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AL RTA VRXEE—E

B&EE ZILANIL HAZER

AAV ANCA-associated vasculitis ANCA BIEMmEX

ACEI angiotensin converting enzyme inhibitor FYUIATY Y ERERIAER

ACR American College of Rheumatology KEY I FER

AGA allergic granulomatous angiitis FLILF—ERFEEMER

ANCA anti-neutrophil cytoplasmic antibody T ERR B TR

ARB angiotensin Il receptor blocker TOIATVIY || RBREERE

AZA azathioprine FHFATIY

BHPR British Health Professionals in Rheumatology

BP bisphosphonate EXMRARR— K

BSR British Society of Rheumatology

BVAS Birmingham vasculitis activity score

C-ANCA cytoplasmic anti-neutrophil cytoplasmic antibody TR E B HTir PRI R B HLiR

CCR creatinine clearance GLF7FZVIIFPIVR

CHCC Chapel Hill Consensus Conference FrRILEISE

CKD chronic kidney disease 2B ESR

CS ciclosporin, cyclosporin yoaARMRY v

CSs Churg-Strauss syndrome Churg-Strauss fE{Z#E

Cr creatinine JLr7FZY

CRP C-reactive protein C RIS v INVE

CVD cardiovascular disease DIMERE

cYy cyclophosphamide YOORRAT77INR

CYCAZAREM cyclophosphamide versus azathioprine as remission mainte-
nance therapy for ANCA-associated vasculitis

DMARD disease modifying antirheumatic drug U o FE

eGFR estimated glomerular filtration rate HERIREEEE

EMEA European Medicines Agency MMNEEREERT

ESR erythrocyte sedimentation rate TRIMERT P R

EULAR European League Against Rheumatism FRIMNY U< FERE

EUVAS European Vasculitis Study Group RN E KT T IL— T

IVeY intravenous cyclophosphamide YU ORR 7 7 X REEESTEE

IVIG intravenous immunoglobulin RE/OTY VEREEEA

JMAAV Prospective study of the severity-based treatment protocol MPO-ANCA BEEMEXICRT 2 EEERAE O
for Japanese patients with MPO-ANCA-associated vasculitis ;b I—)LOFERIEZE S MICT 2 FiME ZERKRIFZE

MAC membrane attack complex IR ER (F) BA

MBD mineral and bone disorder BIXTIRBEE

MMF mycophenolate mofetil A7z /—IIEET7FI

MPA microscopic polyangiitis BEMERN S HME %

MPO myeloperoxidase TIANIAF IS

MRSA methicillin-resistant Staphylococcus aureus AF Y VEEE T R UIKE

MTX methotrexate XNMLFT—K

MZR mizoribine TVUEY

NHANES National Health and Nutrition Examination Survey KELERERERE

PAN polyarteritis nodosa TEETME 2 FEDAR 2

P-ANCA perinuclear anti-neutrophil cytoplasmic antibody A FE BT PG RR E iR

PN periarteritis nodosa e B B AR A B 5K

POCY per os cyclophosphamide VUORR 7 7 2 RBROEE

PR3 proteinase 3 707147 —€3

PSL prednisolone ZLRkzZvoy

QOL quality of life E£EDE

RCT randomized controlled trial Z V5 MEL BRI R R

RemIT-JAV Observational cohort study of remission induction therapy in  HiiFHEGREE AR EME 2% D EFEABED
Japanese patients with ANCA-associated vasculitis RREZOEMEE ZRMEICET 2ERMR

RLV renal-limited vasculitis ERBRMER

RPGN rapidly progressive glomerulonephritis BEEITERRAEBEL

ST trimethoprim/sulfamethoxazole RUXKTZYL/ AT 7ARNFHY—)L

VDI The vascular damage index

WG Wegener’s granulomatosis Wegener RIZFRESE
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% 8
5 A 5 P R A A T A M R R )

2T, 1996 FFE X D bSEICE T 5 A
RIE & IR 2 6 MIe T — ¥ R—ZAMEEL2 HIN &
L CAERANER] 7 > 7 — b I 2 AT L, 2001 4FREEIRE R
THEBI N7 715 D o 23 FE D 208 HEF7 1 5% BRI B 28
(rapidly progressive glomerulonephritis : RPGN) JiE f§] O # &}
Zh g, TAdUETEE IR OB 2 3£ L
7V, T OBWEIESETIE, RPGN DBWiRER, HiHM 5y
B, BRI BICN A, REFE O &2 TR b REFIE D
LI TH 5 I T u X)L A ¥ ¥ ¥ — ¥ (myeloperoxi-
dase : MPO) FUFTAT Hh BRI & Hi /& (anti-neutrophil cytoplas-
mic antibody : ANCA) F#%® RPGN Z HulMz, 7> /7 — b
LD 13 5 NIREBI D PR D 25> Thie b PRUGE 2 HIFF
TEBIRMEE IR L, 2002 R RICE T 5 RPGN O
FEHREE & LR L 72, 2002 42> & O JE A F7BIFL T 58 2l
Bl <e (EEIGMEE FE va IRWT 78 28 ) MEA T IR A B 1 B 9 2 J
WHZEHE (FARIIEE 5 IRE Ry EEHRHC) Tk, #ik
L TRHETIEE 20 Fe (R 5 2002~2006 4 3%
WIRSZ RS MU R, 2007 B~ FUERY: LRI
) ok S, gl E R E REFRESEmS 1L, Zokh
TZOBORELEC X DIBIMEM S Nl 2 &0 7
L7712 Blo 7 =% 2 i, F & L ThoEOBHEIER % 7
LRI DZA % P PR D2, InEREDZ L 2 Gt L,
BlR RIC B 1 5 RPGN DRBREEE O 2 IO ER: & OF
CHBOBEE S L TE Y, 2008 4 X O EA IR
TR el B <o i v M B e IRV 98 5 T AT B s 1 Y
T2 IMAMNE (MERER s Bl ERE BEE ) ICE
Wb ke L CadGE TR Ry Bl (E e
PR ILRATEA, rAwEZess 5 MUK REEFRESR) 23
Mk S, WHELskRE S e, Z D% T, KT ANCA B
JEIMAE 28 (ANCA-associated vasculitis : AAV) 122\ T I,
a2 HRC IS AT E oo RGBS 2 oS R L S
X912, XD ZETFT VAL RVOECIEREEHEL
ZHEBE LW 2fT-o 7, 61, AR TlEd Tl
FTENTOBRMND 2 DD AAV DBHREAA F 74 T
BN A4 F 7 4 >, British Society of Rheumatology
(BSR) /British Health Professionals in Rheumatology (BHPR)
guidelines, ¥ X KM V) 7 = F 2 2 3 (European League
Against Rheumatism : EULAR) recommendations j % K CHff:
REND 70— OLRBEEE LTREN LY, SRk
B TR IR A 7 BRI AA TS B Al B 0 (B e JE v R T 2 =

3) HRAYEIN 2B 2 JAETTRE (MRS 5 RILK
2 HEEFIEER), AAV O DL DENC BT B IGEIE DL D 7-
b D% fiae L FHG A E BRI (FEEE S Y 7
YFERIRYE RBIRA ) E D 3 RIS TIAAV 0%
WA R4 v ORI TFESINTE D, KR
& DTt RBEAsERIK SN D E LT, RPGN D
BT AAV ZFERIRE T2 D DIZ oL TEBIEE Ik
—MEz Rl 28 1M Thbi,

1. ©HED RPGN DIfE

1. B2 E&

RPGN & WHO (2 & 0, T2EH 2 WIRIBEMRICHIET 5
WIRIVIMIR, SEER, B, 2EICHET 3 2 BARERRE
LEFRINTW2Y, RPGN IZIRFLAMIC I3 % B D KBk ik
(HIE D & BRHERAEE O H R DBz 588 2 Hset
A R BRI 28 (necrotizing crescentic glomerulonephritis)
PR TH B, Lh L, BIFRVEEHEMRERAE 2 LS
IZH RPGN DlfRFGRZ 72 E 2B H Y, v E®EE
724, BREORI A Z o2 2 BRERE OB I X D
E TS RIR A e T T 2B, BRI
RPGN JEfERE & LTI b 5, SRIOHAEZ, JEicH
KB 20 S IRE S N BWOBAEHAYTH 5, O
2 5 8 H ORGE T 20E IS B AR 2T T 5, QIR (%
CIFBEMMEEIINIR, PRI D A 5412), EAR, Kl
BRFIEE, BERIFIREZ: OB RIEIRFT R 2R 5, @ 2 HH
% i 72 $RER Z BRI RPGN & EF% L ¢, 4E o 3%
PRZWE D 6 7 v r — FPIEERIC X DIEL 7,

2. B %

RPGN LIS 2 i Cld b 2 43, MEAERE R OB
RS LT\ %, HDED RPGN 12 & % SR E
Ik 1998 4EFE 1,500 ATH o 7 b DD, 2003 FHEIC I
3,700 A EHfERFE A, # 25 ML TwR?, &6
2008 4EFE D b HE D RPGN I & 2 Hi B2 H & 13K
1,500~1,800 A &HEE S 7y, £ 7 HAB 28 L O
Az SR AT 7S B B 6 (A M R e IR ZE S8 dEA Tk
BrFEE 1B 9 2 JAA MR 38 C i S 11T B HARE S
WA L Y A Y —DXEERTIE, Japan Renal Biopsy Regis-
try 5,703 #1199 & RPGN % 325 #il, 5.3 %%, Japan Kidney
Disease Registry 650 1 9 5 RPGN & 22 i, 3.4 %% 5%
TW72 (2009 4 12 ABIE)?, —77, HHET RPGN IC &
DIBHTEA & 72 2 BFEBIE 1994 FED 145 AH 6 2009 4E
D451 AR 31 BEIML TR Y, EIHEAEBERD 220
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200 MPO-ANCAFE Z R BRIN &
F19fE=1,998.51 L GBMIL AR E (R FRINEL
EERE=472 l

1504 n=1.773 . ~

rIE ] — ] _——_

{5 100 -

o |

50 -
T T T T _|
1990 1995 2000 2005
EREE GAERRKADLS)
| AR : | B8R [ c# |

£E 75— NAERA
RPGNM 2 EEE TITT

1 EEFHEEMRIIC K 5 2U0RETIEE RAEREFHES]
SRR (F5)

TH S Mz EDTW 20, FAPEHEOFE L 72 bH3HE
@ RPGN DA E7 v /7 — FFAETIE, 2006 FEF TIC
1,772 $il> RPGN HFEBI 3% & 1722, B 1 ISERIER O
MR 2R T, 27— FiEE 2B L 72 1989
ER DB Z OIS, fER—-H OIS HA T o Al T
INTELMEMETH 5 MPO-ANCA BFEDS 1998 4
10 AICPRBRINER X 41, & 512 1999 4F 8 HIZ PR BRIAIL
JE S (glomerular basement membrane : GBM) T/ 1 25 23 1
BRI & 41, HAEIZE T D RPGN ZWiD 72 0 DD
X0 RIS HEATTTRE & 72 > 72, RPGN DS #F s
DIFHG (1998 FELAHT @ A W), RS2 R L TRESE
H% 17> T (1999~2001 4 : B #), Z#iREH% T
1114 (2002 4EDARE @ C 1) O %D RPGN Ol 23R 1 12
AT, FIREIOBEE AR S ST R E R IT R L, kD
WD, 5D %ALY pauci-immune D H iR
TEHMRIREE R TH D, R CTHMBINS F IS R
(microscopic polyangiitis : MPA) T - 7z, Btz s
GT% L, FERERISHEED AL S C 1L
I27% 512 E @S TOFREFIDEEM L Tz, L LRSS
HFHEHHWRICB WTNE, HEHETORIED H o 7%
(F2)?,

3. WA - wE

RPGN O B BEAH ARG 13 AR 21 A AR TR I S 3R A4 T
RT3 00N TH 21, HORHUAETIX, Z DN
I2E D, EEARORERE - X2 X7 LA DFHKL
PRI H (granular pattern), R B BE ~ D LR YL (linear

pattern), ¥ X O IEEH G DI % # © % (pauci-
immune) B 4738 21V, IREHLERAT R, ¥ X O ANCA,
$t GBM Hifk, $i DNA Hifk, S E A% & DIMiEA e
BE% % L C, pauci-immune %! RPGN, #T GBM #i{&%
RPGN (Goodpasture hEMEHE % &), SEME & A8 RPGN
D 3 DRI E N, Z 51 pauci-immune L Z MPO-ANCA
B RPGN (MPA % & &) & PR3-ANCA Pz RPGN
(Wegener A 3f JiE # (Wegener granulomatosis : WG) % &
), ANCA PEMERLICHERM S N2, H23ED RPGN
WChe b %\ pauci-immune B F AT ECE R BRI R 28 0
MPA T IIIE 1 ANCA 25 L1E L IEBE & 7 513719,
ANCA (3% /7 — )VIHE L 7z & bFhER o R 80Pk
BT & B35 — 95 cytoplasmic ANCA (C-ANCA) & peri-
nuclear ANCA (P-ANCA) IZ 37 Z 115, C-ANCA DEENHL
Jiix 7 1 74 > —% 3(proteinase 3 : PR3) TH 5 DIZKf L,
P-ANCA @ E 2P IZ MPO TH b, PR3-ANCA X
WG, MPO-ANCA (3 MPA % pauci-immune 72 H 425
R RTLIELIEPE L 2 2419, R 3 ICHbDEOD
RPGN O ANCA Pzl O % 759, RPGN JiEfil 24k D
60~70 %, MPA, pauci-immune 42 A {ATEEE SR BRIAES 48
Tl 80~90 %ith % T b ¥ MPO-ANCA Pl ¢ b %,

H DE DFEH] T IE ANCA Bt @ 74 2> T HEFEIY I
MPO-ANCA BtEHI 3% <, MK ERE S HL > TW
2N DRIV TIZIA S 2> TR\, ED £, it
(RIS EISY, BN 1720 7% EBRF SN T3, bk
IZ enzyme-linked immunosorbent assays 7% % H > 72 ANCA
P12 BET 2 et ic BT, o 2sE & N T o HlE
CHED RV I EDBHER SN T2, HJido & <
ANCA, i GBM Jifk & b IGTERBUET & 2> 72 b DT
HH, 3 L HIERDHYIED RPGN Hl241T DB 53T
bz blTldzv, &R 413 1,772 flH D MPO-ANCA,
PR3-ANCA, #l GBM §ifkD 3 DD~ — A —FTXT#%
B L 70EH D 9 B, ANCA BatEfl Bk <5 — v &1
iEl, B LR LD TH S, ANCA Bt
Bl MPO-ANCA @ & B E5l1x 85.6 %, PR3-ANCA O A
Ptz 4.1 %, Wiz, $i GBM Hifk & o IR %
&7z MPO-ANCA DFZIEME X 959 %Td > 7z, PR3-
ANCA BB EBNI A RICEFI2E <, §i GBM HifklH IR
Bt P12 % <, PR3-ANCA HUMBZER] I3 B Ic %
W,

4. R, REFRR

WIFHEIR (R 5) & LTI, 2002 DA ICAE S iz C
TR, AR, FEBD R & DL DI ERATIE
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R 1 DHEORERETEBERERFORKREDHR

1998 ELLRT | 1999~2001 4E | 2002 F LI 2k
(A H9) (B #7) (C #)
EGE % | EAIER % | EAIE % | EAE %

—RME

H B AHRF R RIRIRE 28

T GBM FUATL BRI B & 39 4.4 20 6.2 22 3.9 81 4.6

REEEHIY BRI R IEREE 2 26 2.9 3 0.9 6 1.1 35 2.0

Pauci-immune B2 B AT RERIAE % 345 39.0| 151 47.0| 249 43.9 745 42.0

BELH BRI RIREE 2 19 2.1 5 1.6 7 1.2 31 1.7

DEERBER—RIEF AR RIREE & 14 1.6 2 0.6 12 2.1 28 1.6
FRMPRE H D RIKEEX

PR IBTE I R IR B 2% 9 1.0 2 0.6 4 0.7 15 0.8

P B 2 0.2 2 0.6 1 0.2 5 0.3

IgA B 25 2.8 9 2.8 9 1.6 43 2.4

FE IgA BUX Y > £ LBTEMERIRIEB X 4 0.5 2 0.6 2 0.4 8 0.5

Z D D—RMERIREBE X 2 0.2 0 0.0 1 0.2 3 0.2
=54

Goodpasture fE{EEE 14 1.6 5 1.6 8 1.4 27 1.5
2T YFIYN—FTR 50 57 5 1.6 11 1.9 66 3.7
Wegener PZFRESE 23 2.6 9 2.8 14 25 46 2.6
BB SR ME R 157 17.8 58 181 129 22.8 344 19.4
Z DM OEIEEME X 6 0.7 5 1.6 4 0.7 15 0.8
ERREE X 18 2.0 5 1.6 13 2.3 36 2.0
g UATO7Y VI 5 0.6 3 0.9 4 0.7 12 0.7
BEETY U F 18 2.0 2 0.6 4 0.7 24 1.4
EHES 2 0.2 1 0.3 0 0.0 3 0.2
ZOMOEEHRE 22 2.5 9 2.8 9 1.6 40 2.3
B ifu?r'—

TR R R AR 2 8 0.9 2 0.6 0 0.0 10 0.6
@%ﬁMWEA,/V/F%% 1 0.1 2 0.6 3 0.5 6 0.3
CEBFXRTAIA 1 0.1 1 0.3 0 0.0 2 0.1
ZDfth 13 1.5 2 0.6 5 0.9 20 1.1
EEIME 7 0.8 1 0.3 2 0.4 10 0.6
ZDfth 7 0.8 1 0.3 9 1.6 17 1.0
PN 47 5.3 14 4.4 39 6.9 100 5.6
2 884 100.0| 321 100.0| 567 100.0| 1,772 100.0

GBM ! glomerular basement membrane

R%FBD BIEGIABEI L Tuatz, BHER TRFET R E 1L
JEAE, PREE, FRCF v o AR X 2 F8 A1 L
TWbIETH D, BMOHTIEIR & BIREE D A TDI
FULEFORWFRAF Oz "R T2 L2 EZ 6N
%, BAMERD e dxTld, M2 1 B 2 5EIR %2 KO hE
BIDKMASEAEDRHEIE LTH T b1 5,

¥/, YIgRomER(Re) 245 L, IIE7 L7 F
VDT ZIZIZT R TOWET 2002 FLAREORERIZ B
WTRD, RIAFERZHIT 28R E k> Tw 5, REN,
ARk, Mg C RIEtEs v 7 B (CRP) i, ~E/ Bt Vg

JEIZDWTE, WIS DDEEH D DD, FEhER;
WIC X 2 HIR 2 22137800 & N o T, B IR IC X
2EDHA RFEDRHHIZE WTH 70 BIASIER A4 R
ZRLTWVWRE(RT,

5.8 &
APEBEOBEST L LT, RIS X 3238, fEBIDOKR
% 5o B ANCA BBl RPGN, T GBM Jifk#! RPGN 72
ETIREIEREA T aA P LGEIEEE, buivweg, bt
BRI & 2 S AIDEHBEEDSIEAR & 72 5, RPGN DGR
#+ (IR) TI1Z MPO-ANCA P51 RPGN, PR3-ANCA Pk
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R 2 DHEOZEETEBERERFORKARE, Bk, RERFROHER

1998 FELUAT (A £7) 1999~2001 £ (B H8) 2002 F L (C #7)
FAE i (%) FAE S i (%) FAE ik (%)
2] a5 2| 5 5 =2 Ep
P o L um B o PL um P o rL um

—R%E
¥ ABFERIEARIREB X

T GBM FTREL Y B AR B 4 1:1.05 5205 16,51 10~79 |1:1.22 5483 18.82 19~83|1:1.44 6159 18.34 11~77

GEESHREBETERERRAS |1:086 5427 1866 14~77 |1:0.50 70.00 9.09 60~82 |1:1.00 5150 24.82 11~75

%

Pauci-immune B B AZAERER | 1:1.24 61.85 1495 6~88|1:0.84 6498 14.13 13~91|1:1.00 67.28 13.12 1~92

