIEAEA
el 610k 2 I5 MP+0CS + CY 11(30)*
HEIRK
Wegener 37  MP+0CS + IVCY 12(15)*
PR IERE
2001 JE&3@%E MPO-ANCA 148 MP+0CS 120 BHBETR, £HTHE \% H il EER
I RPGN CHHMBRICERER
L
MP+0CS + CY 28
2001 E4£HEEE MPO-ANCA 148 MP+0CS BHEETRICAEERENY Il RPN T LeER
% RPGN WA, CYBERICL Y
STFENBERICKE
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

* ()M methylprednisolone pulse therapy RiEITHI % &L,

@ IMBATHR T (T PoE RE = & )

RPGN 2303 2 ML HF LI DWW TIE, MPEE L
FAEOSREMFETCEX 2 D EHFZLN TS, Lal,
O A b TIMEATHUE 1 MP #EIC 4 ), —RITiE
v, L, IMEESEHER T HT GBM Hif&% RPGN 1
BWT, $i GBM FifkD F AR Z 2 & DN B HERE D B 2
W T 2RBEEEEZONTVED, £z, fREIC X
2 fifi HES LGS0 C 13 AR AE Sl i GREAMBE ) YA % & O
EZHRYH b 2%, —F, MPO-ANCA % RPGN |2 D\ C
W, SEHIEREEM L CHITT L 7235 E OFIRIZ DWW T
13— O RIEIE S L TWwizvy, MPO-ANCA %I RPGN
WX U CIMEE A BRI % AT L 72 i 0 & 2 Hik = [X]
1212787, B T, MR EE TR C I 7
V7 F=AE RS, I3 CRP &{HE, FHRZ2H S 20605
WINBARICE {, HEEFICMmEERRE LTI NT

WBZENHLMTHY, ZDwr, BHEEETHR, £
T b, MEZERERITH CERICIR T2, L
»HL, BEEREERS LTV VTR, 20X
IBRBFEZEIFR L B> TWwiz, BfE, I —u v NTIRIMmE
7 V7 F = 500 gymol/I(5.66 mg/dl) DL | o & BE B
Bkt L, OCS+CY FEEIChZ, MP k% 72 13 A
gL 217 S Al & Fhlso IR GRBR A4 FR - MEPEX) %
ThNTEY, TOFBERFELNDL EIDTHBY,
MPO-ANCA %I RPGN 1Z5f 3 % IMAE R OALE D 1
ZOWTIE, SO ED AT a4 F LRk
OB GARELFEGIRWEFITIBI N DT 2% 2 2 LE B
55, ANCA OFHIRRFIC X 2 BHERETEAL D 5% 2 i
SR DOFIE T, EITHIHAOZRSMARFTE S 2 e
5, H2MNVPBLETH S,

® Pt - Puis IRk
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xR 21 AFEITHEREREICEIT5207 X7 7 3 R/NLRER

R B ER Evid
WEE  R/EE — - \ . fEE vidence e
R FEMBI £ B FE)£ levels
1992  Kunis » 5 MP+0CS + IVCY 2l b BEEENE Vv 2 B TEMTHERL
1993 Rondeau » ERBE! 2 MP+0CS + IVCY BT | B, BEEEER Vi IVCY & I %F 32
=S 1t 2 65, BF4 34, AT,
I b | BIEREBBE RS MP % 58 DB
BIZLY, £&
FiEdE
TEMEERI S R 4
MmEX
1997  Adu & RS 8 MP+0CS + IVCY 24(5)* AEMRIZAEEAL Il
RIMER IVCY B CEIER A 4
AU
TEMEBEII SR 17 OCS+CY 30(12)*
&%
Wegener 29
PR IERE
1998  Haubitz »  FEMIERIZ 25 0CS+IVCY 22 BEWRICEEELRL Il
mEx IVCY # TRI/ER A D
A
Wegener 25 0OCS+CY 25
PR IERE
1998 de La Torre TEMIEAIZHE 4 MP+0CS + IVCY EERMRRICSERR Vv
5 Bl R=3/3 BEE=EAHT S 34 %
fRE, ®E
BREAN DIV,
Wegener BJ ZF 4
fEE
—T2BR 6