HE %

REE¥BAREEMERIREE X 1:1.25 60.84 1561 6~82|1:4.00 6480 920 50~73|1:1.33 5129 26.24 8~72

DETRBEER—RMUEBATRERER | 1:044 56.62 23.92 8~84[0:1.00 73.00 14.00 59~87 | 1:1.00 63.36 15.29 29~81

HE %
FAEER S RIREE %

FEEMESBTEME SR IR E 2% 1:029 5056 2650 6~75|1:0.00 7150 6.50 65~78|1:0.00 7475 1.30 73~76

[ B A 1:1.00 59.00 3.00 56~62|1:1.00 41.00 27.00 14~68 |1:0.00 21.00 0.00 21~21

IgA BfE 1:0.41 4032 19.38 8~75|1:029 56.11 1439 31~77|1:0.33 4278 26.03 8~78

JEIgA BUX Y > ) LETEMRERIE | 1:2.00 53.75 14.15 30~65|1:1.00 40.00 30.00 10~70|1:0.00 64.00 1.00 63~65

Z DD —RMERIKIEE X 1:0.00 60.50 3.50 57~64 0:1.00 3.00 0.00 3~3
254
Goodpasture fE{ERE 1:1.33 5436 1546 23~76|1:0.67 6220 943 45~72|1:0.33 70.88 10.64 57~93
2HUETUFIYR—FTR 1:1.94 3584 1455 13~72|0:1.00 55.80 11.03 44~75|1:1.75 46.73 19.04 15~75
Wegener PIZFREAE 1:0.69 46.68 17.36 16~85|1:050 57.11 1215 77~32|1:0.75 5571 1821 14~80
PRI Z R IME X 1:1.13 6460 11.98 7~87|1:152 6514 16.08 5~91|1:1.02 6877 12.00 7~88
Z DM OBIEMEME 2% 1:1.00 60.67 9.83 75~47 |1:4.00 52.00 21.42 14~79|1:0.33 69.25 14.55 46~83
KIRIEB X 1:0.80 45.83 19.98 11~75|1:4.00 39.40 2430 11~77 |1:0.63 52.33 2835 5~82
7 UATOTY VI 1:400 6000 9.06 51~77|1:2.00 5800 1219 47~75|1:1.00 56.75 2325 17~T74
gy U F 1:2.00 5833 13.25 22~77|0:2.00 6850 1050 58~79 |0:1.00 6450 7.40 52~70
BER 1:0.00 6250 350 59~66|0:1.00 59.00 0.00 59~59
Zoto2EERS 1:267 41.00 2180 3~72|1:8.00 5422 1302 20~67 |1:350 6222 9.35 47~75
JRAE
TR AR ARINGEE X 1:0.33 4238 2353 7~84|0:1.00 7650 4.50 72~81
BEMEOANEX, Vv Y NBX 1:0.00 7300 0.00 73~73|1:1.00 3250 16.50 16~49 |1:2.00 47.33 17.75 31~72
CHFXAIAILR 1:0.00 68.00 0.00 68~68|1:0.00 71.00 0.00 71~71
Z0fth 1:0.08 5492 1595 25~78|1:0.00 60.50 9.50 51~70|1:0.25 63.60 8.14 54~72
AN 1:250 5429 1320 36~77 |0:1.00 6400 0.00 64~64|1:0.00 80.00 1.00 79~81
Z DAt 1:250 4329 2136 2~78|0:1.00 6400 0.00 64~64|1:0.80 51.78 28.01 2~78
RN 1:155 59.89 20.82 5~83|1:1.00 66.64 10.41 56~91 |1:2.36 64.03 16.20 4~80
21 1:1.06 57.47 17.96 2~88|1:1.11 62.80 1593 5~91|1:1.06 6472 16.56 1~93

GBM : glomerular basement membrane

RPGN, . GBM $i{A% RPGN DFHEHIZ BT 2 2002 4EHf
MTHRINZBWT LT AL IR LEY, 72, (3
VE RN SRR 744 e M I AE 2 1< B 5 2 A e Bk
SHREMEME L DBE 2 = 2 7 AT SN i?), 2ok
P TIIEIC MPA D 2B~ = 2 7 L)%, MPO-ANCA Bl
RPGN & (R~ DEEZ I 12D b6, #HiRET 5
BRRICHE TOEOVEL 2 2 ENMEE o7, 22T
AWEFEPE & EEATEIMAE 2 1B 2 0788 & DTy — % v~
TIN—T ML, GEEOR B AR S0, 2
DFER, K8 DIBEEH B & L TIREIN, b)Y
THE— D ANCA P I 28 (ANCA-associated vasculi-
tis * AAV) DA EHEZEHI%TH 5, MPO-AAV BB

T2 EIEER 70 b a— VoHHMEEZH S 2T 2
i IR WF %2 (Prospective study of the severity-based treatment
protocol for Japanese patients with MPO-ANCA-associated
vasculitis : IMAAV) T3 Z Ot EFEORGEEZ HIY & L
e7u ka—uasillEn, BEEOMRSHER I TV
%229 % 7z RPGN DifftRst (W) <%, #T GBM Hifk
B RPGN ICE T, FEMEOMMZ b Lic, BERE LU0
HARAT LIS X 2I0BEEDEIRZ R L7, L L2235 0%
R TILARE D 0 D3E T HMUAT O N7 IRRE R TR OB
WG, EEEERERR RGN D BEmIIAEEIC X ) BEREO
SE T B HI5RD SN, FEGI T EITHIRNE DOEIRDMTH
NTVLIRPYS L2 D, SRIOUETIRTIE 7 LY
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R 3 RABETHEEREREICS T2 FPIRERE N GEREE

Pauci-immune B3 A& Stz 4 57 s i e e pE
R AR B A BHERNZRIMER Wegener AAZFRESE
FEBI R B (%) FEBIER B (%) FEBIER (%)
A HB 326 86.8 143 94.4 21 28.6
B 149 83.2 58 86.2 9 0.0
MPO-ANCA ¢ 1 248 9.7 129 915 14 28.6
R 723 88.1 330 91.8 44 22.7
A HA 321 10.6 135 5.2 22 68.2
B £ 143 6.3 55 7.3 9 88.9
PR3-ANCA 1 240 38 121 6.6 14 64.3
o 704 7.4 311 6.1 45 71.1
XK 4 MEV—H—RIBEHRE FHFR xR 5 RRETEBSREREICE T 2IRERDOEL
v TIERD Bkt 1908 £ 1999~ 2002
] B |
ANCA 2 TR )i (o) e BET | 2001 & | LUE
MPO-ANCA 23 705 64.4 42.6 % (A #) (B #5) (C #8)
PR3-ANCA B 34 53.6 70.6 % BUBKAEIR
MPO-ANCA, PR3-ANCA 37 61.5 54.1 % BRR 45.2 66.7 73.6
HE FE 429 50.8 51.2
ANCA, ¥#T GBM FTiRHGE 48 65.3 29.2 % B IR 34.0 54.2 60.2
# : MPO-ANCA 82 & PR3-ANCA BI THEES D LSBIER 25.1 31.2 33.5
¥ : PR3-ANCA 8H1& ANCA, # GBM FiiAt B cHEES D PIEh# 16.5 18.7 18.7
@  MPO-ANCA, PR3-ANCA #[Bf£& ANCA, ¥ GBM kit B 155 24.9 29.0
B EES D FEFD 14.2 255 33.5
B - RATR
2hE 34. 47.0 51.2
R . Fr Y ARES 23.4 455 60.7
Vi V -
ALDERELT T2 PIRR RO ER 122 165 14.1
FIAEFNCIE T, FEYEE M Z ARSI bk 2 &£ SR 9.5 15.9 16.4
Biibid 2 E03h 5, F P GBM YA RPGN, & 27 O—CEREE 7.5 14.6 17.8
BERFRAEREE & R 5 AAV PIIIINLE S AAV 7 & BIEBL 59 | 168 | 185
T o REERER 5.3 17.8 15.8
(43, BV IC ISR 2 AT 5 B A DWOKRZ b iR S AT
> > > 71_\4 ﬁ
“Cb)%o Lb’b&i))%, 2’)%})@ RPGN hiﬂﬁ'%[ﬁﬂi‘ﬁ)&ﬁ@ H—rﬁgf,]}%?z 220 33.0 42.4
BEHRIZOWTUE, V=7 AERIZHE ) RPGN D AU LR SIS 16.3 14.3 12.7
Fin3d %, 2 Oflod RPGN 23 2 A2 0TI, 4l ;‘?ﬁi:ﬂnﬁ;ﬁ 14.6 202 24.5
) . . 10.4 10.9 10.4
DEFEHEICB W TOHELREREZ R TICE 5T, FHRA oo 9.2 9.7 16
IZBOWTHMSOMEIZ L) B BEAT v A N niE TIm 7.8 6.2 4.0
IR O B GAEE A 2 iR IR ~ D MEA T IS R & RIFHHEES 6.6 109 1.1
" R HIRIEE 5.8 25 4.6
1 e 5= 12 e il T 14 1y 7R
ANCA O)E'r,ﬁﬂﬁfj&c X3 ﬁj%aﬁz L DN > 2 s #s i 22 i 51 106 104
DD, HHOTERSPAPBIETH Y, W%

6. ¥ #&

LA ik, B P HRONBIRTRE &2 B IOV THGRTT 5 &,
BIRPIR DEMRIC L D IS 21 E VAR 517z, RPGN
2RO LEMmTHE, BErHeR2, £R9, 10 1IR3, AT
®, BrHLbEENALN, 6 HHEMTRIZ A D

792 %5 CHATIZ 86.1 ETUHE Lz, 6 hHBTED
1998 ELLHTICIARE S 117z A WD 73.3 %0 & 2002 4 DARE
ISR N CHITIE 81.8 % Tl L 72, ANCA BTk
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B IGEBRE OIS 5 2 K

& 6 REETHBREREICE T SIZHREMR

mEF7L7F=> RERE IR 3% CRP mesx
(mg/dL) (9/H) (mm/ k) (mg/dL) (g/dL)
THE BRERE THE BRERE THE BRERE THE BRERE THE BRERE
—R%
JT GBM HU{AE SUEE T B A EIREE
1998 FLLF] 6.7 4.2 2.3 2.8 102 42.0 8.6 8.8 9.5 1.9
1999~2001 &£ 7.6 7.6 35 2.8 106 32.3 9.6 9.3 9.2 1.9
2002 FELIE 4.8 3.4 1.3 0.7 96 43.6 10.3 8.3 9.6 2.1
REESREEBARFERIERIREE X
1998 FELLH] 4.8 3.4 1.5 1.1 91 50.0 3.8 3.7 9.4 2.2
1999~2001 &£ 3.1 0.3 3.4 2.8 53 0.0 1.6 1.5 9.6 1.8
2002 FELIE 1.9 1.2 4.0 3.2 126 0.5 3.8 46 11.3 2.2
Pauci-immune B3 BAFZAMERERIRE &
1998 FLLH] 4.7 3.5 1.9 1.9 87 423 5.1 5.6 9.4 2.2
1999~2001 &£ 3.6 2.7 2.4 2.8 94 39.1 5.1 5.0 9.4 2.2
2002 FE LI 3.7 2.8 2.0 1.7 100 37.0 5.3 5.2 9.5 2.0
Z DM D—RMEHBIAF R RERIRE 2¢
1998 FLLH] 6.3 3.0 4.7 1.3 76 24.1 2.4 2.1 9.8 0.7
1999~2001 &£ 4.8 46 3.9 3.7 81 42.0 3.6 5.2 10.4 2.7
2002 F LI 4.1 3.4 3.7 3.1 91 21.7 4.3 7.3 9.9 2.7
25
Goodpasture SE{ZEE
1998 L] 7.0 4.6 3.7 2.6 89 41.1 8.6 8.1 8.8 2.0
1999~2001 &£ 9.5 4.1 1.0 0.0 119 2.6 25.1 11.4 9.4 1.9
2002 FE LI 6.4 2.9 2.4 1.6 115 9.6 16.8 7.2 10.3 1.3
2BUETYFIYN—FTR
1998 FLLH] 2.4 1.8 5.3 3.9 77 44.8 2.5 5.9 9.0 2.0
1999~2001 £ 3.1 1.6 4.8 3.0 59 29.3 1.2 0.8 9.6 0.9
2002 F LI 1.9 1.5 1.6 1.4 103 38.4 1.9 2.2 9.5 2.3
Wegener PZFRESE
1998 FLLH] 4.5 5.3 0.9 0.4 93 385 10.3 9.7 9.8 1.6
1999~2001 &£ 4.1 4.2 0.8 0.8 121 18.8 10.6 4.9 9.3 2.6
2002 FELIE 3.0 2.6 1.2 0.8 81 36.2 7.4 6.2 10.1 2.0
MBS RME R
1998 L] 4.5 3.2 1.6 2.8 100 40.5 9.5 7.8 9.0 1.9
1999~2001 &£ 3.4 2.7 1.6 4.0 103 28.1 9.2 6.1 8.9 1.9
2002 FLLE 3.3 2.4 1.4 1.4 93 34.3 7.5 6.7 9.2 1.9
21K
1998 FELLH 4.4 3.5 2.2 2.7 88 43.2 6.3 7.0 9.4 2.1
1999~2001 £ 3.9 3.6 2.5 3.2 96 37.0 6.2 6.5 9.3 2.3
2002 FELURE 3.6 2.8 2.0 2.0 94 37.4 6.2 6.4 9.6 2.1

GBM : glomerular basement membrane

RPGN fliz &1} 2 B¢ b FkOME<H h (K 3), 4,
PR, W2 OGN, FEEIRER AL, e R R RE, A
BEBHIRIFINTS CRP, ANCA ¥ 77 7 A THIBEB DO THICY
Ba G2 5T L LT, EMPRICIZER REDHR
I, IRREBRIRINERRE, IGIRBAIFIILTE CRP 10 mg/dL X

DEMESH RS TERARKT-L LTHIF 5N, ANCA &7
77 A EM VRIS EE G 2 ko 7 (R 11) . KIHEA
AN OHMER I IZIEHEFHIR I ERE, I CRP 23 B P8
ARRETTH o7, ANCA ¥ 77 7 ZAFBFHICIZHE
7 <, ANCA (¥l GBM ¥tk % FIREFEME: & 72 5 T B i
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x 7 RARETHBRERBICE TZ2BEZTKREMR
1998 £ LLFT 1999~2001 £ 2002 L%
e EX - B =w EX EE Fy =im [EDN E% Fy=
—R4E
¥ BRI R ERIA B &
1 GBM HLE A B4R 3 11 18 32 2 7 8 17 0 1 18 19
RERAB X
REEAEREYAERERMESR 2 6 17 25 1 0 2 3 0 0 5 5
BAN=
Pauci-immune B3 B{&FRL | 47 41 215 303 12 21 104 137 38 34 155 227
MERERAEBE X
F AR S RIREE %
FEEMESBTEME AR IRIRE 2 1 2 6 9 0 0 1 1 0 0 4 4
PR BE 1 1 2 0 0 2 2 0 0 1 1
IgA BfiE 3 4 16 23 1 1 7 9 0 1 8 9
254 0
Goodpasture fE{ERE 2 1 10 13 0 3 2 5 0 1 7 8
2HMHITUTFIR—FTR 0 9 34 43 0 1 4 5 0 1 9 10
Wegener RIZFFEAE 3 4 16 23 0 0 7 7 2 2 9 13
TBMERIZ R IME & 13 25 103 141 5 5 46 56 23 11 82 116
EIURMEER 3 1 13 17 1 0 3 4 0 2 10 12
2R 92 126 547 765 25 44 220 289 71 66 372 509
% 120% 165% 715% 100.0% |87% 152% 76.1% 100.0% |139% 13.0% 73.1% 100.0%
GBM : glomerular basement membrane
= 8 ARETHEBRERBEOVESEEDREIR
ORFEA R/YULA(0.5~1.09/B)Ex*x3 B
OROFIBEERATOC R, PSLIEHE 0.6~1.0mg/kg/H
(30.5~0.75 g/m?E 1z I& 0.5~2.0 mg/kg/H (50~100 mg/H)
fREY BEE @ @ ®
mEx  =EGICE) o [ ] @®(x3)
REES AKX SR
BRED AXZR
RPGN RPGN ERERERERE |, Il JE=ln, FEFAT o ®CEx2) ACED3)
RPGN EgREEE |, || =k, EMCE4) @CE2) @CE2) ACES)
RPGN ERRREEE I, IV JESis, IEEN o ®(Cx2) @(CE3)
RPGN BEEREEE I, IV S, B CE 4) o ®Cx2) ACGE?3)

@  EITINEBEE A EFIICKDBIRT ZHEE

SE 1 EEMOKRED RPGN ZE1H T 5, RPGN & LTS ICIE, RPGN OREE%
SECKREE BREEDREZITOIENRETH 5,

BIBREATOC ROBOKRESEE LT 0.9mg/kg U EDIERREZ1T> BT, %
NUTO/RETHRIBULEICHERU TFERR TH > & WS ENETTHEBES
M7 oT—hAETREINTED, BERERSORERER/AL DEFTY X T Z 5
U SR, REEZREITDIEHNRETH S,

BHEEEE(ME Y L 7 F = 21.8mg/dL) K, 60 U EDEETIE IVCY, CY D
BE5E% 75~50 %ICTHET B,

BE & IE 70 MU LEZ WS, BT & IFHBETEETS L EETHS OB E
HEFAINDZBEEIETD,

E2:

E 3

x4

THETPEREVARTH -7 (T 11), 75 GBM FifkHl
RPGN TlE, @ PHROAETORZFRD L 0D, BT
BIZVELEDLOTARTH- (K4, RY, 10), RPGN
BHEOILCFERNZHER D 6 BYYEIC L 2 b O EERTH -

7208, SEAEDIREEDMERIC b hh b & T 2 offiic 21k
7, CHIZBWTHIRD 55.9 BHEGERETH - 72 (R
12),
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a
1.0
0.9 BHA : 1999~20015F CHA : 2002F L&
% 0.8
g
#% 0.77
AHA 19984 LI
0.6
0.5
0.00 6.00 12.00 18.00 24.00
BERBEOZE (B)
b
1.0
0.9 BH : 1999~20014
CHp : 2002F LIRE
= 0.8+
T
% 0.7
0.64 AER 19984 LI
0.5+
0.00 6.00 12.00 18.00 24.00
BERBEOZE (B)
2 RRETHEBRERBESEDTROMER
R 9 RRETHEBRERBICET2EMTE
6 718 12 1A 24 hB
BREGH % |BREAHR % | BREAHR %
—RME
. AH : 2 ) 2 }
# GBM ik AERE A0 | %9 885 o 805 & 85
SEREEE A B #A 18 88.9 15 88.9 15 82.5
C A 22 81.1 14 81.1 14 81.1
H
Pauci-immune &% B £ 5 A ,Hﬁ 342 81.1 254 76.2 230 72.4
IR B 25 B A 147 84.5 113 81.5 103 75.6
C 240 89.7 165 87.4 134 82.1
25k
A H 14 71.4 9 63.5 6 54.4
Goodpasture fE{EARE B HA 5 60.0 3 60.0 3 60.0
C 8 62.5 5 37.5 1 37.5
A 50 85.9 42 85.9 42 83.8
2HETYFIRN—FTX B HA 5 60.0 3 60.0 3 60.0
CH 10 90.0 9 90.0 8 78.8
A 23 78.3 18 78.3 18 78.3
Wegener ZFRESE B HA 9 66.7 6 66.7 5 53.3
C 13 67.7 8 67.7 6 67.7
A 157 68.4 102 65.7 90 61.2
AR Z R MmE XS B &7 57 77.9 39 77.9 37 73.6
C 126 82.6 81 79.3 57 73.3
A 883 79.2 643 75.5 586 72.0
EXE B Hf 321 80.1 228 78.3 211 72.8
C 556 86.1 365 82.8 281 77.7

#: AHE BHIFEIT p<0.05 $:AHI& CHIFIT p<0.05 &:BHi& CHARFT p<0.05
GBM : glomerular basement membrane
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R 10 2RETHEBREREICKIT2BFE
6 hA 12 hA 24 H A
BRI % | BREMR % | BREFR %
— R
L AH 31 44.7 12 44.7 11 44.7
1 GEM AT BT - o
IR B HA 17 58.8 8 58.8 8 51.5
C A 18 48.5 8 48.8 8 41.6
A HA 320 72.4 189 70.9 175 66.7
P ) Az ; k4
auermmune %*ﬁ B 5 137 87.9 99 852 87 798
MEARERIRE 2%
C A 233 83.1 136 81.0 134 75.2
25
A HA 8 60.0 3 40.0 2 40.0
Goodpasture fE{EEE"S B HA 2 0.0 0 0.0 0 0.0
C A 5 20.0 1 0.0 0 0.0
A HA 47 89.1 39 86.8 38 84.4
2EEHETUTFIYR—TX B £ 3 66.7 2 66.7 1 66.7
C A 11 80.8 8 80.8 8 80.8
A HA 20 85.0 15 85.0 15 85.0
Wegener PAZFREE B 7 85.7 5 85.7 4 85.7
C HA 12 83.3 7 83.3 5 83.3
A HA 144 74.0 81 72.1 72 69.9
MR 2 R mE RS B 53 88.0 32 85.1 29 85.1
C A 118 89.0 71 89.0 50 87.0
A HA 812 73.3 483 71.9 442 68.7
fEHS B Hj 288 81.3 183 78.6 163 75.4
C HH 521 81.8 296 80.5 226 76.7

#:AHI& BHIEIT p<0.05, $:AHI& CHAEIT p<0.05 &:BHi& CHAET p<0.05
GBM : glomerular basement membrane

1.0
CHp : 2002F IR
0.8
HA : ~
/E\ 064 BHR : 1:)99 20014
i AR : 19985 LIAT
%
#% 0.4+ . .
Number of the patient at risk
Al 9o 347 250 236 226 215
BHA 136 104 9 85 78
CHl 9341 215 164 122 91
0 6 12 18 24
AERBEOZB(A)
3 ANCA BiE2&E
II. RPGN OKEER

1. RPGN DO#ES & RRE
A. RPGN DJFE! & 548

RPGN 13 B5EM 2 H AR RBR IR 58 2 525 5 D 3t

1.0
CHj : 2002F LI
0.8+
ez 0.6 / BHA : 1399~2001£E
$ AR : 19984 LIAT
% 0.4
Number of the patient at risk
Al 0o {347 185 176 164 156
BHA 136 87 79 69 63
CHE (5 o341 177 133 97 72
0 6 12 18 24
AERBEORE(R)
ETHERREBRDOFROER
B Tdh 21, EHEEHISNETT 21200, filars

O RAMERIEYE, & SICIERHEMEE R & 2 2, STERHITEER
AR 2 EN% L, Ry v ERICEHEMIE B
T22E5H5, WUHITIEAEMED X X7 WIEED
A BAMAE NI - B2 LR ISR O 2 DA DEE D
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B IGEBRE OIS 5 2 K

® 11 ZSEEFBTEHANT—RETIVICELBETC, BRICEEEZSZDEF

N T Bt
T
HR (95 % CI) p HR (95 % CI) p

EH (IR © <59 %)

60~69 % 220 (1.54-3.16) 0.000 | 1.38  (0.99-1.92) 0.056

>70 % 3.32 (2.35-4.68) 0.000 | 1.20 (0.85-1.68) 0.301
PRI (XS8R 58) 1.14  (0.91-1.42) 0265 | 092 (0.71-1.19) 0.536
PR ZE (RS8R« 4%) 194 (1.51-2.48) 0.000 | 0.83 (0.63-1.10) 0.199
TE B fHAR K 0.98 (0.90-1.07) 0.621 | 0.98 (0.89-1.08) 0.725
mEF7 L 7F =2 (K : <3mg/dL)

3~6mg/dL 1.85 (1.39-2.47) 0.000 | 3.26 (2.17-4.90) 0.000

>6 mg/dL 253 (1.88-3.38) 0.000 | 11.77 (7.96-17.40) 0.000
3% CRP (X8R : <2.6 mg/dL)

2.6~10 mg/dL 095 (0.73-1.24) 0.717 | 0.72  (0.53-0.98) 0.036

>10mg/dL 1.46  (1.10-1.95) 0.010 | 1.22  (0.88-1.69) 0.243
ANCA 5 (3488 : PR3-ANCA BiiH)

MPO-ANCA Eif 0.69 (0.42-1.14) 0.144 | 150 (0.79-2.83) 0.214

ANCA 5% 059 (0.29-1.18) 0.135 | 1.72  (0.74-3.96) 0.205

ANCA, 71 GBM Hi{Fit5 4 0.61 (0.30-1.24) 0.173 | 3.27 (1.50-7.11) 0.003

1.01 (n=106) 0.91 (n=80)

091 AEA : 19984 LI 0.81
2 ool / BHA : 1999~2001% 2 0.7 ASE © 19982 L4
& " —t &
£ / % 0.6 )
7 ‘ = BHf : 1999~20014
# 0.71 = L

CHB : 20024 LIRE 0 LL_:"“I ‘ [ |
0.61 0.4/ -t —t
CHA : 2002 LI
0.51 0.31
0.00 10.00 20.00 30.00 40.00 50.00 0.00 10.000 20.00 30.00 40.00 50.00

T TOHOEIRE (B)
4 ¥ GBM HifFRIE

b5, R - BT, IRV R CRE OFEE, RAEH]

NEE TR 54, HELT U 7OEF TR RINAE o ZEi-eiE
DFHELDSRD &N 5, FOLHUEETIE, ZOWEICLD,
T G R DLRBRE « X 9 v 7 LA O ERLR
(granular pattern), REFEENDHLRILIE (linear pattern),
X O RIEE AR DU % 528 72\ (pauci-immune) 545753 H
2, LRlEMIEATR, ¥ X ANCA, i GBM ¥ifk, #i
DNA PifE, A% 7% £ o MiEAiEE 2 ik L T,

pauci-immune ! RPGN, #i GBM {47 RPGN (Goodpas-
ture AEMEREZ & 1r), SIEEH AT RPGN @ 3 DIZKHI &
N, & 51T pauci-immune 1% MPO-ANCA P14 RPGN

HMrFERE CORE (R)

HETHERREBRDFROEER

(MPA % &) £ PR3-ANCA Bk RPGN (WG % & ir),
ANCA FEERLSERI B & 115", pauci-immune B0 75 7
12, BMED AR R U CTIEHES % — X% pauci-immune 42
H AT B 28 (B BRJS ALIMAE % renal-limited vasculitis
RLV) &, 2 DIMERIC X ZRIEZRFEI MPA IZ5HI N1
T&E7, L Lads, By RLV L Z2W 3N TEAEF O
B, HIR &R O IMAE 2T AT R & B RER
DY Lo THETSZ I EDBMoNTEDY, RLV &
MPA DFER, SFEIZOWTIZHEZ 2 G2 3 3,

B. REWHFE, ¥AGEBERF

REE A AR RPGN T, Jilli o 5 &1k (DNA-
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® 12 DERETHEBRERFICEITSIER

1998 FELLHl 1999~2001 £ 2002 FELIKE

IREBEH(N) 884 321 568
THEBEREB(N) (%) 351 39.71 % 110 3427 % 102 17.96 %
EERBERREE(B) (8@ (B)) | 59.4 (0.0~213.6) | 36.8 (0.0~98.8) | 17.5 (0~59.2)
RRE 169 481 % 42 38.2% 57  55.9%
BEEMENSREERR 57 16.2 % 18 16.4 % 16 15.7 %
WiIRAR£ 102 291 % 27 245 % 25  245%
MR 2 109 311 % 20 18.2 % 28 27.5%
R B S FiRZE 32 9.1 % 5 45 % 4 3.9%
s B 1A Bt 2% 37 10.5 % 16 14.5 % 20 19.6 %
ittt} 48 13.7 % 8 7.3% 12 11.8%
A HA I 18 51% 5 45 % 4 39%
JEBETHII 4 1.1% 1 09% 2 20%
S > MELARE 35 10.0 % 14 12.7 % 6 59 %
BHOHEE 3 09% 6 55% 1 1.0 %
EERm 33 9.4 % 15 13.6 % 7 6.9 %
Ed NS 36 10.3 % 17 15.5 % 12 11.8 %
ZDfh 17 4.8 % 27 24.5 % 16 15.7 %

Pi DNA ¥iffe &) 23 B P L Clith R 2 1L L,
TF 747 k¥ (Cha, C3a, C52) %7 €Y ¥ (C5a)
DL N, IRER, ) VoK, R/ e m 7 e =Ykl
D RIEMNADEE - BIE LT, A b AL v, HEEE,
H A RRRER A S 4, Bl RE 0 R ~ FEJE A o) Wt
HOEL %, F£7z, C5a EFIIRICEEA IS CSb 13
IZ C5b-9 J¥JK, T 724 H membrane attack complex (MAC)
W EL Sk U, RAEMIEO GG mAE N R o
BN ABIN R 2 3 2 RIEMNSERE, 7% 5 0T MAC
H A o 1178 P9 R R 12 & - T b BRI BE o) R~ 5L
JE D WTFHE L 520,

ANCA FPE RPGN 128 W TIE, EYYE, R WG Tl
W7 P BREERIC L 2 2 — S —HiHPRTF 7Y A
v, ¥, HEAL EEEE 2 EORIBIC X D, TNF-a %
IL-8 7 ED RIS A4 b AL VIS N5, b3
YA b AHAITED ANCA MG & % 5 MPO §° PR3
D3RR BAER O a2 1S 7B X 41, MPO - PR3 % 7
X Fc L& 7% —%4 L T ANCA DSEA L C, Gk, v
VOSBR, BER/~ 7 m 77— E O SEMTaTEEL S
7z, Ifihd MPO 43 1 D3 hFh BRE M IS A5 & L,
ZHUTHK LT ANCA 23567 5 2 & S IFhIRIGHENL DR
Wo—2 & ST 22, HHAL S e KAEMLHEA: 3
%A b A4 v, IR, SOOI, B
75 DG L, BAIIERE D EE~ BRI O WA N LT 5,
F 72 Z DORFIC ANCA FHERDSIMAE N BN 2 i g AL L
T, BEDTTRTrENIA VLT Y —DFBl 2 FL L T

2 27,28)

BRI L TW2 2 EHRINTHEY, 4,
AR, MR 7R E DB XD, AP ERASERLR & o R
FLru~F vh ok M2 s T 5 BIR
(neutrophil extracellular traps) |2 & % Bl & BE D EEE~D
G255 S TW» 57,

¥t GBM Fifk% RPGN Tl&, BEYYE (S » 7 Vv Fihk
&), WMAHEMYE CERIALE, MELRFERE), WL &
W& O BoREROBENEL 2 L, VHaF—7 Y
D a3 $D C AIiD NC1 F AL Y Esrich D, d@n, EiEk
WIZEWTIE, NC1 FAAL VoL offaic kDRI
T2 (2F D hidden antigen DIRHE) Goodpasture Y5237
WL, FiAEERZ 200 NS NTHBEDY, 20
%, N AU 17-31 fto 7 &/ Bk (e =7
A Ea) & C RN 127-141 (2D 7 & 7 REIE (2 b —
7 BIER)MIHEOIE b =T Lo T35 T EHHIHL
T 23539 RO TlE Goodpasture FEMERETIE a3 4
NCI F XA ¥ Ea, EBfHIH & a5 B{NCI F X A v Eaffilki%
Rk S 2 EHFEOY GBM ik H L, IThoDIE—
7'1% hidden antigen D7z ®H1L GBM Fiffld kD NC1 F £
AVREREFEELRVZ EBPHS 2 EIN, Thb
%, Goodpasture AEMEREDFEREIC (X 2 D NC1 F X A4 VK&
ROTHEIC X 22 E =7 OBHEBBRIETH S, EEIN
7.4t GBM Hifk oSk &9 2 &, SRR YR L,
SHIZNEDFEAET YA FAA v, IHEBE, EAD
fEle R ulitk, WERZ EHMG L, B ORE~
HIRBEOWHEBEL 2 bDEEZNT WS, —J, #i
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GBM #ifk & ANCA Dli# GIEDRER b H#ET 2 2 & o
5, ANCA DSRERFILEIEE OFER & 4> T, Rid & F
ROVihDEESNIWFLEZ SN TRBY,

WTNOIREIZE T Y, EHERERICE T 2 LEOW
ZE LT T OMEREBEIMUEINTWS, Thbb, B
HMAE (REFBE D WAL X 0 IR D 7 4 7Y v B3R < v
PR T 2 L &b, RAEMIDSE T < R~ E
T3, INsDMfanfEcDATF 4 -y REETEI L
kD, X g EEMEORMSE SR Sh, K
TEAEAER & O M U 72 SOEMAE & AH % o ¢, MR A
DR ENZ D EEZSNTWE®, —F, KIEBRY
v VIR E THEIET B L, X~ BRI KAL
HWhRERD GG LD D, BEMEZRE S L, FAKOM
Jafic 2 7 — 7 > MHER SL R AR B s B L, B AR
RGN U, SRR, & o i3s3 iE k&
LT, MR EHERL Tw L,

2. AAV DR ETRRE

AAV 1F, FEYEME R D 72 0 TR/ INEIM AR 23k X
1, ZDIMHIC ANCA DRI I NS 2 L 2R L L7
BECTH Y, EULAR recommendations “Cl& M4 A DL _ERrGE ¢
21 PESNEPEBE R T, RGP RIS 2SBR A S, R
1 72 A BERR T 1 % 388 2 9> ANCA BlETh 2 1 L iE#HES
1.%%, MPA, WG, Churg Strauss S5 RE(CSS) /7 L )L ¥ —
PERZEEMENE RO 3RENEEFN S,

SRR A 28 13 1A BE D 80 2 T & 2 B P 28
BTH 5, WHBIWITIERIEIC X 2 IMEEEDNEEZ £ 5
7479/ A4 LD, BRMEIMNE R LWTIXN 5,
Kussmaul & Maier (& & o C## 8 P:B IR & PH 28 (periarteritis
nodosa : PN) 2375 &%, Z D% MPA 73 PN il L
TRk INB X Ichot, THITHAT WG, CSS 7% E
DOPEB S G S, 1990 £EICIFKE Y 7 < F 224 (Ameri-
can College of Rheumatology : ACR) X D FEPRINRH# & Jis B
PR E A bR 1T WG, CSS, PN O3S ED i
I, ZTD ACR FHITIZ MPA FFlAAN S N T
Mol EBHD, F Lt L2k (Chapel Hill Consen-
sus Conference : CHCC) 73 ¥ T2, WHIAI BN 2> & D348
E LT, ZOREIMBEDOYA X L > THEZEHEP Bl
BIRSE 72 & % RAUMAE 212, FEEiTEL FEBIIRSE (polyarteri-
tis nodosa : PAN) S JI[I& 7z £ &2 tpRIME R £ L, J/hil
MmER E LT WG, CSS I MPA Sl Z 5N THHE N,
PAN & MPA 2HAIEICXAI S NS K9 itk o7, Ll
CNFE TOFMEINETIZ ANCA ZAZEEH & L CIFED

ANSNTE ST, ANCA H3P: CHERIN 2 R % Ff > <
Wiz LCh, JREARBETDSREET, RERICIE R
272 2 &0 BTEM R S Tz, Bol TIERTNR O

), EULAR recommendations T AAV DEFHES Watts &
DT NITY ALz E ANCA ZINH AN FEHEDLIRIBI N
THEHW, 58 ANCA 2D A7 SWIHLEED T H3IRF
SN D, OHETILIEAE T B A EIR N R TR <
ANCA %) A7 S BOBEFMEDERINTED,
MERBUS Tl X SN TV 2D, Tk TR HEHE
LR T TES T, ZOMEI T ARAMETH >
oo JRAEGHERI AL I 4 CHEG M B IRBFZE )
HEAMEINAE 221 BE T 2 FAAATZE (Y RS L) 12
THIBETTHOTAAV DTS AGRR OBUR & 2 DA %%
& LAEEICBI T 2 B (RemIT-JAV) 128\ T hH H3E
DAREMIEDWGE TON L TETH 5,

MPA X, JEBAAIYIC 1T pauci-immune B PAZEIE % £
OB NLNERTH D, HROME D UIg LIEREE
INb, HEWBIEIAES 5 2 LI3FT, %< OEf
TEWREZ M, BT pauci-immune B OEFENE: H
I R %2 R0 203, BIREDAHT WG & ORI % 1T
I DIINEETH 5, WOKDEE TIX, MPO-ANCA FtE2s
60 %F2HE, PR3-ANCA B 30 %REHE & ST 245,
bHEORFER RS REE O N RE RO MT T, JLiE
DES H 5 D3 MPO-ANCA B3 90 %, PR3-ANCA [y
PiE 3 RfRETH > 7, RFEMER & L UIBEREIRLS
{ 70~80 %D EEZTHD, ZDIHH 60 BRI RPGN %
BL vz, FRMiFEEX 40~50%THSNTED, Z0D
% DEEMMRZ 2L TR 3008bBEOBMTH 3,
R THRIGIHERLE % 20 %FREDHETHD TV LY,

WG 1F, JRBEAEIC IZAOEIC 3 1T 5 AISRIRIE S00E 2 R Y
ELTEY, BRI A RS R 2R 5,
HDED WG Tld PR3-ANCA DRGTEFRIZ 60 %L & )
HEnTwz?, IR, EERE, hH% S0 EXEO RAE
ZPFEE LT, R, [EX, MixEoTRE, 61
fER E 727,

CSS &, JRHEARI I/ NIMAE OBAEEME K & & D
I, MAEA OO IR Z & i Bakizs 2 R s &
%, bPETOEEREIC XU, 1o B35 T MPO-
ANCA Bt % 580 29 BRI 1358 S 823647 L
Z DBUFIBER OIS 2 o THIEIC R 5, SR HMRR% %
80 DA TR, Z DIZIFIREREEE 7 & DlaR bR &
Do

PAN 13 22 A L 1 AR A 8 % Hhuls & U 72 AL I
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BRTHD, MPA LIZXI SN BERETH 5, ANCA [33H
WEETH D, HRIAHORHEEDO L O L B BT A
VARG B L 72 PAN EICRBIS NS, HEGEDE
R & &b IT, RN MBIET, WE, Bk S
k23 FIE W ELZTI SR T,

WOR DR TiE MPA DT 1 FEAAEDS 80~90 %, 5
AEAAETT 50~80 BfRE L T SN TL Y, ZNnET, b
DENCE T2 AAV BERETOAM PRI S 22Tl
D> 7z, MPO-ANCA BHELIMTE 58 12 BY 9 2 BOhiE EERIAH#E 7
vk a—LoEHEEHS 2T SN K
(IMAAV) IZEWTHID T, bEIZEIT S MPA % Hub &
L 72 MPO-AAV HFIC B W T A P RBLERNRIFTH
2 LRSS N BTV R,

M. ZHEDEEE 2010 EEICE T D25EE
FHOBETZ RN

1. RPGN OEAHEEDZIELE, KIS

RPGN O P U E D 72 8 12 13 B EEHE [ % o) g JiE 75 FLIY
IZ RPGN % %€\, B A% & WAl Wi B X OGH 3]
b 70 B R PRSBSOS T 5 2 L SEET
Hb, TOL)RBEDS, RPGN OBHEEH T, BIE
BEzEME L uwEBER DT ICTRHERO DD
RPGN ZWiiE#h & X O, B EHMEBEERE M 1 o
'RPGN fEERZWHES O 2R L T & 7, TRIIF LD 7
& @ RPGN #ZWifaet <, MR, HEAKR, FfEREED
R YERAT R 2 388, ARSI 7 L 7 F = v 3% PRk
BOIEHFME D b @l (—IcEsERc X 217 L 7T
=V OIEFAEIE B 1.2 mg/dL BUF, &M 1.0 mg/dL AT,
Jaffé YT 1.3 mg/dL DAY, 20t 1.1 mg/dL LN TH
%) T, h GBI SEAERT HL (M CRP @i 72 v L AR

iE) %258 2854y, TRPGN D%E & LT, BB
BEBHICHEN T 2 2 L 2o T, L Lasso i, 8
B g (chronic kidney disease : CKD) D& A3 ST 1A
0, TRIAF D 72 D RPGN ZWifE e 113 WG] H3ph g
EEZoNk, T4bb CKD DZWICIX, BEREN3 A
AL Rk 2 2 £ Skt L ShTw s, 72, B
JRIEEL 1D T EABRARYE T O IR TR (+) BLE, 2>
2, EAWR(+) P EDS 3 A HU EORKE Tl L TRD 5
Nrgaicld, B EEMEEERE A~ O/ 2 I L Tw
%, L L7%&D35 RPGN OBHD - DITIE, S0ERT L2 1
W, IMEAKE DT 0% EHERE DI T A3 d hU LRI 1 B
MR N O TN s 2 EEETHD,
DR ERFICTERER T 2088 H 5, 51T R D
RPGN Z ¥ RLT 2 I I3 BB IEHHIFAChH > TdH, ik
B RMERBEFEPHELL, WS I EYE & 13 8B 5 %E
iRz GA, &2 VIRRIENABEETH > T H 1M
SRBRIAERIC & 2 EHERRR T I T, BB AE T Log 23
5ITHEVGEREEOAIMZ ML) AR E, BRI
& h RPGN 238N BIEFIIC DT, MY 12 B
MEREBE~OfN%2TIRETH 2, 2ET7 V77— Ml
FIHED { RPGN OFIFEAEIR (TR S) ISR L2 & 9 1g, WR
B2 RIS F R I 15 RPGN AEHI2Y 2002 4FE LA T I
60.7 e DREGNC T, TORZ I SICHERBRE T2 2 Lo
WIS ST 1 2RI L 72 (R 13), S 51T, CKD BN
A RO RENTVE KT, MiE7 L7 F= v RET
DHWT LD b, MFFEZ L7 F = RIICHEE L 7R EBR I8
B & (estimated glomerular filtration rate : eGFR) % F\» 7z 1%
DK D IHER HIWT RS 1 fTb g 2 &, D CKD
BENA FOLMRETORZEEZEEL, BHEEEICOWT
&, i 7 L7 F = Tld <, eGFR<60 mL/min/1.73 m?
R oBMEHEO—> T 5,

R 13 EETHEBRERBFHREROIHDZHEH

1) RRERE(EE LTNROEAR, PR

2) eGFR<60 mL/min/1.73 m? *2
3) CRP S{EVYILIRE

LD 1~3) Z2BHBHE, "RPGN DFEL\ & LT, BEFIRRANDRZZEH 5,
2L, BREBERREZRMAIRLHER TR, BREDEBIBZWVW EEERT 5.