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

* (O )ANIFTEHER S FME KB

bEO RPGNEFNIZ B W T, ~8) 0513 H
GBM ¥ {4 % RPGN 0 44.1 %, MPO-ANCA % RPGN
222%, 7—77 ) > O&%5 135 GBM ik & RPGN ©
242 %, MPO-ANCA #J RPGN 0 21.4 %, ¥ Il /N 2 1
\% i GBM #i & # RPGN @ 36.4 %, MPO-ANCA #J
RPGN 0 56.2 %I fifi {7 & 11 T \» 72, MPO-ANCA %I
RPGN (2 f & 17z Pl IMREE & L T dipyridamole 27.3
%, dilazep 13.5%, ZDOM39%ThHo7z, TN D, Pt
[ « PUMAMEEER IR A 7 1 4 R L ig g & opt
R Th > 720 MPO-ANCA # RPGN T, ~/%) >
PEOPHFETD 6 2 HE 4173 63.4%, L1753 78.5%,
JEBEFIRE 6 H AR 4R 740%, HFFE740% L,
BIZBWT, WIhbVHAEEFR»roT, /2, V=77
D UBERRED 6 H AR ERFR 833 %, HFEK843%L, JE
BERBED 6 ) BB AR 68.5%, HFELT22 %% kT 2
L, PHRBOPEIERICRIFTH 57z, Full/IMIEEIC D

WTIRHHARED 6 4 ABERFERIT6.4%, 4 FE82.1%,
FEOEIEE 6 ) H BRI 649 %, HHFEK655%THY,
PROVMHHABCTERECTRRIFCOo Tz, RROEDO Y —
7 7 ) U RPUVIMEEH AR T O PRSI RIFCTh > 1225,
Zhidv—7 7Yy, JUlVMREEZGHE S iz BEDS, i
HiM %2 & 72 HUIMER O e W EBE S, 5 2 W IZEESHHE
I EW R BRORESOTEER BF TR SN O DORER &
bHEZoND, LrLuars, FARERETEZHET 2
L, KERICE—EOREBIETE 2720, LERER
ERBIEL, HIMERE SICHEEL DS 05 217
STENEE LW,

® Z O

I R B OIEEN M DR &[RRI BPUEAFF O fE
B D DIREE (B A b 2 4 0 A L AU E R
i, H2%WIEMOBESEDHAENEETERVE X)T
&, Aoz ru7) KR (EERL#EGMER @ 7
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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 =208 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
MiLti 2 L7+ = i (mg/dl) 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 RS 45 0 A s (%) 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
084 084 i
@0& e, ﬁa@ s
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
RamEIgmE () ROEBZ I (H)
iSapeNiiib s Renal survival curve
104, Mw{—
08" B
¥ 05 % o051
=+ &+
gr 04 ar 041
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
N FEMBZ I (H)

femam o)
11 MPO-ANCA B2

UEETHEB RERBOVIAEICS T SROBIERERT 01 M52

OCS : oral corticosteroids

~7nu7) rEF 02~04g/kgfAE/H, SHED 2 EH
FR SN B,

@ VIHREREOMEREL, BT, BTk

F 7z, PIHREEETHROMER OCS G IZDOW T,
K2 WWRLI:ZTEL, 20meg/HEMMNZ DEDOEMTHR
PEBICRESRL BN E R ST, B~ —
H—=aAY b u—ENTWEEE, AIRERR D HEP I
OCS % 20 mg/H &K £ TWIk 9 %5, ANCA O FifAAfi »
EfE %R 9 2356 00 GBM AL L 2 wWiGE
1% CY 25~100 mg/ H (EEFE I/ MER) OOt 2 FiE T 5,
ToIEHIHIFR LB IR 4 ERERGE L, 18 O BGIRTIE
DIETHRR E=Z2—FEY AT 4 A« H V) ZRFETFBHD
7z ST HRIORS (B GHEILAMER © ST &4 2 &,
HHD 2 WIxFREHES) 21T 5 4047,

4) PR3-ANCA %! RPGN M4
PR3-ANCA X Wegener AZFEIE DR~ —h—&
E 2o TWw3, 20 ftt MPA ® B R & % ® pauci-
immune B ARTEECHE R BRIAE R O—EB TRk & 7% %,
DHETIEFESENC X PR3-ANCA 514 D RPGN 3 i
DT, AfEE O RPGN | MPO-ANCA EIiZ Fh,
BEET, L2LFE, e bAaWBedborz, LiF
LIEFEFIET 2 00, FHADEFIC L D BHEEDORRS
N BHER S %19, Wegener AZFEAE DIAHEIC DWW T,
OCS HhOmE DG, FAFERMIE 12 2 AT, Bl
BEA T v A P2 S HIHIEE o 5 PR s 1 13 4h
FECTHh 5, RPGN % & L 7z Wegener A fHEAE DRI &
L T, MP(lg/H, 3 HM) & OCS(I mg/kg/H), CY(2
mg/kg/ H) O HIHAIEFE %217 5 D53 NIH OREAERIEFE & L
TRIBEENTED, REBFICL VTSRO EH TR