BE, BUERLEDOEH, BEBRICHSBREE
FFZUEBBKRLU, eGFR #HitE T %,

REENRELNSIHEICE, 1~2 BEMUAICILEY L

EEE, BEREICLZBERERRETE ZZBICKESNBEFIIEML TV,
BEHIRUBREREICDOWTIE, BHEENIERE TH > TH RPGN ORJEEE % SIBICE K DEDH Bo
¥ 21 eGFR D EIE, bHAED eGFR XTHZ THEAW S,
eGFR(mL/min/1.73 m?) =194 X Cre ™ %% x Age ~%2%7 (% (& Z 11IT X 0.739)
L, MBI L7F U DBERERETITS>TE,
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R 14 DERETHBRERFEEZHEH

® 15 BEHRNSRMEXDODRTEE

1) BoENSEAADBEETRRICETEIETT %,
(REDIEE, BEDRD, TOMOBRET 5%
MY %)

2) MmFR(Z < FEEMRAMER, #ICARRMER), S8R,
FIER7R & DB RIERFIR Z386H %0

3) BEDREEL EDBRWGE PR ERIRAE TRAT
BHEsnWEaE, RRERYBRESMRE,
CTREIED, BOUIRX BREDES, Kk
R, REMELGEDFzVIICELD, EEBER2ED
ERlzaH T, MENICHIRT %,

"RPGN M iE 2 With ik, (R 14) 120 TS O SGET 13
7‘; b )O

2. MPA OEEHBEDODHERE, RESE

2002 FICHIfT S 417 MPA DOZWIHHEIZ X % &, MPA
BFRINDIMEDORIHIVNUME TH 2 Z L, KEDREH
23 ANCA BBtE% 77" 3 2 L9225, PAN 205 40ff - a7 L 72
P TH 5, MPA OBZWIHMED R Z R 15 189, 1)
AT/ SNk &b, HIKIER - A HO AT
MPA LZMWITE % Z L, 2) MPA Dlifigle & L CEsake
IZIRD 5 1% B B (SoOET TR BRI RS SOREMERE) &
Jifipa 22 (Rt I, VBRI 28) @ 2 % FEBER: & L THL
DANTH 2 Z L, 3) bHEIZE > MPO-ANCA Blt:% £
BREFT RO Z0IHAANTH S 2 &, 4) HEZHEHE
(definite) & £E\> (probable) @ 2 12431, FEIEFHIH o
KL EDRLSTIRER R IN TS 2 EDPELRTH
522)0

nE, BEFHE L UT»bFons,

1) RBWIEHEDMIRIC 1%, F 3 RYEL LIRS, b
DB W 7 12 X B IME %, MR RZRNT 2 2 L
DR TH 5, ANCA IZIME RIS, GO NIER 7%
EDREYE, 2T ) T b —=F A% EDRBEHTH
WrERTZEDH 2,

2) Lo (SR %, BEYUEZR &) it s iz
A G VeI 2 (FFEMEMAE 28) T, fho U4 v i Ag
REDENPHIETH 5, MPA % 5> 7 HGEICIE, R 16,
17 ISR T2WHEE2SEIC LT, £9 CSS 2L, &
512 WG & OB HETH 5, MPA DZWikHED T8
BAIEHE 121X, MPA CTHEAHELICA 5415 MPO-ANCA P51
BHITSNTW» 5, KHE LD 5 PR3I-ANCA ED
MPA % MPO-ANCA FtED WG 23fFET 2 2 L ICHEED
WEETH B,

(xE1EH]
(1) EEZ5ER
ORERETHERREE %
@M, U< [SREMERm%
OE - M OISR - &3, T, EE R,
LRMEBERRIRE
(2) EEHEBR
BN - EMME - HEMMSMERRO T, MER
D RAEMERRDE
(38) FEREMER
(DMPO-ANCA Bt
(@CRP it
@®FEHR - MR, BUN, IEJ L7 F=V{EDLR
@HIEE X #7PR R - 2EEs (Ml dm), BB
(4) #¥E
(DHEE (definite)
(a) FEFEERED 2 BB EZHEL, HBFTELGIE
DY
(b) EBEEERODELVQ@ZzED 2 BEU LZ
LU, MPO-ANCA H'B3 DA
@%%\\ (probable)
(a) TEMERED 3EEEHLITH
(b) EEFEMED 1 BEH & MPO-ANCA Bt D)
(5) #ERIZH
(DFEETIE % FED AR A
(@Wegener AZFREE
@7 LI —HERZFEM I E X (Churg-Strauss GE{#EE)
@) IR E %
OBEK@EETY TV N —FR, BEfUIYFRE)
E©FBURIME %
[(5E=£1E]
(1) TEEROHBIRT 3 1~2 BREBNICETRE(Z I
ERERE) ERD DHINE 0,
(2) EERERD, QIFHHEFI TRREIC, ZOMOFITIE
WIFhh—Ah%ITT %,
(3) %< DHIT MPO-ANCA D Dl id &R ESEEN 1 & F1T
UTEE T %,
(4) BEZRHICHIET &, BRI Z0HH S,
(5) BRANEEDRKEBIFFEFRENEXREZZT 2D, FHEI
REBREREMENSHEATE 5,

(xX#k 22 £D51R)

3) i EDERIF S 4, MPO-ANCA B51ET 1 f#s D &
PIRINTWBEAITIE, MPA & L TIZ%E\ (probable) D
T E D, Lo LiL4EIX, MPO-ANCA [ pauci-
immune BYEEAEIE (3 HARTZRE) SR BRI RS 28 13 B IR SR L o>
MPA T& 2% B P54 % (renal limited vasculitis : RLV)
LABRINTVS,

AR ST HIE (3R 18), MPA O PREIENE X OAEEE
P BNLD K 9 Il b O AL - %0 - D S MPA



MEFT MBI I B 5 2 AT /E B 525

& 16 7 LILF—EAZFEMEME X (Churg-Strauss FEIREE) PRIELE (FEAMEME R DRIR 1998 )

1. EERKAR
(1) [VEXHEHDWET7 LILF—ER%
(2) 4FERERIENN

(8) MERICKBEER (2 38 CUU L, 2:BUL), FERD (6 WAMUAIC 6 kg ML) - SRMEEBEL, HIEEHM, %31,

LRI (%), B (HAET))

2. BRI DR
FERRE W), @QbFTL, G)NRIET %,

3. EEMEBFAR

(1) BEEBICERSFRIREEZH SHNMEDORIFEE, Kicld7 7Y /1 NEEENERDOEE

(2) MENAFEDOEFE

4. HIE
(1) FEZE (definite)

(a) EEBAFMEDSEXEXMEH D2 WRE T LILF—MRK, FEREMSLVCOERICKLDEROZNZN 1 DU LR
~U, AR, TEEBFRFREO 1 BEREHLTBE(FLILF—ERASEENELX)
(b) FEMBAKFRE 3IEEZMIL, BEARBDOR#Z RUHS (Churg-Strauss fEIZEE)

(2) &%\ (probable)

(a) TEEEARFR 1 EESLOCETEEBFARD 1 BEZ B THE (7 LILF—ERZFEELEX)
(b) TZERIRPAR 3 IHBZ W I 1, ERARIEAEDIHE RS 1255 (Churg-Strauss fEIREF)

5. BELRDIBEFRR
(1) BmskEMA 5/ uL)
(2) I/IiREIEHN (40 5/ L)
(3) Im3& IgE #h0 (600 U/mL LL L)
(4) MPO-ANCA 3%
(5) U~ b RAFBMK
(6) fiziMEEs

DERERE 2 BIER, S EREG], BIEGIO 3 DICHT 5,
R EEG O 3 Ed L Lo RE L dEm T RICEE R &
EYlESOFREOBTH Y, REEECHAREIEIN
&L)ZS)O

GEETITFED AAV DBFETA F 74 vicEW»Tid
2002 fEICHIfT N7 MPA OSIEIER 2 HE 9 2 2 L 25
AELTw3,

3. EEESE

RPGN O Z# 15 &1 (FIHK) T i3 i PR BRE FE 1 oo 72
MPO-ANCA ! RPGN DZHE 7 )V 3 X LADRIBI 1T
%, WK R Z 2 a 7L L 2 BmiEESHER 19 TR T,
BRIK EREFE 0 0L, OB OSER 2 fEH L <ot (K 5) T
LPHRTPEITETH D (R 6 2 AUNO R P I
L 0), 5l & & L PR VIR IGEEER O F 1) 2 5 ik
THHILEDBHENLTH 5,

RPGN D @Z#ifRE T, BRELELICED W7 ANCA B
P RPGN OB T L2 XL ZEFL Tw 5 (IV-2-B-1)
ANCA [yt RPGN OYIHIAEE OIS . 4Flin, I 2

(CNSBRERMRIZINTOFICERD 5N B EIFRESEW.)

L7 F =y, MREDOESE, I CRP O 4 DDRETTH
E XN BEHREREEEIZ IMAAV DR 7T b a—)ic
MAAENTED (RS, THEDOLED RPGN IZE VT
HAEMPHE XL w2 (K 5),

4. HHBAR

Wil DB c B TR LY, BRI 8 (R
20) % 1998 LEDLRTDRER] & 1999 4E DU DREH] TR P14 %
FEEREHNC I L 72 b DB 6 TH %, 1998 4F DU ORER]
TlE, 77— bRAEIC X 2 HDED RPGN OB AT
Zb LI, EHERIEEE, EHEED, BHEEREORE
zxhznAa7L, KIERRAOBITHRITELEEL]
WHPEDHIBETH o 72, LA L, 1999 LU DREGI D4,
WAEDFIHFE R, WBREDERIC XD, BROTETIRE
BERE TR DOEIMLIZINEE L 72> T w3, X 51T, BHRHHE
MR Z DA% 3% L T\ % grading & staging 7348 (T2
HGEA TR SOREMRE O IR ST (WIRR) 1< 388K) 13 FEH I3
7 5w, BEEMO—BEICZ LW & EOREN D
o> TED, WA BIC OV TIETE 4 % 5
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& 17 Wegener AFEAEDZHIEE GHAMEMEXIRIZ, 1998 F)

1. EERER
(1) =& (E) DIER

E:&(RMEER Hm #%5%), REE KOET, BIRed), BEEEX), O - REE(ES BES,

(2) Afi (L) DIER
L:IMER, MW, PRI
(3) B(K) DIER

mER, ZEBR [AEICETI S8R :, FE sS0E

(4) MEXICKLBAER

SUBEIZE)

OEHAER © FEEBCUL, 2 BRELLE), FERD (6 #AMUAI 6 kg M L)
QEFsEIR ¢ KB, SEEACR), LBIEK, SRMEBMER EMEORE HEERMm MRRX

2. FEMEBFAR
QE, L K OEMEZ NS EEERFELER
@%&ETO7Y VILEEHDIR WERAEF AR E %
@ - HHENAR D IRFE LT RE LI E X

3. IEREMR

Proteinase 3 (PR 3) ANCA (E}¢41{4% T cytoplasmic pattern, C-ANCA) h"&XR(ICBMZRT .

4. ¥IE
(DFESE (definite)

(@ EREE), ML), BEKOZhZN 1 BRERZESEEFRD 3 EBEHU LEEZRTH
(b) EXEE), ML), B(K), MBEXICIDEEFERD 2EBEBRUERSLY, EBARED, @, @01 ERUEERIH
() ER&EE), fii(L), B(K), MEBEXICKLZEEFERD 1 EEUEEERFARD, @, @0 1 BB L& LV C(PR-3)ANCA

BB
@%E\\ (probable)

(a) LXE(E), ML), B(K), MEXICLDZEEFRDSS 2 BEULDIERZRI B

(b) EXE(E), Afi(L), B(K),

MERICLBDEEEROVWI NN BES LY, HERRO, @ @0 1EBEZRIHA

() ELxE(E), ML), B(K), MEXRICLZEEEROVITNA 1IEE & C(PR-3)ANCA 5itZ R 6l

5. BELRZREFMR
DOBIMmER, CRP O LR
@BUN, IE7 L F7F=VDER

6. SEAIEHT

DE LOMORAEIC K ZAFELERE (VLA R—YRBE)

@t D IME R AEERE (BEMRNZRMELR, 7 LILT —HAZFEEMEX) (Churg-Strauss SEMRAE) 2 &

7. EEE

OLTEE), ML), BKOIRTHHI> TWBHIEEEE, FREE), TREL DSEEHHULLIF 2 DOERICEER

20z REE & 3R,
@2BRIZE L KODIBICERNIEIRT 2 ENZ,

QRE#BULIES<CTSE, E LOREBICEERESHKEEETETDIRPELZEHLPIT L,
@E, L DAZFEIC K 2 HSMMERZEDZKIC CT, MRIBRENERETH 3,

(®PR-3ANCA DO OffildEREESE & FITLP T L,

HBEOMBNEMINSE Z LIZh>T\» 35,

5. EMBEESHICOWTOERS

2E7 V77— FAEORE, RPGN O FEEEEE D & h
T ESRYE RPGN MEMHE 6 & FE N5 (R 1),
RPGN & EVEIEES & O GORESITIX, MR AR BRIR R
Rl EORBRMBEE, 7 IuA F—y R, HEMME NG
[, AL O BRI, IR ALV > T A E

I & 2 EEER EDLERIEROENPINETH 5, £ 72,
AAV & B E OB EEPRE SN TS, 41XV R
D AAV 200 1l (MPA 122 i, WG 78 #l) DfETCIE, 10 %
ICHEVENEE 2 R0, RS & IR L AAV o B
HOEREIL 6.02 f5TH 27, DHED MPO-AAV 89 Hi
DIRTIE, 6.7 %I\ MRS %R, [FERE & g L
PEREE R R T BT 52 %, KT 17 f5E, Rich
PECHEETH Y, IR O RS T I MiEI L E S o
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= 18 BEMENZEMERDRKENE

HEA  O2BMEMERE : 3 BHRULOES
QMEBR : [REMER I E 2 (ZASEFEEE R A
EBREGH
@RBETHEBEREEE (RPGN) B | MBS L 7
FZUEN 1 AAIK 2 FULEICEMNT 3
RPGN
REfER - DRPGN TILEY L 7 F =B 5mg/dL X E
@UF A MM
@R
@OIMAREEEETE G GBM IiE) #1757
RPGN
BB
©HELEZFETL
BIEF : BRBE (1 DOESROADEE
DERBE (RPGN B %R <)
QBT FRHEEDY (i M BY (&BR <)
@ZFDfthpRy
a. By - EEIR
b. BiELHE
c. FBHRAR

(gt 23 K O 3EIM)

®19
mEs7L7F=y

FBRARFAR D A7 {LIc & 2EEEDE
FiwZD 15 CRP

A7
(mg/dL) * (%) AE  (mg/dL*
0 [1<3 <60 Fiiid <2.6
1 3=[1<6 60~69 2.6~10
2 6=[] =70 =l >10
3 BITEE
*HRER OB E(E
FRPRERERE w237
Grade | 0~2
Grade |l 3~5
Grade Il 6~7
Grade |V 8~9

ROEHETH D, D% IRIME RIGER I TEIEREE 2
FERINTWL B, IS 2 FERE ST U CB RS
IR T 2IER S TEIE L T 5, MFEOSHEL 2T VLB
ELTC, BB EodGE L 2 BIEREIN 1,
PR & B L 72 [ Dbtk Db RIS (L o355, %
ISR X 2 IS S OB, S bR X 2 Mgt
(IV-4-B  JEptatt, EEOHESR) % BRI nw»
%, AAV T3 Z OBWiRG B IEE O BEERE, A0FoH
DHER 24TV, AAV DGR BENEE O F A IER T 5
DD B,

Clinical grading for RPGN patients
AR Group A

1.01
0.8 , BRIREAEE Grade I
= n=258
E 0.61 FEPREMEE Grade I
17 0.4 EEEREIEFE Gradell
e 7 n=320
0.21 BRFREFERE GradelV
n=21 n=158

100,00  150.00  200.00 250.00
AEREREORE (B)

0.00  50.00

BEHA

}E‘EH‘EEE}E Grade I n=88

2 &
% 0.61 Euufi%/ﬁfg Grad§i11 48
£
17 0.41
- N FRIREIEE Gradell

0.24 EEPREEE GradelV n—58

n=5
0.0
0.00 20.00 40.00 60.00 80.00 100.00
AERREORE (B)
1.01 % BEFRESEE Grade I n=109
081 BRIRESERE Grade I n=290
=1

E‘\ 06l _BREREMEE Gradell |44
i )
W’; 0.41 BRIREREE GradelVL

0.2 n=18

0.0

0.00 10.00 20.00_30.00 40.00 50.00 60.00
AEmRREORSE (A)

5 KARBIDERREERRI O£ 7R
A HA 11998 FLIET B Hi 1 1999~2001 & C #j : 2002 &
LU

Iv. jaEdEet

1. BERCEEELCABOES L HHliE (B, BROE
%)

RPGN %9 % 9 2°C, JEIRBOPEIGEIME O R 7
AT BT <, R, FHAOHIE IZEETH 5, RPGN O
FERZ, TR O E RO T, BRERITASSEL, 2
DARMERFIFEANHE LT 2 0R08 % W 9 SR AN R
Dy, G E XTI RIC X BRERRDE K L 7 IREE % \»
Do

F72, RPGN OF B E 1, O EQERICE - EHZFD
RPGN OFEDOHAY, §74b b TEHEREH 2 I3 B RIERT
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® 20 BREABAROXI7LERATE

a. WRIEEBRXI7
237 ¥AMERE* (AREH REE - BERZE
0 AN
1 <30 % i)y BE
2 30~50 % TRHEMBR I hERE
3 50 %~80 % TR =E
4 >80 %
*REFHEE - 74T /A RERERD,
b. FRIEMEBFIRIADSE
R IR A B HOSR EA N—=#ILZ37  EFIEK
Stage | 2~6 207
Stage |l 7~8 214
Stage I 9~10 73
0.1 1998 & LR DAEHI
o Stage I
0.81 Stage I
S% 4
E 0.6
g 0.4 %_
0.2 p<0.0001
0.0 — - T . . . . . . . ;
0 10 20 30 40 50
eEEERE (A)
1999 F LIRE DESHI
0.1 l Stage I
0.8 Stage I © 4.:
% 4
1 0.6
£ ] Stage Il
% g
0.2 p=0.0057
0.0 — - T . T . . . . . ,
0 10 20 30 40 50

REE=ERE (B)
K 6 MPO-ANCA BHRFRETHERIKEBRICHE T2 RE
HEBZARER OB EF/IR

ROSEHOEMEL, BIBRE R T a A R peiifilsEo b &t
2N E T BHRAE 2\ ) o RN £ 0413
ERIEMEDOF 7 2 B2 RO 256,20 ).

2. YEeR(ERBENEE)

A. DD FEZEHDE U HsERETICH T 34
HRiaRis ¢t

RPGN D PREUGHICIE, BIREAETEAL AR 22 5L 2> & 3l

RPITERE R TS 2 EEETH B, £, Ji GBM

PUiARL RPGN 1T 4E 12 > T b K DIEH] T IARBHIA R

ICREBREEEE L 2o TB D, LWELERERASAEET

BRFBROUENASNENI S, BBV Z 9 DR

F % HIG ¢ 003238 %, RPGN DY) 2 B8 %2 17 9 1213,

TR & TS I D 72 0 1B AR 7 & D fLRRA AR

NBEE L L, TRPFE RO ? RPGN ZWiiest 1ok

& (R 13), RBEEDFEO NGO R 20 B s B =

AT %,

B. BERESEMEEREREICHT 2HaEEH
1) ANCA % RPGN O#IHREE

r AT—hXV b

1) 70 & b F 7 (@M HEAT R DR ERELE [ % 72
FHoEETE, FOEBEER T 0 A Rt
Ftad %,

2) 70 A CHIKEREEE [ £ 7213 M OBETIE, A
TaA POV RAEREHRRORIBRE A T a4 F,
FEAEETIZ AT A FoL AR ORIB RS
AFaA F+v7ui 277 3 F(CY)THERH
Hi s,

3) 70 i%bA b F 7 X BEHTHEAT H O R EAEFEIT £ 7-
BFIVORBRFETIE, AT8HA R OL 25E+H O]
BIEATaA R, 70 gl LTI REIE B E A
TuA FREIMOEREERT %,

4) 70 AN CHREEEN £ 72 XV BE TIE, A
TuaA POV 2k + ORI RE A Ta A F+
CY ZHAR LT 57, BHRE, AIHEZHIZREL,
B OERZ T 2,

5) ANCA &t #i GBM itk D3 [FIEZ 1 D54, RPGN
DLHEIREHC BT 251 GBM HifkRl RPGN DA
WEIT) L RHEALT S,

6) MPO-ANCA ¥ X ' PR3-ANCA [& 1 pauci-
immune UM 412 & % RPGN DGR T,
ANCA Pk RPGN ICHEL 72162 5 & § 5,

7) WAOERE T, WEEEEREEG IR VT, I
HRESSHER R DB HERE PR KGE IR L D
ETYAND DD, HOEOREG TS 5Tl
AQE




HELTIE R B 1S B 3 2 AL TS BE 529
& 21 RRETHEBRERFOVIREE
(A) 2URETIHEB X (21F)
1998 FELIRT | 1999~2001 4 | 2002 FE L& 2K
BIBEEERTOAR, REIMEEERU 90 1223% | 19 6.23%| 26 4.79% | 135 8.52%
BROBBEREXTO41 RDH 138 18.75% | 57 18.69% | 128 23.57 % | 323 20.39 %
2704 RV ZAEE+HROFBREXTOA R 360 48.91% | 153 50.16 % | 278 51.20 % | 791 49.94 %
FEMFIE+ROFEFERTO40R 58 7.88% | 33 1082% | 25 460% | 116 7.32%
FEIMEE+ 2704 R/ULREE+HROBIBRER | 87 11.82% | 43 1410% | 86 15.84% | 216 13.64%
FO4 R
RN HIZE D A 3 041% 0 0.00% 0 0.00% 3 019%
(B) MPO-ANCA B4 20RETIHERERIEE 2
1998 FELIRT | 1999~2001 4 | 2002 F L& 21K

BIBFERTOAR, REIMEEEER0L 28 7.69% 5 291%| 10 266%| 43 471 %
BROBBRERTOA RDOMH 70 1923% | 28 16.28% | 91 2420% | 189 20.72 %
27040 R/ULRABRE+HROBIEREATO1 R 186 51.10% | 93 54.07% | 198 52.66 % | 477 52.30 %
ERMFE+HROREEEAT70O40R 33 907%| 18 1047% | 18 479% | 69 757 %
FENEIE+ AT O4 R/ULZREE+HROBIBRER | 45 1236% | 28 1628% | 59 1569 % | 132 14.47 %
Fa1 R
R HNHIEE D I 2 055% 0 0.00% 0 0.00% 2 022%
HELLDPRIBRERXTO- N8, PSL 28 (mg/ | 0.85(0.400) 0.77(0.307) 0.71(0.279) 0.78(0.342)
kg/H)

A B & C B 1 p<0.05

= 21 ITHHED RPON G OWIIIAERE % £ L 7z,
WAED RIS R ORISR, BRI 2 B, ARk
Ik D, PRI A 4 T TICROE B X 12 E
A U T I C IR S IEBIE D % > MPO-ANCA
1 RPGN T, FORIBKER 704 FHM, H250i13A
TuA R OVAREHREORBREA T A P27, i
PRI 2 L 22 WIEFAS 2002 £ DAERED 76.9 %%
HOTWi, —8, AT8A FrO0 284+ EIE 2 E
AT 04 P Z SIEMGIEREZ B 5.5 5, 5077 7% G i
BEE BRI N2 BEBWIML < D, FEHIC X iRk
DBIRPTONT VWL Z ERTRBING, I 5ITREHEIE
FEAT A FOYINAEICE T 2 #581%, 2002 4 DA
IR 72 D PSL #A%E 0.71 mg/kg/H £ THA L Tz,
Z DGR, AAV IZB VT, IRBHED MK L 72 PG R R
W5 Z 22T % &, AfmTPRICOVTE, F
fin, BIRZE DA, YRWRBRLA IR EIPERE (SN A, %R
BHAFaA FRESZD PSL a5 >0.8 mg/kg/ HIZ H W
THRBIAEGPBRPARTH S 2 b ol, BT
BT OV T, IBEFIGIREAE, ANCA IZIZ, $i GBM
PP FHIEETH 2 Z L VHBELRE FRARK T TH 2
23, CY #5925 2 L 3B PHRAARICLEI LS L
MHL D E o T,

HIE DB EIEH TR L7z ANCA 77 7 A%FHIZ L
JRILZ & D RPGN DIGHLEZ R L 7z, SRIOMITTIE, &
22 TRL7ZEL, ANCA DY 77 F A7 6 NZ MPO-
ANCA, PR3-ANCA OWMFETH > T, FHRICIFER
BB R G 73, i ANCA 1231 GBM $ilE0sBa1tTH %
GARICBCTHRICEPRICEEZEZ2 2LV
ololo®, WHERECEB W T, ANCA DY 77 72D
& DFEFX IO, AAV—RPGN 4:fit & ANCA & it GBM Ji
DRI BRIE & 72 > 725G ORHRIEZ R T, BEARNICIE
HiAI7R L 72 MPO-ANCA B RPGN D IGHTEICHERLL , 1A
BRI O IR AL, i, ENfToAMIcLD, 4
FECHL QREEZ R L2 (BT, T2bb, 070 LA
R FEFBENTRAT R OBRKERERE [ £ 7213 Mo EHE, @70
AT CHIREAERE 1 £ 7213 1o E#E, @70 U L 721k
BHTHEATh D ES R ERAE LI £ 721XV B, @70 A T
EERERE LT & 72 X IVOEH TH %, e BIEFIZ DWW T,
70 %M LThH o TH, HEAIGEELE, SAEEHRILA &
LERL, | 77 LOWBEEZITIGELH S,

DIN, RPGN D@5 E OGO 2 Z07 (1998 4 LARG
AW, BEHHEZARL TERENEZT> T
(1999~2001 4E : B #]), 75 TH 2R % FIfT# (2002
EDARE - C W) o P2 Z O ISR 2 IR RIS DWW T
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xR 22 ZEERT(COX KHINF—REFIL, RTYTTAXE)ICLBET, BRICHEEZSZIZEAF

(AT (Forward selection method, critical Fin=0.05/Fout=0.1)
FHRF HR (95 % ClI) p
Fin (88 © 59 ULT)
60~69 &% 2.284  (1.383-3.772) 0.001
70 Lk 4286 (2.649-6.936) 0.000
& CRP (KR : <2.6 mg/dL)
2.6~10 mg/dL 0.776  (0.538-1.120) 0.176
>10 mg/dL 1.315  (0.886-1.951) 0.175
PR ZE (W58 - %) 2.169  (1.508-3.119) 0.000
mEIL7F=> (8B : <3mg/dL)
3~6mg/dL 2.250 (1.474-3.434) 0.000
>6mg/dL 2.492  (1.636-3.797) 0.000
VHEIBRERA T O~ R%5E PSL #18 (18 : <0.6 mg/kg/H)
0.6~0.8 mg/kg/H 1.555  (0.996-2.429) 0.052
0.8~1.0 mg/kg/H 1.645 (1.005-2.692) 0.048
>1.0mg/kg/H 2.132  (1.296-3.506) 0.003
Other variables considered : #£3, ANCA %723 X, CY &5
(B) B3t
FHREF HR (95 % CI) p
mEIL7F=> (HE : <3mg/dL)
3~6mg/dL 2.811 (1.595-4.957)  0.000
>6mg/dL 11.513 (6.827-19.416) 0.000
ANCA ¥ 77 5 X (X488 : PR3-ANCA EJd)
MPO-ANCA, PR3-ANCA Wi 5 2.891 (0.788-10.611) 0.110
MPO-ANCA gt 2.224 (0.699-7.077) 0.176
ANCA+#T GBM #i{k 5.403 (1.474-19.806) 0.011
CY &5 (W8 : IFix5)
cY 0.683 (0.474 0.986) 0.042

Other variables considered : &5, 145, M& CRP, MiRZE, FHEIBRER 70O Rik58 PSL &

ﬁ ANCARZ1#£RPGN ﬁ

|ERPREERE 137031 | | ERREEENE 3N |
[ 708RLLE % 7 135547 | | 70MLLE ¥ 7- 133547 |

YES \QS ’//féi///’ \\Qﬁl

ROBBEEXTOCNER || RFOCR/ILAEE+HROBBEEXTOC] || A7OCR NIV AEE+RBOFBEEXTFOCK+CY
(PSL0.6~1.0mg/kg/R) XFIVTLRZV AL 500~1,000mg/B X3+ XFILTLRZV O 500~1,000mg/Hx3+
PSL 0.6~0.8mg/kg/H PSL0.6~0.8mg/kg/H +
CY25~100mg/H
/-3
RIS IVCY 250~750mg/m?/B/B

ZFACRI IV ZEEB NIV
%7213CY 25~100mg/H
% 7-12IVCY 250~750mg/m%A/B

ROBBHEEXTOC K20mg/BRFEICSHKE

*70RLETIE, R704 KNI ZAEEETHOLEVWEE, E5ICHI1T L VARBEEHH-BAEFLEESNS,
7 ANCA BHSRETERREET R OAEIEL
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&R 23 ANCA BHR2EETHERKAFBEAT 70 RULTCEEMETHOEREERE | KB NOEE

DEGFELLVEFE
2 (0o EX 2 (0
N I HE7ER(%) BEFE(%)
6 B 12 5HA 6 7B 1248
A H
ROFBREZTO41 ROH 10 70 70 88.9 88.9
2704 RNV AEE+HROBRER A1 R 18 83.3 83.3 87.5 87.5
ROBIBREXTOA R+CY 4 75 75
2704 RNV AEE+ROBIBREX 704 K+CY 5 80 60 75 75
B
ROBIBREXTO14 KDH 8 85.7 85.7 85.7 85.7
A7A4 RNV AEE+ROBBEERTOAR 14 62.3 62.3 82.1 82.1
ROBBEREXTO1 K+CY 3 66.7 66.7 33.3 33.3
2704 RN ABEE+HRORIBREXT0O4 R+CY 4
CHf
BRORBREXTO41 ROH 30 87.4 81.5 96.7 96.7
2704 RIVAEE+ROBIBRERTOA R 58 84.6 84.6 92.1 92.1
BROBIBREXTOA R+CY 4 0 0
2704 RNNLAEE+ROBBEERXTO4 R+CY 14 92.9 82.5 92.9 92.9

CY:YJORRAT7IR

mY,
W70 KA b F 7 3BT TR OBRKEREE T 7213 01D
e

= 23 ([RIEIRHAN, 6 A H, 12 A HIRE T OIREEE
BrP, B Pienlic, CHlicB»T, RORIR T
A2F7uA FHEHBEL D b AT 04 FoOL 25 R OEIE
FEATOA FEDIZI D%, JUIBHEO—HRbL%E
ATOHWIEEZ NS, LeLads, CHTETPHE,
Bl Pih L DROFAIBREA T a4 FHEMEEE 25704 F
2OV AL ORI A 7 a4 FRECRS%, BrgT
WERROREIE A T a A FHRMEEDIE ) 2545 T RIFCTH >
726
@70 rAT CHIREAERE [ % 7213 1 0 R (3R 24)

EED C B W, BRI AT 04 FoOL AR
B RROREREAT v A FHETO RIS PHROHERTE
oo EBHICATHEA POV AL+ RROEIEE AT a4
F+CY BT S ICRBIFRIREMEI R o TE D,
H OB DO IR - U7 REBNC X, 2 X 9 RiRFEIC
W ZRFELE N LB E L Th o2,

370 &% b F 72 1 3@ENTHEA T OB KEAEFE L % 72131V
3 (k 25)
CHITIIHERIRIETH 2, AT 04 P 9L AFE+FRO

R REA T a4 PO b % S Ol cfibhiTni, L

DLEDS, PR TRERORBEERT oA FEEO

9 PETRIEFTHD, 70 LA LTI, A780A4 FLR
BERIC OV T HEE LB OHW B TH L, ZDT v
7 DEFTIE, AT a4 FoOLREEZTOT, RIOEIE
KEATRA FOADIGEEDEREEZ S r,
@70 FEA CHE K AR £ 72131V ¥ (3R 26)

C BT H YNGR & L TRt 5. 2479
DR S NIAEHTH D, IBFEOFERPfTON TV, L
o> LRI O A v i, Bk blE2R O,

DL EDOFERD S, FARMIZ 2002 RO 7LV TV X L%
A& L, ANCA Btk RPGN Dia#HRE 2K 7 12T,
(ANCA & #i GBM Hifk o AR o g

ANCA t 91 GBM FifRFIFEZIEGITIx, BRERE P3G
HICARTH 5, HAMNICHL GBM §ifs! RPGN D iRk
IHEL %,

(6MPO-ANCA, PR3-ANCA [Z4: pauci-immune BIMIFE 28 1C
£ % RPGN D ¥

2E7 v — FIHEDOR RS S ANCA EMED pauci-
immune BIMERDBFHET S EBHO L ELR > TS,
1,772 SEBI T 1,594 B TILHE ANCA B Efi S 11 TH
D, MPO-ANCA, PR3-ANCA & & IZ[EMED pauci-immune
T4 R 1% pauci-immune B2 A AR BRI & 704
Bl 71 1, 10.1 %%, MPA 312 #ild 19 i, 6.1 %% 58
T3, HRMEANHESE T — 2 OMETTld, RPGN 22 L
72 MPA {3 441 fild 9 B MPO-ANCA, PR3-ANCA Oifi
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R 24 ANCA BUEREETERKGEBEXT 70 RRETRAEEE | T NOBEOERTFRELV

BEFik
2L (0 BX 2L (0
N I EE7ER(%) BEFE(%)
HB 12 571A8 6 7B 1248
A H
BROBBEREXTAOA1 KDH 29 89.7 89.7 88.9 84.8
2704 R ZABEE+HROBBREATOA R 59 77.6 77.6 75.9 73.7
ROBIBREXTOA R+CY 14 92.9 92.9 92.9 92.9
2704 RNV AEE+ROBIBREX 70414 K+CY 20 75 75 80 80
B
ROBBREATOA ROH 4 100 66.7 88.9 88.9
27A4 RNV ABEE+ROBBEERTOAR 35 91.2 91.2 89.3 86.2
ROBBEREXTO1 K+CY 1 83.3 83.3
A704 RNV ABEE+HRORIBREX 704 R+CY 17 94.1 94.1 66.7 66.7
CHf
BROBBEEXTOA ROH 20 100 100 93.8 83.3
2704 RNV RABEE+HRORAEREZA 704 R 78 92.6 90.7 88.7 88.7
BROBIBRERTOA R+CY 5 60 60
2704 RNLAEE+ROBBEERXTO4 R+CY 19 100 100 100 100

CY:YJORRAT7IR

R 25 ANCA BEREETHERKEBEAT 70 RULICRBERETH THRAEEEN R ZIVOEED

EMFRELVETFE
(o -9 3 (o
N — H7ER(%) BEFE(%)
6 B 12 1A 6 7B 1248
A H
BROBBEREXTOA1 KDH 8 87.5 87,5 60 60
2704 RNV AEE+HROBRERTAO1 R 31 72.1 64.1 67.1 61
ROBIBEREXTO1 K+CY 2 50 50
2704 RN RAEE+HROBBREZX70O4 R+CY 4 75 25 33.3 33.3
B A
ROBIBREXTO14 KDH 5 100 100 37.5 37.5
A7A4 RNV AEE+ROBBEERTAOAR 11 63.6 63.6 77.8 77.8
BROBEREZATO41 K+CY 3 0 0
2704 RN AEE+HROBIBREXTO4 R+CY 2 50 0
CHf
BRORBREZXTO41 ROH 23 60.3 48.2 72.1 72,1
2704 RNV RABEE+HROAEHREZXT7O4 R 31 73.6 62.3 57.9 57.9
BROBBREXTOA R+CY 1
2704 RNV AEE+HROBBEERXTO4 R+CY 5 60 70 0 0

CY:YJORRT7IR

FraEtkti: 15 61(3.4 %) TH D, RPGN 5L 7= WG H#H
62 BTl 5 B B1%) THHo7-(KRFKEFRF—%), MPO-
ANCA, PR3-ANCA & dIclEMicBIL T, #tED S i,

2450 MPO-ANCA, PR3-ANCA LA+ minor target anti-
gen IZAT 5 ANCA OG- 2 &, Zi o ORKPHIEIC
DWTZ DFEIEZI S > Tld v,

pauci-immune %4 RPGN @ 27 % & \» 9 %[H > & D f,
pauci-immune B4 H ARTEZ AR EREE K D 329 %L v 9
HE D S DG, AAV D 43 % &\ 9 EUVAS DG H

ANCA 2P pauci-immune B %8 Tl%, ANCA Bk
Bl L L TETPRIZARTH S L OWELH D, wYlk
SW - I EIT ) Z L EETH 20, JFHIIC BRI
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HETERREBRT 70 RRB CHRAREEENXCIVNOBZEOEGFTRELT

b5,

gt
EEFE(%) BEEE(%)
SHEE TR ’ = .
6 hB 12 1A 6 7B 12 HA
A HB
ROBBEREX7O414RKRDH 3 66.7 66.7
2704 RNV ZABEE+HROBIBEREXTOA R 21 52.4 52.4 41.7 417
ROBBREATOA R+CY 2 50 50 50 50
A7F04 RNV AEE+ROBIBEEX 704 R+CY 9 66.7 55.6 50 50
B HA
BROBBREXATOA ROH 2
2704 RNV RAEE+ROBBEEX7O4R 3 66.7 66.7 66.777 66.7
ROBBEREXT7O41 K+CY 1
2704 RN ZAFEE+HROBBEREXTO1 K+CY 0
C
BROBTREATO1 ROH 3 100 100 50 50
2704 RN ZABRE+HROBIEREATOA R 11 81.8 46.8 41.7 41.7
ROBBREATOA R+CY 1 0 0
2704 RNV RAEE+ROBIBEEA 704 K+CY 4 75 75 100 100
ANCA FMERI & A & STV 208, JREKETE, FH% i GBMILAEIRPGN
EDRRBROFEMIIAHTH D, ZOHHRIZSH OB T
(DANCA 1 RPGN 1IR3 2 7 7 = L > APk
M A

MR 13 ANCA DFEE FHHOREMIER £ 12 X %
BRI T E IR TH 5, BOKTIREIAEST
BHCAT S 2 LI & D BENTHERLEE ORI, FHRGGEDIIRE
TEBZERE NI, L LA, bHEOIER T,
BIFEHE S K T W COMGI T 7 7 = L v ATRREEIN DO E
T, EMTPRUERRD SN THLARND,

2) #i GBM #if&E! RPGN DaEE
r AT—KXV K
1) ¥t GBM ¥ifk%l RPGN D #IIIARET I, s

B & R OOk 2 F A L § 5, B

BEEEZ IR L AT 0 A F /8L AR G I 3%

DI ZEIET %,

2) BRI LA € — F 2 B L - SRR
TIE, TEERAY R AR 2 1T 0T, R
BETHIRT 25405 5,

Pt GBM FifkT RPGN Idix b FE % RPGN ORI & X
NTEHY, R BREOMALPEETH 5, K
FRICHRE T 2 360 & L T, IMUSERCHieis: & Su@ilers (A
T A ROV AR+ S 3E) o OF g & KA E 3
% (K 8), Z4ETOH GBM FifA% RPGN DUIHITAREIC

+ROFBEEX 701 K40~60mg/H

REEF TR TOA K/LEE
XFITL K=/ O 500~1,000mg# 7 — I
¥/ 70KXT7 73 KN 1~2mg/kg/H

XEEBERERE 5, BRCETER AL L,
ERIC & > TIRARTFAVAE 2 BIRT 5,

8 #1 GBM MFRIREETHERIKGEE X DiafIEH

BT 2 HiE2&R 27 1OR T, bETIE, 1999 4EICH
GBM A RBINGR & 11, %72, RPGN 2%
WEHAZR 41, 2002 4 RPGN ZEREBHRITI NI &
I2& D, RPGN 204 ¥k, BTk dbEELIALN
TWw5—J, ¥t GBM il RPGN T, GG EY
M7 v7F =V MENEAICH 2 I prb 6T, A
FHROLETOUHIZEDZHDD, BFRIIVWELEDLY
TARTH2 (R4, 9., BENELOMEZ A3 L,
BIRPAIARE TG 7 L 7 F = ¥ 6 mg/dL Riifi D ¥ (K 28)
IZBWTYH, BERoMEIRoNLDIE A, BIEF
BETHD, EMPRICHENRD 72, 2002 FITR LK
$t GBM #LA RPGN DIRFHE I & 2 MBS 12 D
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| 27 i GBM RARUEETERRGEBE RIS T 2aRERE

mE2 1 14 Evidence
e F WERE  EFEK SBEAE i AFEER BAFEE ovel SEHR
(%) (%) (%)
Benoit FL, et al 1964 JEBIETR 52 2L 100 4 2 3 54
Proskey AJ, et al 1970 fEBIEERE 56  FREHHIE 100 77 23 3 55
Wilson CB, Dixon FJ 1973 JEfI%ETE 53 i 60 53 13 3 56
Beirne GJ, et al 1977 fEBIERE 29  SRFHNHIEE 54 42 17 3 57
Teague CA, et al 1978 fEGIEETE 29  EEIHIEA+ MR 100 64 31 3 58
Briggs WA, et al 1979 fEBIETRE 18 SEHNHIEE 61 84 22 3 59
Peters DK, et al 1982 fEBIEETRE 41 SREIEIER+ Mg 56 76 39 3 60
Simpson JJ, et al 1982 JEZVH LdE 8 &L 100 75 25 2A 61
B ER 4 GRERIHIEE 100 100 50
8 SEIIHIE+mEH 100 88 63
Walker RG, et al 1985 fEFIEETRE 22  GEIHIER+ MR 62 59 45 3 62
Johnson JP, et al 1985 FEZ VLML 9 ROBBREXTOA 7T 89 22 1B 63
d3G R+CY
8 ROREHREXFO4 B 100 75
R +CY+ Mm#Fss
Savage CO, et al 1986 fEFIETE 108 SREIIGIE+mEREE 52 78 20 3 64
Herody M, et al 1993 fEBIEETE 29 RORBEREX7FO414 50 93 41 3 65
R+CY+AZA
Merkel F, et al 1994 JfEBIER 35 RORIBRERTOA 57 89 29 3 66
R +CY + Mm#Fss
Daly C, et al 1996 fEBIEETRE 40 SEIHIERS Mg 67 AHA 20 3 67
Li FK, et al 2004 fEGIERE 10  SEHEIEsR+ MmIgscie 40 70 15 3 68
Cui Z, et al 2005 fEGIERE 97  REIHIE+MNRRIE 58 92 22 3 69

CY:!YVOMRRT7IR, AZA: PHFATIY

= 28 #1 GBM MABRRETHERIREBERDA

RERBIIIES L7 F 2 6 mg/dL Kk

ETFE(%) BEEE(%)
aEes EEY MIEREEES D il SEE
6 hA 12 h B 6 1A 12 A

AHA

FEHIERERR L 0

FRINHIZEFERH D 12 7 83.3 83.3 58.3 58.3
B Hi

G IHI SR L 1 1 0 0

FREINHIZEFERH D 9 5 85.7 85.7 66.7 66.7
C A

FEIHERERLR L 2 0 50 50

FEIHIERERG D 10 3 66.7 66.7 80 80

GBM : glomerular basement membrane

VTR IR bR, IEEREBRIIIE 7 L 7 = 6 mg/
dL DL EOSEBIC BT, SeEERIHIRE o F2hE%E, IMER
PORE D FEIEIZHERE L Tk o7 b DDEfMHRIZE
(& 29),

fEEDoIMFHE 7 L7 F = h 6 mg/dL L EDFERNIZ B
WU, SIS & RSk O O HRE I X 2’

PERELGEREB D FI &1L, IS 7 L 7 F = 2% 6 mg/dL A
DREF) & HlE LT, 03 E b TH W, L7zdio T,
ERIIC R E OB E 2 H T 2 ML Z R %2 » LIERD
EFDOEFHIZEDLOTARTH D, BHIEDOLEIZTRD
SN EDL T, iz BT 2 IaR R
ZIENEFLVLESNTHEY, LaL ok BiER
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& 29 ¥#i GBM HHFEZ

UREITIERIKEBE X DR

RERBIIES L7 F Y 6 mg/dL M E

EEFE(%) BAETEE(%)
O MBSHEES D il SEE
6 1A 12 18 6 718 12 B
A HR
GREINFERERR U 5 6 66.6 66.6 20 20
GRRINEIEEFERS D 24 14 93.8 87.5 54.5 455
B HA
GRERIEIEEFERG U 2 1 50 50 0 0
GRERIFIEFERS D 11 5 85.7 85.7 54.5 54.5
C
GG RS U 3 0 100 100 0 0
FRINGIZEFERAH D 11 10 50 40 50 50
GBM : glomerular basement membrane
DD TH, FEED S OWEAF SR BLARRAA I B RHE 1 A 4ERPGN

P F RS0 [ D RHE(L 2SI BE T & 4L B RE O et 2 38
DIGGLH DD, BAEME T L CREEIEDEIEE
BT 22 EDEE L, 2002 EDFEICIEHR L 72 C D
Mg 7 v 7 F = 6 mg/dL LA_bFE ¢ 1 i 28 e vk
DRI EREINTE D, AR TPRICEEEZRZVDD
DOEBEHEDOKET 2RI A ST L LEURDH S 2 &
o7 (XK 29),
BEFERICE L CGESED s o2 2515 L, Il
TEHRIEICBI L TIZ 5% 7 L 772 v 2 E#HE L LT 50
mL/kg/ 8] (F K 4 L/I8]) O Az M H 72\ LIZBE H ©
2 M % L IIiEST GBM FiifiizsiE# (b 2 % ThifT
T2, 2L, MBI apslcix s%e7 L7 3 v ClEil
L 72 15 BT SR RS 15 300~400 mL % 72 [l 2 il 5
%, EEMEEE MG A SR R REDNEIR S N G
DBH B, BIBEERAT A FICBIL TiE, fEITRIREE A
7 a4 F(PSL #45 40~60 mg/H) Z#:5- L, fi % 2 h3
S G REMINT 5, EEOERICHL TIE, ATrA R
2OV 295 (500~1,000 mg/ H, 3 HIEEH) % %07 — Vi
1%, SGEIHIERICBI L T, RORIREEATaA R
DAHTRBEDBAT 350 LIFEIREEZ 7 a4 Fiba
D Y I R S 2 RE 5] C U S BRI EE (CY 1~2 mg/kg/ H) @
PR ZITI . 7221, BB NN L <, #5580
R, R LIdEE5E2IT5 2 EE2ERT S,

3) EREBESHEE RPGN OREE

RN RZEESHERPGN

NO YES

ELLBEETD, EULBEETD,
H 9 SEERFEARETERKEERORRIEH

‘ EBADFES ANCABS{£RPGN(Z

B RPGN I HE U 7o SuBe itk 2479 6 ‘

ATF—=bhXV kK

1) HEEEHT RPGN OFIHNAEECIE, FHRIL D&
B DIRAEIHE L T 1T 9

2) FEFEMEREE AT RPGN TlX, pauci-immune

FHAR A IS RIEE AR OVIE 2 % RPGN % 27 5%
B, — XMk M EE SRR E R RIER R, L T2 0
fth D JFFE VAR BRIARE I EHBEIRZ ) b DIt a T 6
N5, BB BRI R, 1gA BHE 2 &AM
BRIAE 2122 AR %2 Lo 72 RPGN DRI OV T, 21
ZNDOERDOIFEITHE S TIRBICHEL THT ) T L
W(E9), 7T, FEFRMEREE AR H R 2
IZOWTIE, ZHE TOAWZEIE RPGN BRI O 2> 5
HRD 1~2 GRS & SIS IRR S, F 72 2002 FEDUEONE
BB T 2 & TY, 2D D 15 %L X MPO-ANCA
Bl TH 2720, ZOHTF ) =12 S F X F RIEEIE
ELTWwEEEZONS, 2Dk, TETYAIHE IO
TARREDOIRZIINEETH D, BURTIX, ANCA FattoF
AR R OBEREHCIh - T, ElLEEE, B4t
g D FEE G U CRIB R A 7 a4 BB & O R
HilZE 2 P L CREMEE AR 21T S EEE L e D
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N5, 7120, 2E7 V7 — FIEOREE» S, EHE
AR ARERIEE 22 CTlk, WI2Rolig 7 v 7 F = i
FEWH DD (IE 7 L7 F = vl 1.9 1.2mg/dL), F7
0—¥ L _RVDOFEEDOEAIRZRD 2H153% 0 (4.0£3.2
g/H)EENTED, RPGN I T BBEICMAT, 27
0 — IR OIGHICHEL 72, FEOa Yy tr—LkED
TR B PR 1 X 2R P72 &, WY iR
WCHTERZ ) BEDD 5, TRIZHIWREIFT, 24 7 H
DB EAFHRIT 85 BFEETH 57,

I S IR MEREE AL RPGN & L CiE, 2811
T h—=FRIEHT 2V — 7 AGRDEIEIES L, 7
VA a7 VIEEB R 2 ERH T oG, I D
BIZOWTYH, 0L E LTI —7AB%L 3.7 %,
LRI R 2.0%, 7V A 707 ) VEREER 07 % &
< %K, BRI A, B AU I B T
HBEEOERDIE Y — v En S, BlE ST &R
TlZ%v, TNSDEBICBVLTHRITREATFaA P2
by & U 72 G BIIREE A Rl & 722 583, BEAMEIR DA
BERERLENS, MBAICIEL 22 FNoEEDAR
PBETTEHTIE U C SIS MG s Hs, 204 7 401
F L= a vie E DI EH LR 2 B EH A G D 7o ia
) ZEDNEE L,

4) ZOMORE (REE, RAUBEELE)ICLD

RPGN Dia#EE
ATF—hXV b
Z Ol JFA (g, FEAEEREZLRE)ICK S
RPGN DHIIERE T, BRI 2 58 (EYED a
v b= RF R oH RS &) ZFEITE T3,

Z Dfihd RPGN DJRE & LT, HIEPY AV R LDk
UiE L HHN D 5, VOHERE R MR BRIEE £ D 95 %
1&, 3~4 HEANIC ARG 2 PHRETFREETH 5
B3, 2% 1B L, B X% 1%i% RPGN Ofb#E% & 27,
ANEBIC I, BRRESMEST L C b HARIRIET 2 H125% 0
WXL, HABITIREEHIDS <, 10~20 FEDEIHFEE
IZBWLTIE, 30~70 %FEHEDS CKD BT LTw3 L b
biTwa, BRE LT, MR, BIERE, S99k
) B X OPIRHEIC X 2150 AR TH 5, RPGN 2 2T
2 aMREREE RIS LT, BIBEERTOA FdH D0k
FIEHIFEROGHIEICOWTIE, TEFYARZ L, L
2L, BRAGICEHEREIEE % % 2 L RPGN Oféii% &
ZHDICRL T, BHEEISGET 2 &) Wb EULE
nw@,%mo

JERME DN TIE, BRSPS, &2 widkisEd 2%
BB R I X D BAINEZIET 2, RIREBRD—
ki AARIE R 2 fE 9 BT E 28 2 & 72 L, RPGN O
Rz &2, ZOBROIAEITIE, BT B ERE (Staphy-
lococcus aureus) < fk U BABR B (Streptococcus viridans) 75
EDMEHUER & REEAEIHE L T2 EFEZ 5N T
%, L EIZPR3-ANCA Pkt %2 20 %, iREEE L
T, TR PiEERREGICOmA, MBEELEATeA Felll
RS O F S RE ST 5038, ByuEoE Lz
I E ) ITEICICE L CEBEICHRET 2 081 H
% 74)o

NEIEIEY v v P EDy v v FREBICHEG, MUR, &
FIR, BHERELZETILnH2, kI vy
MERIE, T 7 VE R AT X T LR
BF R MR R BRI B R DGR 2 £ L, MU IC
Y B HEIENENEEZEZ 5N TWw5, & FIT PR3-
ANCA Witk & 2% 2 L 3% 5™, TR L LTI, Pk
HEBRL AT — T VOREDEREDRIEIC O %503

¥

ELEDNER RS v FERDINC Y, #a T P Bk
PREGUIE, FFIC X F 20 VIPER 7" B 7 BRE (methicillin-
resistant Staphylococcus aureus - MRSA) JEYUEIC X % B 4
ELTC #EET7 FYERE S L < 1X MRSA DG & 72 13K
Ppic, 2 70— L LDOEAKRZMNS RPGN 2T %
ZEDWESIN TV, ZOEKNTERE LTI, BR
W, FFIZS 7 & O JERER IR 2§ 2 EIES o flitsic, 2
DB EHHE & L COKHE MRSA YT (EPEPIEES, i
TR E)Z R L TOBREFDIZEA ETH 5, iGHEDHE
AIZPIE SRS %2 bl & Lz MRSA JEJiED a >+ —
NTH B, MBEREZT A FRuEiilsko kb3,
MRSA EHED 2 v b a— )L 2B I 2 WS H D,
Z OMERICIZE T 205035 5,

C BIFFRIEGTIX, CRIFR Y A VA% GLREEAR
7 N X B IRER AR E R &2 &7 2 0% <,
¥ E LT RPGN 22925 Z E03H 5, 50~70 % DAEL
ToVATu ) v Eng, 7 A VAINGE & EHK
LOMICHBDSZED N, [ V¥ —7 z 0y o FgEER
IREY v EAL vy —T7 20y ot DRRER E Py
ANWABBEIERTH S, 7V A 707 ) v OWEIZEL -
THEEINIKIGE 2y ba— )T 57012, RIFEEEA
TuA PRk, X6 IR L TIEB Y v
PRBRICRTS 240 CD20 £ 7 70— F AR (Y Y ¥ = 7)
BELRASNT VLS,
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AN X 5 RPGN & LT, PIEHETIX7 2/ BREARIC
X B IRME R, JEA T a A PSSR EIC X 2 MR
B4, PUEEIRTIES A7 7 F I X 2 IRMEHSE, 1Y
T FHTIER=T T T B LCHIFRIEED 7a ¥ L F
F 72T kD ANCA Pt H IR B R 7 E 3D
5, WROEARIZ, b L wEAlohIETthdy, FHich
1L %1% EEEREOMIE LA E N 5, EITROS A,
VLR 8 02 HART R B 28 1o U CRIE BB A 7 v A
F oLz BEtd 5,

5) ¥ABERERREERIC T I FUEERE Ml

IMREE
r AF—KXV bk
1) “EABRMARERIRE 28T, DuRlges, s
IMREZ T 5 2 L03H %,
2) A 28Tt & o IR o &0F o i HEd:
23H D, HIMAERICHMER L 2536 HEICR S
T 5,

RPGN D Z#EE W) IR LT 2L, boED
RPGN JEBNC I\ T, HUBEEEE, Pl osis:z 0t S
N5 EDH2, FHEREEET2HERT 2 L, FuREEw
%, PUVINBRIE Z—E DRI RIFTE 5 & 3, DA
EFT BIBIETH S 720 T FERE S D ET VY AD S,
F 72 BRI U IIENR I ISR o T B, PLBERIRGE,
P/ IV L DUTHE D RPGN ICXF§ 2 Rijf) E %7 & 0
IE T VRV, FRICEOED TV 7 7)) »LHulivhR
FEOPHABETOPEDRIFTH - 128, U, 7L7 7Y
v, PR Z BE S - s, Mt & 72 il
KR D 22 WIES, & 2 WIZTERESHFIE & & H3 7 { FROHES
DARERBZE IR S N DR TH 5 WD H 5,
L 72285 Tl Ze & o IR I+ L 2286 fHE
W52 2L L v, MERDY A, RLV DSRE
e 5,

3. ERERRE
r AF— KXV bk
1) ANCA [51: RPGN T, #IHIERERIAR 8 L
NICHR TR G 2 71 A R, PSL #15 20 mg/H
K~ DOEE HiE T,

2) ANCA B3 RPGN D EfMMERPRRIETIX, 7Y F 4
79V (AZA), ¥ 7ur A7 7 2 F(CY), SV
£ v (MZR) % £ O S IIHIEE O Of - % % %
T 5,

3) $L GBM HifA%! RPGN D EfEMERFFIL TIX, #L
GBM HifR DI M SRR D PR e\ 2 &
ZHER L 2735, 6~12 H HREE T ORIl
oIk ST 2,

4) EEE AR RPGN T3, FJRELD R DIRHE
ICHE L 7 RARERRRE 21T 9 . E RS
AT RPGN Tl¥, pauci-immune %I RPGN (Z %
U 7= Bz o S fHERFRTE 247 9 o

HDED ANCA Btk RPGN O#IHAZE I BT, H
ASLEL D G OFEN R Z Mk L, ATREZ MR D 8 R DI
FEORIE B A 71 A F, PSL #1520 mg/ H A2 HiF T
CEERHEREL TV, K10 1&, MPO-ANCA Fjitt: RPGN O
RO Z R L2 bDTH 2, MEFHREDOH B
M7z 8, WINGEE OMERGROBEEEIRRI NS,
TERREI IO BE] & LTI, ANCA B3 RPGN 12380 51
7o &) PR OYUGEITHE ) RIBIZBI O A H 5 —77,
AR, PIHRERIC BT 2 R flEE, Frc oy 2 5¢ 7,
RIEEEATOA FOMEHREZIEL 252 8D AV F R4
BEBTON D XY oL EZ oND, FIBRE
A5 04 FHICOMGIEIC XD, MERIC X 2 RAERT
Hoarvbu— L2 LzoTh, ANCA EILoARA]
RE RG] THIRGI 3 A 7 0 & THEAE L, BIIIARE O TR
FWi% BN REMGIEROR S 2179 & LD RPN L
26037,

B 11 13D H3E O RPGN FEFN ] & 4172 el FE o
FEEZ RN E L DD TH 2™, EERERE 2 7
v A FHITORBEIML, SHERAOLE»ThH, CY
DBEBWA L, TVIYEYMZR), THFL 7Y v
(AZA) DFEHIBEEE D BINEANIZ & % . MPO-AAV T3 i
EDL S HRIRBED 45T 5 2 L 2 BT UL, H
TER DD 70, ZaMEDE O RPEMHIRO LS E EN 5,
ZD LI ZEWNDS, MZR, AZA 7% EDfiHED TRIC
L0 IBHINOBR T2 B8 T 20 EBH A9, £, Z
o DOHREAIEEERNTROEHMOMENH D, R
MZR 122\ TUE G-k £ G- o F i 12 i h i e =
VTR ERIT) ZEBED ST, B, ENT
MZR I OAMIC L %, [MiE ANCA fEFF B, PR
DR DB HSBHIAR E 11TV 5 (MPO-AAV O B R 5
FITEIF 2 MZR OHZME - Kot E X O E o B
MBI 2 L sk FfFZE, UMIN000000708, Sk H 2007
5 H6H),

Pt GBM ik RPGN 12X 3 2 Efif (Fi GBM Hifd i
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0.08 -
0.07 1
0.06
0.05 1
0.04
0.03 1
0.02 1
0.01

- oiEN

1

T T
1998F LIAT  1999F ~20018F  2002F LIFE

K 10 MPO-ANCA BHESFETHERREBROBRBEHER
ROBREDHERE

100
(%)

60

R

40+

20 1

~1999  2000~2002 2003~2004 2005~2006 F
(n=715) (n=222) (n=241) (n=198)

B7~%E [Jcy [cs [IMzR [@AzA [ ]%L

11 GEIFIEEREE DR
CY: YZOMRAZ7IR, CS:¥yy7ORARYY, MZR: =
VUEY, AZA: PHFATI Y

K) B DERMERFIEICHT 22T 213 EDHTZL
W(IV-7-B) 7 u — L BUR  SHERIRIE OTHZ)
Hi GBM FifR DI RS SIE B D FHRD 20\ T & 2 R
LAans, 6~12 h HEE TOMRIEMEHIFLED Ik % Bt
5,

S A AT RPGN T3, FIHRILDFE R DIRRRICHEL
- BIRHERRIE 217 9 o F 1RSI & 187 RPGN T
1%, pauci-immune 4 RPGN 12 #E U 72§l o & ik Frigt ik %
79,

4. BHEXR

A, RRREE
- AF—RXV K
1) RPGN DO#IHIEHETIE, BEYSREIC T 2L hsmbh
WTH D,

2) RPGN DiEEhE D EEEML L TH 5, 3 HBL B <
FES CRP DF LR ERA SN B EEITIZ, K
YREDHEFEZ 5E

3) MM REA S, WA A, G PRI RED
HEEDHIW % L, ZNZIIHFFET 2 IBYE 2%
EL, RT3,

4) PRI o A1 RESF B & LT ST & Al
(N7 &% §E/llE 2, 3 5 P HE R
(Z7vxVv®ruy 7hE)DL5EERT S,

YIRS B 2 60HEE LT, BYYERROEETH
D, TRZFELT2HDTH S, bWEIIEIF % RPGN O
FEICB VT, BYYEIIERO 1 7% 5o 5, KMICE
VT, BN IS R BFSE 7L — 7 (European Vasculitis
Study Group : EUVAS) I 8} % % fuak i & Mkt ilsn
IZEWTYH, AAV ICEIT 2R OKERIZERSETH D,
M1 &k 230 % B> Tw2 £ 3N 3%, BYYEnst
FERF & LT, FoBliagE | EDIRIC S <, Rcwitia
BEBHIG 1~2 A HUNDB S W SnTw3d, BYE® X 7-
LR dWwLRRTE LT, i, BeEREE, aifmkEd, &
W cy #5239 %, RPGN DiGEEDEELL T 5, 3
HDL EfE < F8E> CRP O LA 72 D3R 6 N5 541213,
JRHSREDOEFE R 5EH , CD4 V) > 3Bk 200/l BUN I3 Al
FEARA, TgG 600 mg/dL DL IR ML R4, Bk
600/ L LA I3 AP R ERIEAME & LCHIBT L, Z2nZ s
THME, 7AVA, EEICHLT, KSR, Mk
ey, S TBE & B LR R & S FE L <
IR 2 2 EBEETH B,

B EIC X b R IR, 55 7] B8 19 (therapeutic
index) WL %2 b DDV KD EEZ OGN D, ZD
fEAIICBA L T, RPGN DJlE X OVRIHERE 2 14 L 7348
AR & A ROFEH B X CEYEZ b & L2 BIfEA
DEZY VTR ZEDTETH 5, BYIEDONR &
LT, #EE, B, Pneumocystis jiroveci, KJg « iR
BIANALEDHED L, HIRBERETHS =2 —F
SRAF ARG, RIS VOoRBRIEAIRICIINT 5 L 3,
KR E2EAGTOIREROGIETCH 2, ZHITHT 3
RCT ¥ T Ty, BIEREA T4 FE CY &£D
PEHEIEICB VLT, S0 b DT 20 BIHIET %,
s RO =2 —ev AF AMRFRHICIEFY X b 7Y
L/ 7 7 A k¥ Y — )L (trimethoprim/sulfamethoxa-
zole : ST) BHID LG %2479 RETH 5%, Ak,
Z 2 — €Y A F AR DEG T~ DHBEDEL L TE
D, ST &1 160/800 mg (»x7 5 ©2 §i&/[n]) Dl 3 [AlH 5234
BINT0 5, ZDMHEFEED PG b ZEEI N5,

T2 F LT, BT 7 F v O RSN



MEFT MBI I B 5 2 AT /E B 539

Thodinltd 3 HHMEIZETZRETHS, £/,
FEMSRE 2 Z T B B#F I, MRIREY 75>, A4~
INIZYHT I F v OEMMEZT 5 LRI NS, i
RIRE T 7 F v LIRS, £ 7V y T 7 F 03
BAEERS N LT UT RS v, BERIREIRE ST 3
YUl 2 HE L, S8k 6 I 3220 2 niudz sk
v ,83)0
B. BitEYE ES

r AF— KXV bk

1) CY BHETIE, HIMPERENER O BT R D7 oI
EWN R IR 2 fifT 3 RETH 5,

2) CY DMt EZ R/ARICHIZ 5 720121, Koy
DEI(~3L/H) & X A F (2-mercaptoethane sul-
phonate sodium) D 2HERES 115,

3) MRS % FAE L 72 & CY DA% hiid 3
CEDEE LV, MERE EDREIE I G
ZRIFET &) RIRBTH UL, Z DAt
BRI D FZ 208D 5,

4) CY IT & 2 M PEEIbE 28 S b5 e D i b IR EE D )
WL, EHI(3~6 A HIZ 1 [A]) 2RI T H
D, FIEREREBMEMROAEIITERL, RERTHE
HEPMICHE T 2, Fz, FIBRBREMEMRPH
MPERENER DFFFB A S NG Ea0%, RAIIEZ,
JBEEEE 2 17 9 .

5) ZRFEEMA DI CY DG R%Z Dk
KMz BT ENHEETH S, FLEMHMETH
%,

BIIED RPGN 12 BT 2 WIHIAKR T, BIBREA T a4
FHMcORESREML, PR3 E LT CY Ol
DAL TR b0DKKRE L TIHINTED, 2
£ 9 WA, IS I ZEE S DETH 5,

e ICBI LT, CY T X 2 i dEBEbE A o g AE R
V&, WEBERIECGER, PEIRIREE, FIEHOEMEZ E23ET
EBIEIMR DS & S %, CY TR TRE s, FE7
NEMERE T 7L A v & LCERNICHErR S S,
WHILPERERE S 12, ZD7 71 L A v HEEBEE I R L
B EEZLNTVEY, PHiAEKELTE, ¥7ak
A7 7 & PR EHERE S IVCY) 1D & B 546 1 5B
R 2T, 2Ok 3 BRI S R 1 f7
I T EDHERI N T BY, CY O H R X,
BRI R, BRGRPE %206, Bk
#IEDE C 22 O, IIMPERERER DFEEFRIE 12~41 % & DIR

DB 2, — 4, IVCY TIEZ OBEEIEL 7 5, e
BEDO PRI E LT, X X7 (2-mercaptoethane sulphonate
sodium) D A ZIPE A X 41T\ 2%, British Society of
Rheumatology/British Health Professionals in Rheumatology
(BSR/BHPR) guidelines XM UV 7 = F 2% 22 3% (European
League Against Rheumatism (EULAR) recommendations C %,

CY k% 2Z\) 2 & IE, BbEE w3 24 % Hi

ELEAAFOMHAZBHTRE L L T2,

TEREEEE B L C, Se il G-vh o “ RF8H 1 HE
R E 2 %, £ DML TIE, CY OGRS XU
5301 RE U H R 0 e S, BE e TR RE IS BIAR 23 D B &
LS~ Monach & @ £ & fif#hit T b 26479 2 B4
VEAFR I 2 B FERE IS B DY D B & v ) KR T v
%89 IR & FRRIC 7 7 a LA v iR T
% L#EZ 5T\ 5, Talar-Williams & DS T, CY A
BEZITT0D WG BED 5 %I BEiE 2o, Ziid—
BHERD 31 f5E W) ERTH D, R CY 100 g MRS
TETIZ 12%E S HICHETH B, WG £7213 MPA 128
W, CY 2 12 ZAHM EREG LRk » T, BEhET
11.5 £%, Y v ST 8.5 fFaMthas 4 % & v 9 #Ht
HHd 5%,

—7H, CY LA GBI ¢ 0 R T EIC OV TU, 12
AR ED AZA #5548 H ALY EORIEFE A T 1 A
R85 CREHE, B O B DSEIN T % & v 5 WD
H 2%, SEHE, WG ICH L THL TNF-a BT H L5 05,
CY BB R TIEDOREN S kb 2 LR SN T
W% F7e, cY HEEL D bHTY 7 < F 3K (DMARD) fif
JAREIC BT, B, B O EMEDR EA L7z v
IWMEL H BV,

CY 1 & 2 P BEE 28 2 BRI O i b JEPE O R s
BIRBRETH Y, 3~6 B HIT 1 [T, FERBRFEMIRD
AR L, BEETHRLEMNICRES 5 2 &Mk
X1 3%, BSR/BHPR guidelines T, FERERAMEIMIR S
HUPEBEE R OFFED A S N 5413, RIS, B
BT T ERMERL T02Y DRI EIIA 2720121,
F9CY OREBELGRED BN L EDEETH S, *
7o, BELEETHBY,

C. BIERRE

ATF—hXU K

1) RPGN DOEHEIAK 2321 T 2 BHF I, SR

JEZTHT 2701, AVSTLREY IV DD
W E BT, EARAFZ— MAEEZZIT R
EThHD, BHEAEEERS X OBREZEOLMTIE
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RIcEE2HET 2,

2) RIBRERT A PG, BEEZHEL
I AT, A7 uA FEEFHBRETHATA 74~
i TIHEZIT I .

RPGN DA ) B HERIESRED Y A 7 Z3Ffi L, 4
REICIE U 7 B RURIE O FIE PR 2 et %5 . RPGN 13,
RO DO RMBORIEEEA T A FE2HHT 579,
AT 04 FEEHERIE P OXEPIBETH S, 51,
RPGN D% { DIEBITIZ, FEIE 3 A HZ#EE LT IRATHL
H5VIFBEEREESTERICHIEL 2\ 2 ED3% {, CKD N &
BT 52 L6, B IR 7 MRS Z&EICLILR
Ji b AL E 72 5, NHANES W28 Cl%, CKD A7 —% 3 D
18%, AT —3 4D 53 %DLMENEHIRIETH 5 LW
LTw3™, F7, [AKEIC eGFR A% 60 mL/min/1.73 m* %
TH 2 & REEFIEESERICEE S & EbI, B
KEARBEOEGTPHREEMIEZ L BASN T
2959 20k ST EHERIE X, BHER & LIS LIS L,
FHCHIME TR KB SN2 BHELEAETH 5.

AT B A FYE R ST 2 iaRHEEHE, 2002 FE1c 5
EIARAS, EEEHREES, EEE & Y, 2004 46
ICHABREEED AT 0 4 FEEHRREZWHEEHERET
RASRED S, TAT 04 FEEHRRIEDE I LG I
THHA R4V BREEEIN TR, BEEDOES) %
BT 270, BIREEATOA FIGHEINCIEEEEE X
OWBiME X ez L —F VICHIET 5 2 EEENS (6
A H~ ) ORI EEAT a4 F% 3 2 HUL LA
R TET, MsstkE T, BEEEERATEE O
80 %A, PSL #4%% 5 mg/HY LG5 D W20 5
Las, WEERHRT 5, B #EREL(oIET Y R
T % E ALK AR % — I (bisphosphonate : BP) ##IC &
2, UL, EHEREMET LERTIX, AR
IES 2 WREMEDS B %, F 7o BLPORBRIREAGAE, e
Bt E & OBHEAREE L & L ORGSR TR D,
BP BA DI L CEELSHETH S, K, KEIC
BT BP #AIDS CKD AT — 3, 4 OEFNIHR L T
ENTOREED - IEMNEEZRT T =y PHEI LT
29000 b3 TIE, BT LT 3 841,
FrFraxr—F, YebFexr—tMiE=mctcdbh, 7L F
Dx—bFEBLXUPI/ Faxr— MIEEREG EL>TW 5,
PLEX D, BP WA ARG, HHBEORESY
A7 B AN W LR O &2 W3 5, £ 7
IR IS X PR RE DS B IC I %, 2010 4F ACR 225271

A FUEEHRED PR & aH BT 2885 sk Ik,
F#EhSClx, AMEIZPARERTER, BRI 50 B b - KT
3, RIBEEATuA RO - 858 X D o8
L, S¥X 7% BP BHAIR & M2 BIEHR A LT
Y(FURTFP)ZHEEREL TV 210 5 RIS
B3Iy D, Y Iy KMHITHE, HERESY IV D
#AI1% CKD-MBD (mineral and bone disorder) 1281} % K
PRI R RE TEE DA & LT H RSN TE H 1%,
EMPHELET 2 WHRESRB I A TL Y, HaL
S LFEDFHIEY R 7 DEE S 2 EDHISNTE D HER
LTS %, A7 A FEHEEHEREICE W TH IS
RURAE & ARk, GRS, SESiRE, EERESSNIET
H5, RLOWETIX, TAFar v ZAMREEZED CKD
26T 3RO B RBRIEOIBIRICENTH 2 L OWE
2EH % 104)O
D. DIEYRY
r AT—hXV b
1) RPGN DIGIRICH 7= - T, MIE, HEEREIE,
WERRO A2 MR L, PEEIE, AOREIR#EY)IC
BRINERETH 5,
2) L ED 5,
3) RIIENKRE, (X7 7 3 v IMAEGEFEIRFIC (& A28
BERBOGRE T OREICEDZ L EbIL, T
BB AR DB A Z R T RETH B,

RPGN & DIMEAOHE & DBEIZIH S 22 Tld kv, L
L RPGN DJFH & 7% 2 AAV IZB W TLIIE A R b DFE
JEFH CKD £ D bEw (N — FEH 223, CI1.1-44, p
<0.017) 2 £ E N1, & 51T AAV IZ X % RPGN
FEGITIE, 10 4ERT 40 % DIEFI S BRBHEL % BT L
%8, SESELBEOTMMBET 2D 2%, Zok
DI E A EDIEFIDS CKD N EFATT %, CKD 1 DB
DML 7GR TH %', & 512 CKD & FliE 3%
BRBERPH D, MEOMEIC X 2EIMEDRIHFER, H
Hias 2 LN %, DEX, MR, /O 5 s
1, SHBNIREE IR, i MRI 7 £ DI A HFE D H %
EMINCT =y 7§52 LDBRETH S,

DIMEAPHED T 1%, TCKD ZHAA KL T
5100 3 6 o/ F A XS IIUE O FHE T 0 72 9 12 b Kb
T 2102100 @i R o B H I 12 130/80 mmHg
K Th D, EEAKRD 1g/HM LTI 125/75 mmHg Al
ZHEELT 2, FBEOBERIL =Y - 7O T
VI VRIHERTH BT O A T vy v A R E
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(ACED) & 2 37 v ¥4 5 v o v I ZHEEFEH I (ARB)
Tdh %, RPOGN TEHRAIBREATOA FEHWS Z 1%

<, BEROBROFIEI I+ IcEET 5, BERESH 256
13 HER HbA e 6.5 %A I Bt 2 b2 >~ b e — L2479,
8 BEAED S 2 B4r1E LDL 2 L 25 17— )L 120 mg/dL
Fii (WRE T dH UL 100 mg/dL Aiii) 2RI N D, A5 F
YEMOEIABIC XD CKD 8 X CDINEEER (CVD) Dt
T« FIEPRIfE S 5, B CKD 128V T CVD
FREDTEE 2 LRI T-Tdh %1% RPGN & Wi S 785
Gk, AT CVD VA7 KT I3 2 VKT
b5,

RWEAVR 72 £ ot a2 380 % & & 12k Zere
PHRDY 27D E B, 22T, BMEVE, 75 M E, %
70— VIEGEREICRE M TV 73 VIME, IR O
e Ol S E R R F O G M2 BET L, IERZERE o FihE
THIROBEM 2 WG 2, FRIC 40 A EOBE T3 H
DU FEBHIR X N2 413, MRERIED PHi 2356 TH

Z)“O)o
E. &
r AT—hXV K

1) CY BEETRHERICIX, REOABEIZOWTH
TRV T ERRFLIEDEE LV,

2) CY BETIZ, RBUCK 2 Z L 2HUOHIERE,
NEE X ORI oI LT, BTd vk
YT OHSEIREE G T 2, BEE D b 22804
LDdH 2 LNETIE, HERORGFEZRET 2, U
FIFBEDOHRIREZZRE L 729 2 THET TR E
ThHb,

RPGN & RIRICEEL 72 7 — % 134 %\, WG 255 R
& L7 RPGN ®—{F D AAV I2fE9 RPGN TIE, AFinfHE
EITRIET 228D %, —J7, BRIl
% HEH & AIEARE I BHE S 2 WTREED D % . ITARD ATRENE D
b D EAEZ IR EN O & % A Z2 T 200121, FF
RDOUIRD W REN: 2 B8 L AL TR 2 a3 5,

BUEE X OO CY IO AHHE L L TaIs N
T3, CY IZKETIX 10 B _EOEFICIKE & 0K
TRz EE L, BEIc X ) ALt ERRIHEIE 2 A
T2EEZONTVDS, DYED CY WIRSED TR SCE -
A VI E2—7 4 —LTIE, MK, IVHEEREAS, K
ABDRAED 01~5% INT 05, L LEHH CY T
V&, FREA RS SIS B 1 B LAk RG] o S5 T H R
5%ANTH Y, FRETIES X 0PN HBEEE AR 4 13RI

tInNTws,

ZIEDARITEIE CY DERR & IBRERFOERH L 2 LIS
B L T3 L S TW B, IVCY #5-(0.5~0.75 mg/
m?) % 2T PRl L — 7 A B R MES] 67 B CEY4E
31.1E8.4 %, 17~46 %) DR TIE, 18 A HDIGHIHMN
IZ IVCY D # 51 888.11268.8 mg/[1], ¥ [nl%k 8.8+
2.4 [A[(2~12 [A]) T - 7238, WD 2 WE RO LEED
BETORERMEARI TSN TH 7", 5T, CY
DG RIIRNRICE EDIRETH D, E, TTICH
BHE DT 2 B H CIEREZ /LT 2881, CY A
BEATC SR O Z R 3 2, BUEIRD & DIEIRICBI L
TIXTRBEEDENL L D2 & 1Y, ilHE VR LRIBDO L
oG, WFORFEZ BN TRETH 205, HAERAY:
K TIHIERICINF OB IRIE 2 6B AT/ & L TR T
W, WFZEIYIC assisted reproductive technology (ART) BBk
THIATSN2W03H 5, T ORER Z N E W IZKED
BRI, LERICHICHEL SN T LS EM LIS
Al SR, 5 R hu vy (RS L E v
GnRH) {EB)#E 2 W 72 SN IC D W TG S vt w 5,
9 DDIFED X ¥ gkt (At 366 BlO L) T CY R ED
{L2FRVEIRF O GnRH 671 X 2 I BLOR G 1 F (3 AS £ P
B i L T 68 %D W DY A 5 1L (RR=1.68, 95 % CI
1.34~2.1), MEHRFICBIL T 65 %L HETH > 72 (RR=
1.65, CI 1.03~2.6)""", &%, HARATOT—& DERH
BETH D, koT, ZRAHEDD 2 LIEBEHITIX, Bt
DITRENE & 2 DGR % & & T AT 2 ORI, BRI 1%
Ao v 7T HIENEETH S,

BEMDIBED BHEIC O W T HFRIZ, CY BGHERHZIEAR
EDOTREIEZ AT 2, CY 2 KEdH 2 L IZEBHHT 3
L, BRELEDH 2 BTG ORI 725
BODD B, KT ORI E O B0 B B
DRET 2 IBBERNCHILT 2 2 L2k b, FEEOIER % vl hE
12 BHESE S NI BBEETH 2115910 B I3RS 1 D
22 RETIEL I EPHAONTED, ZBRAGED B
BICIIEEE 2 B 5 2 L b RETH B,

—77, BAETIIEREREEZ LIZLIEED 2, il
X5 TRIME AR TIEIERIME T LU B IS 2 L 23
BNTWVD, X &L A EKEREERE BT 270,
FRAFEBERE IS U 7 & &SRR 2 303 H %,
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%= 30 SFEETHEBREREICEITDREEEEER
y BiE B BR[O
LS SEBIEL \ \ \ " o .
EIEH HOBHIE % |EEH HOFIEKR % | @EEFHR FHEHERE(ED e

MPO-ANCA &£ RPGN 996 852 297 34.9 847 147 17.4 | 195 1.57 0~8 [g
1 GBM Hi{&E RPGN 106 87 23 26.4 95 11 11.6 18 1 0~1 A
PR3-ANCA 5% RPGN 69 55 15 27.3 58 15 25.9 15 1.67 0~3 [

218 1,772 1,471 448 30.5 | 1,483 246 16.6 | 331 1.59 0~8 [g

5. BRRS LUERMICN T ZaEE

- AF—hXV K

1) RPGN DOFRAIFICIE, WIHHIGHEE & A% Gk %
19 2 EDFEAITH 3,

2) HEAGICIZE S 0 7)) YRR T 7 2 Ly A
EOEMZZRT %,

A. BRROEREE

WA, ERRB O PR AMEE 2> TE T W
BRI U L aAs, 0 E ThAEICE T 2%
a1 72 & VISR O IEH IC O W TR 57> A
X7\,

ARIrBHEA D35 L 72 RPGN 1,772 BlD4E 7 > 7 — b i
#Tl¥, MPO-ANCA Bt RPGN D FFAHK 17.4 %Ik L
PR3-ANCA [ RPGN D AR 259 %ITEL T 2
(R 30), T4E, FHHROKEZFMT AL LT, LG
ANCA fEDFEIRFINE =8 ) ¥ 7 OEEEZ KBS 2 8
DI N TV 5, Han 513, ERIHIC ANCA Filiifiias 4 £F
PLEo b7 21 B0 9 &, Su@liilses 2ol L 72 11 [T
TS 18 B TH - 7= DIZK L, JERRAL 10 BITIE TR T
LAEDIPICHIR L 72 L L Tw 21, A1 51E, MPO-
ANCA P AR 12 PR %2 GR & 75 2> > 72 18 [RNIT %t
L, Sereinfilgedkimit 4 iz w9 nd ANCA ML L,
JEsRAL 14 Ml 5 B 4 A3 HAREMEAL, BikREsE 10 Mo 95
B GIATHAL 72 LG L Tw 22, Bl kY, EfREoD
ANCA FFBRIE I Z, iy ANCA i EAME I o &
% L ZRBRPIMERDHRI A7 EEEZ LGNS,

51T, FHRREOIBIFICBE L CH D L 25, baHEIC
B} % RPGN O ELAHERFREEIC IEREZ L HE X v, 2
EFTOLE AR 725G, FHICIE RAEBRICRET 5
B4, MBEEATEA R CY, AZA 7% & Ol
DEL 55 % PR UIIRR L S OBRE 21T 2 L hskk
KThb, ¥/, g7 a7 & (intravenous immuno-
globulin : IVIG) L2120 7 7 2 Lo 2R 1251200 70 10
DEMBEETRETH 2, & BRENHIE BRI 1L,

IEEIMEDBPED I F A BET 2 2 LBMHATH 5,

$it GBM HifA% RPGN O R F#£ICBI ¥ 2 1313 &
A ER, BREBORSE - BIRIEEICHTH D, Ik
TEGIDOFEI DG ST\ 553, WIFE L ) BRERR
LTWwaHlbdH 2210 a7 v 7 — F#ETE,
#i GBM $ifA% RPGN DA 11.6 % & ANCA Fl:H
ICHAREMETH > 7o, FHARF O IR I3 ITA R & [F%E T,
AT aA ROV 2% U IR, Y ofEH
BEETLHI LIRS,

B. #AFIICHT 2 BIMEE

1) ®REIOT) VERTRE

RPGN 2/} L Clk, FEAMICHIBRE A T 0 A B2 Jul
& L 7S MHISE I O B RS A D 7 o I KR S
208, BHEZPERL T3 EHDL L, KEMHDM
B, KREMHI N TONSEOREG7Z4 £, Z ok
ERH, X IR T i), BT 216H TH 5 IVIG
L (400 mg/kg/H, 5 HIED)2MEH I N TWw 5, IE R~
DOARBHDO LT v 21k, BIHRIOEINR% (2 3RS T
Z DHMENR DO Sh, T AEY v L O HREE I
—FEIN L INTE7, RPGN %2 X = THlI/NEIIRE ~D
IVIG FEEDORIFZ, FLE AR, FARFRE Ol 2> &,
RBU & DR TE 5,

BRE AR ICE L TiE, RPGN % R4 L 7GEGIEE~ D
RCT & Jayne 5 2% 2000 fEICHELTED, 771 R
(35%) Ict L, IVIG 5 CHE B EMBEANE S 1
(82 %) '), EHEREAR PAEGIIC b HAIMEDIIRE S e, DA
[ECiZ 12 #1d RPGN % & 72 L CT\» % MPA JEH % K5
I, EEIGHEETIC IVIG O A 2T 2 k%230, 20
BARD AT 04 FERFEEZ T 2Bl S '),
5 HRE O 1VIG #iE#%A 1 B OFR T, Birmingham vas-
culitis activity score (BVAS), Ilili& CRP, HIIEREL D = %A
TRRO, MG L7 F = bivCniz ERBEIRL 2,
NS IFKFEBIENEY A b A A v, RS TNF-o0 DF R 722K
TzE-TED, BEEODSL 3 HHOW M THFEIX 1
B, BEHEDHS 1l o T DFRCHNE 20 <, F 7 HEEE 2 R
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DRIEDHRTEST, Dkl & bEMEARICRE I N
IVIG &, 3 W ABE TR ZOMIBGE TSR, Hdb
DIETORERE T RO BN SN THE ', &'
TERGUE 72 & THIINEIR 2 T3 1T 2 WIRDL T, B
FIIC TVIG JEEDOFH & 2 WIZ A TIRR 2 £B T 5 2 &8
I N2,

THAPHI B & OVEMHERICBI L Tid, BYYEZR E L DX
HD3F 2 & DO HIT, IVIG DRBHEEIC G T & 2
P C Sl g O A b WIfF L T IVIG Bk 2 filif 79 5
IENTED, N, 77 Y ADMERIER I N—T
X, WG 19 5, MPA 3 SEHI O FFARIC 6 A HIE IVIG
(05¢g/kg/H, 4 HIE) % HZ &icfrve, AfF 2 EM 0B
ZRDLUNNE DA —7 ikl i L 72", 2 OfiE, &l
BREAT A FOREN BN fTbNzbDD,
HIHEE OENMIEE S, IVIG TR T E 202 A7 b
DTH 5D, 13 H1(59 %) TIHFEAG S 9 A HHOR FT
FRICA->TED, 2095 8HITIE 24 H Atk THefie
ERHBIEVTEL, BEWLHERINTEY, Fitki
IVIG FEEDO W HEMEZ RE T 2HDTH 2, HIBKEA T
4 Fo@Is 6 FEFIITHIT 253, ELRE ASER & IE
HAHITZ OMHBICHEESIZ Ao, ZOREBTIRS
ZTCTRPGN Z[RH L TE D, WG 230 T, HWED AAV
IZf£9 RPGN DOFFRRHERICHESRE SN 7V A L d
BABVD, GG E A T a A FOfED
U2 WIRILT, BREITREBFELELEL SN S, R,
MPA [l MPO-ANCA B D Mil/NEIRZ TdH b, RPGN %
gL H D CSS DHERHAEE T OMRERE N 5
IVIG JHEDBENED T E T > ADHE D £ % D, RPGN
DFPUCOVTIEERA LD S, MEROTEEEICKTT 5
IVIG DIFTET 28 & L CGHEH S L 5,

IVIG (KA TH 2 720D 7 L L X — KB
DFELIZH Y, HEAIE L TR u—ARHHINLSGED
BEE MG IhTwid, INs2EE L CEREICKS
FUL, EARAWIC LD CIREETH D, FiEPS
gk 2 P S Nz EAEG IS b EATRIRETH D, SO
TYADEEDPEENS,

2) 77z LYREE

MR g 13 ANCA D FSE FHH O BRI K1 & %
IBESIRDSIRF T & 26 TH 5, WK TRt %
9 AAV PL GBM AR RPGN, & % >l Goodpasture
REEREIC B\ CHEMERIGHE L LTS nTtE b (IV-2-
B-2), #i GBM #ifA% RPGN DALk DIESIN)Y, #HY)
75 IR C D ISR R DB 23Rk D 5 5, WK TIRE

AAHEFTHNCAT D T &2 X D BEHTEERLEST OB, T2
LB TE 2 LG I NLY, X5 ICBHERE D EIEEL
Bzt L, AFaA R8OV 25k L I 2wl &
WL U 7 Wt C U, ISR 2 AT L 7213 9 DB
BEME D WREMEDSE IC H D3 D 2 LR E N, £,
HOETHFE S N GFRERERE A 7 202 X B A IBRER 2%
753 MPO-ANCA B RPGN (1R L BRI 72 ip i ROE % 15
Ve @iﬁ%fﬁé@ 2 125,I26)0

6. BREREROAENIIEDEIER

RPGN DIAREIC &) 2 @I OIS 1%, RAER)EH
TR A2 R 2 a0 & 2 Ierl S 2 280 2 56
Ths, EELIEBEECIEEELGEENL LD, 0E
MHEEZ T 2 & I BRSNS IET LT
286 0Pk v, BEFERORYEIRER, EHEEIEE
BTSRRI LICHET 20ER D 5, IGESIRD N
KICHH SN, ORI RN E %2 7012, BREER
WIEM T OEEHICOWTHRATRETH 3,

A. BEIEEOER

HFlECIx & A RS, WMRT 2EMTNET 0%
Wiz, —J), REDI VT I VARCEBEWTE I YT 7
AD D BEE PR ECIEY)E, EEEERG T2 LM%
M7 ERe G L7 D, FIEROFRBED LR T 2 7 oE
ZEBLEFNULRS R, B2 YT 7 ANRKREVEY
DiHTH, FRSIEEAEPRIEER (R RZ R B K OVEEAR
B OPRMER) DFE b DIFTEEZET 5, R TEEGE (%
CIFARZA M & HZ) PEIER S AHTH, LFoE%2H T
25D, KEMEDE  IRATEEFRPEIER R 2 L AVR
BRIis,

WA (VA) 23 1 L/kg LT E/hE s,

@n-F 7 8 7 —)V/IRGTEREDS 0.1 BUT /NS v,
QNN T DA D2 O,
@OHE D & DB AR TH %,

NS DB, SEVOBMLERA v I E2—
74— L6 AFHHRETH % (R 31),

B. BH#EEIINUIREEE L VESHERBORE
BIFEREAR N OIRRETIE, ARIEMEDFY & R ER L
PV, BHEREICIL U CREY) R R SRR O LR
DT H 5, HYHBEEL S PE I N BB 2V 7 5
VARPET S OHEELZKT L, GFR TH b, L7dio
T, BHED GFR ZiEFICR G BECRGRBEZRET 5.
1EffE7Z GFR A XV v 7 V7 7 v ARk THIES NS
23, TRTOBFIIN LFAKRELZIT) 2 LIEHEETH %,
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& 31 ERREROGIZRORFFEGIME SHEE n-AT 5 /—IL/KIEHRY

FRAEMEER (KRB HEHEE (%) 2HBARE(VdL/Kkg n-AV 5/ — )L/ KA EEHEK

FHFA T (AZA) 2 %LUTFH 0.81(3%18) R0

YU ORAT7 72 R(CY) 50 % (5~25 %) * 0.763+0.161 4.27
voaxRMRY > (CS) 2 %LLF 382+68 2.92
LZIL/3ZR 0 14.0%£10 3.49

207z /—I)LEET = FI)L(MMF) 0.70 % =N 238

AN KMLFEY—KMTX) 90 % BEAL 0.0002

VU EY(MZR) 80 % ERlR U BIEARBE CRISEFTRW)

Yo i AZA OREY (6-F AMREE, RE)DBEERICEREL, FTUFUAFVY—EZHEET S & TEERBEY (6-

MP) ZEE ¥ %,
X OV IBEEREMOSHMEBER A O RREICE 5,

S FHEEGR). BREcEOEWT Q&A UIFS. 2005
Brunton LL, et al. Goodman & Gilman’s The pharmacological Basics of Therapeutics 11th ed, McGraw-Hill, 2007.

EERA VI 2—T+— L AZA iR

FHZ2® $k 50 mg (58 7 hR)

CY$t ITYRFH2®§ 50mgEE 11 hR)
CS & XA—SIL® (W& 10 %, 10, 25, 50mg A 7EJL) (5 11 iR)

L7/ 2R

7Z/X® (10, 20, 100mg &) (55 4 hRk)

MMF B 7€)l ®ILETZR®HTEIL 250 (F 12 kR)
MTX 88 X hbLFtE—K®8 2.5mg(5E 9 iR)
MZR & 7 L7+ =>®(25 50mg #E) (58 4 hRk)

= 32

Giusti and Hayton JEIC K 2EYIKRSED UK FIRSHBOERAE

EYOBERWUIREEREZERT 2AEE LT,
OBBEEHOERPOERDEE BRWL

QEMDRBEI CRE(H) PR £ BEOBRIED SENT 7% 155,

ORSHIERE R=(BEE QYR / (BE

EREDFREE)

QB ESMHIEFRE R=1—RPEEAR GREER) BEE x (1 —-BEZE D CCr/f@%& D CCr)
(EEEDCCr=100mL/2E LTEW,)

REE=FAEXKEHERKR
RE5ERzERUVEREZREY 555,

BEEEDRSHER=REE OKRSHER X (1/R5MHERKR)

CCr: I LF7F=vU 7SR

2L 7F =27 F v A (creatinine clearance : CCr) TR
T2 2 D% 0hs, EEIZHAAND GFR i, eGFR
(mL/min/1.73 m?) =194 X Cre " X Age "7 (L 13 2 1
I2X0.739) Z W 5 2 E DRI N TV 2%, Y DRA
XHEIZBWTH, EHIEFKICHIL T CCrd L L 2 e g
HEMERIN TV 20, BEOHRMGEICRHI LT
% CCr D% K IF Jaffé ILCHEI NS DTH Y, BlED
eGFR IZIFIFFH L\ £ A2 T X\, IRIPTEMEER RZLE)
PRI L CCr 2381 & > Th4UE, Giusti and Hayton 35 (R
32) 2T, L IS A LIRGHRZRET 5 2 &
LHHETH 21209, SEYBREICHET 2 0 EEHEAD
BIAEFZIIE CTH 2728, ZHUCHET 2 H D E LT, eGFR
VA A DR ZE RS % Z 58 L 72 GFR™ ', Cockeroft-Gault O

XzHOLHEE cor TRASh 22 H 2T &k,
Cockcroft-Gault D3 2> 5 GFR Z##EEH T 5720 DRE L L
T 0.789 EH SN T B3,

11 eGFR %> 5 94l GFR Z 53 % 757k ¢
FZM GFR =eGFR X (£ 1fifE/1.73
A Z1HiRE 13 DuBois D :
R (m?) = (R E kg) “2 X (B cm)*7P X7, 184X 107°
TRkoOo5N D,

1 2 & Cockeroft-Gault DFUZ X % CCr DHERE :
CCr= (140— 4Ffif) X {RE/ (72 X Cr) (& k1% T 4112 X 0.85)

3 : Cockeroft-Gault DI & H HH L 72 CCr 2> 5 GFR ZHEH § %
Ji# : GFR=0.789 X (Cockcroft-Gault D12 &k % CCr)
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® 33 EEESECBERER

HhFITU— EE AR (EREE)
F5E - TREICERBLTHED _ _
= 1] . o||EX Ry 2 N .
PRETY 2 DD EE D% SR A N, BIBREXTO14 K+ X~ KMLFH—k (Grade B)
2HFERZERDH DN _ _
H ] 5| ER Ry 2 S _
R 5Hl R A A 7 T g S RE I 72 L0, BIBEREXTO414 K+ X~ KMLFH—b (Grade B)
B LTZDMOEREEZBI ITHRE
g git) mEYZL7F=> <56mg/dL BIBRERTOAC R+ 0ORRAT7 7 S K (Grade A)
(<500 umol/L)
5||ERX R 2T S 73R ;1%7‘?
BReE 1 2 OMOBETS g;&AXTD4h+/7DmZ7J R+ M #E33ia
y ] = — g =~ 7
EIEE ﬂi;b;35/ >5:6mg/dL (BRE£ICDWTIX Grade A, ZDMDEREEICD
K WTIl& Grade C)
FIBRESEIRDODVWTEANSRDC &
Grade A XIBITEIFDBLEH 1 DD RCTICLKDIEFYANH %o
Grade B T V& LMEN AREE & T2 (3 ZEN AR (quasi-experimental) fFZE W ETES ), Grade A DT
>y AHEAEREE
Grade C LEBRRCERTI R, EENEMFRLEDERARICELIZIET Y ANGFET %H, Grade A
FiZlE BDIEF Y ADBEADATEE
Grade D EMRPEMEZEESHISDER - 8 F/(d Grade B £/2ld C DI ET Y X DEREHAEE

7. JA—=INILEREIR (AAV ZHIDIT)

A. YHEBR

TERICRTHEETA B4 VIERCT Z2hiE LT —
FIZHEDOTEREI N TV B 720, XNRAEHFNIL 80 ik A
Thb, 72, %L DFJET PR3I-ANCA BHIERER], WG
TEGOHE A2 E Y, bOETIIERILEE LT WG £
b MPA DMEFIIICS <, £ 72 80 L Lo Eiifin & T D FIE
PHETIEZRWI ELHD, ZNoDHA P74 vDbiHE
DEE DB IOV TIIHEE LB 2 ET 5,

1) AEZ7O0MO-)

HEICIE, FFIC BUVAS 2 E L7 2NETHOI F
S REERZEA R S IR OIREN L INT 0D, Ik
WTEINSDMEHREZET 2L LT, EULAR B
X O" BSR/BHPR 256N A F 74 VMREINT»
%34, BSR/BHPR %3 2007 4EICFEE L7 AAV DH A F 5
A ¥ Tl¥, EUVAS DEFRIFFETH W 54T 2 TR 7y
BONEH SN TR D, IR E 2 IR He g, 25
R, ERERIC L 2 CORBIEOERPI R I N TS
(R 33), IEARAEIE ETREICRBLEZ D TH D
RPGN # 27 2N SN D0, 22 Tiieails
O ESERICOWTRSLT 5,

(z@k 3, 4 £h3IA)

SRR F 7 RS2 BT 21 KT, BB
BA57aA4 F(Umg/kg/ H)ICMATCY(>Z70FA7 7
S RO (per os cyclophosphamide : POCY)2 mg/kg/ H
%7213 IVCY 15 mg/kg % 2~3 @) DR I N T
W3, L, FineEKE, 580 HIMREOHERIC
ko TREGROREPBHETH 2O THEREZET 2, FIE
FEATRA FIZDOWTH, EUVAS DKL DES 7
U b a—LicEon TS 1 %> SHEEGT 2 7
Ok a—UBREINTLS (RESH), A780A4 FL
2RO W TR IVCY O & &I, FIA] IVCY i X
FA7L F=vr v 500mg D, 2 BIHD IVCY Bl
250 mg DG %ATH T L%, WD PBi, SfEifl o
DOHERIN TS, $LATHA ROV ABEE T
BB, RORIB R EA T r A Fogh#ESEZ2HET 5,
AT HA POV AFEEEFLEDIMNE %, F#12 RPGN 22 L
BRI LIELIEHwe 3,

BEABEE (ZME 2L 7F =~ 58mg/dL (=500
pumol/L)) Z & 2 LG 13RI EA T a4 F & CY iZh
A, IAEscHgék (2 HRIMINIC 4L % 7 [|B) 20 T %,
ZnA ol £ OEE R AIHEZ 2 L 72856 b1
RO I N B,
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2) REIHEKRSEORE

(1) BIBRERTO«C RREOZONI—IL

2007 4£ D BSR/BHPR guidelines THESE X 11T > 2 HIE
FEATOA P& 7 ba—LzR 34 I0RTY, 2hid
M7 v 7rF = 57mg/dL BL T DG RIME %1% L
T, RN CY 1cHi < TR I o fug s & L C,
AZA DHEFVE% STEE L 72 CYCAZAREM (cyclophospha-
mide versus azathioprine as remission maintenance therapy for
ANCA-associated vasculitis) 35 CH & N7z BB BE A 7
o4 FiEE7m b a— g wTwn 39, 2009 0
EULAR recommendations Tl&, m#D 1 4 H 3w EHE
ZHEREL, 3 AHDINTRIBRE AT A F, 7L =Y
v > (PSL) #4558 15 mg/ H ARG IS IR TR E Tl w &
EnTw3Y, Wl A HBORIBRE A7 a4 FiRkic
B 2H#4E 70+ a2 —)L1F, 2007 45D BSR/BHPR guide-
lines & 2009 £ EULAR recommendations T3 27 > T
W3, TS50 7T b a—)Liduid G HIHER G 2
JFRITH D, FIEREAT A FHEMGEIC X 200&E 7 1
Fa—nzRdboTidin,

(2) cY BE5EDRE

POCY (2B L T, 2007 4£D BSR/BHPR guidelines T3,
TG A L LT POCY 2mg/kg/ H % RA% 3 A Hilkke 3 2
CEMPHEREI N TV 208, IFHRERIAE 2T 5 720, 4
it 60 JLA 11d 25 %, 75 UL BiF S0 %iE T RETH
239 MR OMERZ BIO 1A HixEE, 2 AHHE 3
A HH X 2 8, 2 0% mHEKT 2, Ik 4,000/
UL A, FFHER 2,000/ 0L A2 EA L 72546 1E POCY
Z—RicHik g 5, AMERESHE L 2o D
25 mg JiE L CHB L, Zot% 4 BEEEERAET 2, &
T 7 BRI A, i h Bk (F1MIER 1,000/ 1L A, 4 H
Bk 500/ 1L Aif) & 2 \WIXBILT 2 FIBRINA, dF ks
(FIIfIER 4,000/ 1L A, AFHER 2,000/ L A3 2
)& &L EGAICIZ POCY 2k L, HIMERENIE %
12 50 mg/ HCHBAL T, FMBREDSTFARPAN T H UL,
1M BER TR T 5, HIIER 6,000/ 1L A 2>
DLARTNCH LT 2,000/l DA EARTN U 72356121 25 %
By 2y,

IVCY ICBI L C, MEREIE IVCY DM H B % W IidHTH I
RS %, HIMEK 4,000/ 0L A, 4FHER 2,000/ (1L A D
Biericld, IVCY Z &ML, fmEimkE 2R L <, Hifil
BR 4,000/ L BL_E2 >4 RBR 2,000/l Bl EIZ 575
25 %ifE L CHBT %2, Z oI HIBkED, GFrhBkiRd
ZELLEGOICE, FARRGETCHRET 2, YD

R 34 HKENFERFRRBICEITZEIBREATAOAR

BEE
SHERBNSD GB) 7L K=Y  {AE 60kg DIFE
HARE GA) (mp% (mg/H)
(mg/kg/R)
0 1 60
1 0.75 45
2 0.5 30
3 0.4 25
4 0.4 25
6 0.33 20
8 0.25 15
JLRz=vVOoy
(mL/H)
1238 15 15
16 18 12.5 12.5
6 78 10 10
12~15 1 8 7.5 7.5
15~18 1 8 5 5
(@t 3 £h51A)

= 35 FhE BiEEEIc KD IVCY SR
msrL7F=v

i () 150~300umol/L  300~500 umol/L
1.7~3.4 mg/dL 3.4~5.7 mg/dL

60 i 15 mg/kg/pulse 12.5 mg/kg/pulse
60 LLE 70 K7  12.5mg/kg/pulse 10 mg/kg/pulse
70 M E 10 mg/kg/pulse 7.5 mg/kg/pulse

(k3 £ D35IA)

IVCY 10 H#%2 5 XD IVCY % TORICIBRE % ik <
%, FMER nadir 3,000/uL A, FH3R nadir 1,500/uL £
DEA I, OEIMEK nadir 1,000~2,000/uL & %\ 134
HBR nadir 500~1,000/uL T, #iRED 40 %EL, @
M ER nadir 2,000~3,000/ 4L & % > 13 4 H 3R nadir
1,000~1,500/uL Tl&, HilAl@ED 20 %R T 5, BHE%
IVCY Y% H® 2 W IdniHICHE LHEZ AT 2, £,
BIEAE T X 20Tk 2 R 35 1SR g5

B. BFHERFRE

1) REWFIEEEE=Y YT
HIBREATRA FE CY DOFHIGHIE, RPGN %5 ®
7o AAV OFEHERIRIE L LT, CY 1 1 4 < A
IND T EDVSholend, BYRE, DIMEREA, Hinidkp;
WE2E, F&REMEZ £ 4% C DIRRBEAIHEZ EA T, 22T
CY 12 2 Sl ZE D FF FHIIRICBI T 2% DR
NBfTbhN, BUE, BINCB I 2804 K74 Tk AZA, A
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P L X — b (MTX) DSHERPRIE & L CHERR S T 5,
AZA 1%, EUVAS IZ X % CYCAZAREM IZE VT, CY &f
O TR IR X N7, EULAR recommendations
T, AZAQ2mg/kg/H)% CY X b b RETHIETIZIE
BRI E LT, MERRREE LTHERELTwaY, $, H
AN HESTHE DB EE % £ 9 % RPGN #llcB T, MTX
AT ER3MTHL, ZNETMIX IFEEIC WG %
WRELBEOBEERERE(LEZ L 7F = 1.5mg/
dL i) Z xR & L7 RCT ICEB W THIE TR IR X
1, EULAR recommendations |23\ CHERFEH: & L CHESE
XNTWV3EY, L7V 3 FIZEmMIEEREICE L T AZA
® MTX 124 6 R WAMEZRT 2 LIS TWL B0,
—JiT, 227 x/ —)VEEE 7 = F )V (MMF) |3 5 fEHER 12
BIL CEO PR L L CIIHEIE T E RS, AZA $ MTX
WAL TRB D R WG T & KITHEIEN DA I B W T
RS 215 BRI RRMERERR I ST Al % B
T2 EICk>T, WG DFRY 227 H58A L 5 2539,
ST IO A D ELfRHERFR IR T A I Z L w0,

feRpptiih e =4 ) v JIHHE L L TiE, IRFTHA, CRP,
BHgRE % 1~3 A HIgICHifT L, JARGHITZ 479, I
B, APRERR 13RI O RIVEH 2 R 2 MUk T gich b,
HEAT T 2 BRI A 13 S HIHIE O RIERIC X 2 b0 ThH
ZAREVEDS D 0, G INHIZR DI £ 72 i3Ik 2 g 2,
WA RN ELIRES, BUER-> THRET 2 2 EH D, FFHR
FRITTENE L 7 s & 1358 2550038 5, RPGN 1T THEhE
LEImERTY, WA &0, BoRBEIZmHmET
b5,

2) BEREHEEVLELGERE, #EEREPORIBERE

270414 RDEEE

RPGN Z& & AAV ICBAL T, ERFPORITREA T
04 FO#L5 R, PSL #A5 10mg/HATIZTRETH
219 F R R GTE R A D3 S, BRI 6~18 A H L
FEDIRF TR T %, FRMERFREOIIRICBE 5 7 v 4
PG HERBR I BIE £ TR0, %< DIKERERTIE 12~
18 A HMSE S, 12 AHTHIET % & PEENL,
FEREBI D3I $ 2, X > T, EULAR recommendations C
37 ¢ &% 18 A AL EY, BSR/BHPR guidelines T34
7% L b 24 A AL L ERMERR SR 2 HEBE L CTw
2, EinE GBS TH 5 C LR, BIRETIEHE
FpD, WMRICK2BRELEDY AV BEC L z2H
BT 2L, HiEPBENESE TGN EmC T2 L
LR TRETH 2109,

Pt GBM HLRBIHE R 212 %9 % Efif (F1 GBM Hidig k)

BO BRI T2 2 EF VAR ELDTZ L VLD
DEURTH %, §1 GBM FifkDEEA DS 6~9 H HitB THARE
g 2 2 & 57 AR 2 ST &
b HEE DR SIEINTHIHE (AZA 72 &) D %2 6~9 5 H I
kT 2 2 E D%\, L L, KB ABZEE Tk 2~
3EDMBERE 2~3 A A D CY ZFEEAR L L 7= Szl
FEIRIC X D P GBM FLiRIEH AR LRI TH 2 2 L
5, $i GBM HikHSiES: L T 2[R 0 ML I3 08T
WEVRIEZLH B,

V. SRORE

1. MEGAEERICE T2 REIMHIZE

FEENHIER I D> W TIRFR CY 12fb b, Yk & D]
TR Z 8, WG REZMS L, L2 bFRASOEKRLNEL
H5EDWEBASNS IVCY™ R MTX, MMF %4 £ D
FEESRE I N T2, £72, TNF-a % CD20 DEH
BHE 217 9 AP EIEHENC X 2 iaE Dk 2 il icfTh
T3, TNF-afi#EiE, WG ICRESINZEED A%
it % 59 2 AE] % PSRRI DNED 5 1T 528, Bl
TRIRIZOVTOEDHMIIE NS L TIZIER-T
WL CD20 € 7 a—F AR () Y ¥ e =)
i CY Wik L RS YIINAR ORI RE SN, CY
L 2 —DDFIRHE L LTSN T 13919, 2ho
DFEAED & DR E EF 2, bVEICEME R MPO-
ANCA Pl RPGN 12519 2 S, FrilamsEoa%)
MoWE DRI Th 5, £z, BENITHHED RPON JiE
BHZBWTIZ AT O A B8 ZEEDFEN S N B RERI 2%
WHOD, ZOER, GHEICOW ORI SRS b
DTIRENT VB, HAED RPGN DIEHEETIE L FE 2K
DREBNC BT, WIHNEHRIEOERLE LTATa A FX
WABEDREBI N T EDIREHETHY, ZOER, &)
RO TEBIVICEHI S 2 B2 H %,

2. ERERREOETL

2 AN FRRFELEOHEED 2 & MPO-ANCA 5 14
RPGN O ARG INEIC D 5, HOEICEIT 25
fEAEREE O & LT, BifE MZR fEHOH IS X 2 1ML
5 ANCA T L5, FREAOR R OB 2GS v
%, ZD& 9 kODPEIE OB ORSEBEND,

3. BRROBEEDREIL

TR Z I 2R 0 IR B IR, WIHIAEE & ARG
WERATH) S EDEARTH D, L Lo, MERERD
BWIZH b 67, IE ANCA A& % \»IZIiE CRP
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