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20 1T M SR BR AR & (rapidly progressive glomerulo-
nephritis : RPGN) i WHO 12 &k b, T&M:dH 2 »IiEaErkic
FERE S 2 WIRAVIMIR, EAK, #ifl, 208ET 2 B4
SAEMERE) L ER SN T B Y, RPON IBFHLAINICIE, %
B RERE I M2 & SRHERITEYE 0 2 AR DR 2 38
2 BEIEE AR RAE AR BRAA B s R T H 5, LD L,
e HARTE A AR BRAR R 2 AAHIC & RPGN D IR LI % 72
EBEELH D, RO A ZM, S BERO
TEARIT X O BOE T USRI B A4 & THEAT T 2 b BRUK
MIIC RPGN & LTI kb b, 7z, Hubrhakiiae st
A (antineutrophil cytoplasmic antibody : ANCA), FiRBRAIE
JEE B (glomerular basement membrane : GBM) $i{4%, #1L DNA
Pilk, REEAH L & DM AR S X BRI R 2
B U<, pauci-immune %4 RPGN, $i GBM HiiA% RPGN
(Goodpasture fEMEREZ &ir), FEEH AR RPGN 12 KA
I, & 51T pauci-immune Bl ANCA ORIGPUHTH 5
myeloperoxidase (MPO) & proteinase-3 (PR3) 2 X ©, MPO-
ANCA 7 RPGN (BB % S BIIR % 2 & &) & PR3-
ANCA 7! RPGN (Wegener RIFFHERE % & &) ISR AL S
%, ARETIE, SZEEAAHE RPGN Z bR RIS D W T
Y B,

ANCA & RPGN
FE BB 12 35\ T, I A IR AR B LA
FHIBET & D RPGN OJRRIESWT 2 17\, B A5 A O
KEZZE L DD, ZIUIEU 7l eiT ), d@k, XFu

Treatments of rapidly progressive glomerulonephritis
R R RIS € v 7 — IR, RBR AR A B RRE
BREAITZERE BIRNE TR, ISR LR

5% 7R 5672 /1l #11 R*°

TLrRava O AERE R GO EIREEA T a A P
POPENTAE,  PUMMCEE O HIRES R, MR ACHRE 2 &
2O L 728t bin s,

1. fIEAE

KE D National Institute of Health & ), ANCA BHMEIME
ROBAWHERE LT, ROEIREEAT A F 3 (oral
corticosteroid : OCS) (I mg/kg/ H)+> 7 v rx A7 7 I F
(cyclophosphamide : CYC) (2 mg/kg/H) %, %7z, BMERLIC
& CYC KEHE (3~5 mg/kg) % Fifite 1 4FR £ CTilkie 3
% L\ 9 regimen DMHEE I N7z, AIGHIT KD 75 D HEH
ICERTER A7 L OWMEY R IZ U O &L, WML 20
%% 7 v — 7" (Buropean Vasculitis Study Group : EUVAS) 7 &
12X % ANCA BEEUMAE 2812 0 5 2 B & il sk o i
AR EbaY, RINAYIGER L LT OCS £ CYC D
DERREEDMER SN Tw 2, RHEIERE R T a4 FHRO
WA 513 1 mg/kg/ H (IR 80 mg/ H) <, filifd i 7
EEERAIHEZEIGAICIEAFLTL F=yur L
Z (methylprednisolone pulse : MP) 875 72 > U (3 LEE 28 #ujhe
a2 L3N Tw»b, CYCHIEICBIL TE, 2mg/
kg BEOFHD3FTH %235, de Groot b 1E X & fRITDREE,
BEIRMY CYC 7%V A3k (intravenous cyclophosphamide :
IVCY) 13101 CYC ik L ik L ¢, ®R b & <, RIfE
b i HATH S ELTWBY, EUVAS IC X R0
CYC # ¥ (2 mg/kg/ H) % 7213 IVCY (15 mg/kg X 2~3 H
) %2 47 9 Hi A & MR i R el GABR 4 FF CYCLOPS :
daily oral versus pulse cyclophosphamide for renal vasculitis)
DFHIFEIE 160 fl 2 R & L CHafT S, SERTAFDIN
M, & X OCPRIEHHBSEEICHEE RS Sk
D727,

ZD X, WHOBGETIE, OCS+CYC ffHIfEDSE
RS Tw 5203, KRESEKIM O RPGN FEH]1E PR3-ANCA
BIRPGN 2% { GATVS L 2BRT 20 EN D 2, K
FTIE, KD EREICIEIEY 5 MPO-ANCA B RPGN %3
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25704 R/SILZEE
(MP 500~1,000 mg/H x 3 B F&&#z)

#EL BOBBEER 7O NE
(PSL 0.6~0.8 mg/kg/R)

ZXFa4 RINILZEE
(MP 500~1,000 mg/H x 3 B f&&#z)
+
#BEL O BOBBEEXTOAM ME
(PSL 0.6~0.8 mg/kg/H)

L (EHARE] @ EPAE T PO—ILREEL
w Z704 RINLZEE

3 (MP 500~1,000 mg/H x 3 H Fl:& )

3 /b

Ry
oF
N
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SR HI%E
(CYC 25~100 mg/H)
££)IVCY 0.5~1.0 m¥B/B  AHEEHT

@ mEIHIEE
(CYC 25~100 mg/H)
£#£)IVCY 0.5~1.0mYB/B  HiEsE

| BOBBEER 7 01 FEOHS B £ 4~8LIRIC20my/ B AHICHE

1 MPO-ANCA %! RPGN DjaEiE#
PSL : prednisolone, MP : methylprednisolone pulse, CYC : cyclophosphamide, IVCY : intravenous cyclophosphamide

LHESEGC L XD, BYYEDOGHREIEC, LamPk
ARER D70, HilnE O GREIHREIC OV EEIC
Bo I 5w, ABOMETIE, OCS 0.8 mg/kg/HA
WORERNE, ZHLL G LR KL, ARICEGT
BEUWESY, BPROVEBICREFTH- Y, —F7, MP
Wik & 24U CYC 2 L 2o ttfig ik, cyc ff
DFRARDMEATH -7, UL, JAKBARRIILT 7 L
7 F = VAl - I CRP i o & fiE 5 52 Jifi s 22 OF F& 51
CYC fFHENE L, 512 CYC HEHABITIZEREIZ OCS
BehEb LIz, M RE2HA a2~ 5 &, MP
BEEBIC LR CYC PERBID1F 9 23, B AEFRICHEE IR
BubOD, EFERIIEEICRIETH 7Y,
MPO-ANCA %I RPGN 12 &1} 2 B iliiL i, |ER
REFT LR ZE % OF 76 U 72 PRA RGN I3 E G P REED
AIRELEDS B 5 23, il H R &R 2 & 7o L2 WRiEf,
TR LRI 3 C IS S EE R B RE IR T & £ ) FENIC 133 TR
ETHHEVI) T EEEELT, "RPGN B (K1,
2) BB E T 3Y, DEITHERREE BT 2 &g
12 & & TlX, MPO-ANCA 7 RPGN 612 fflicE 1) %
P9 OCS #4551, 1998 AL IE 0.84 mg/kg/ HTH - 7=
73, 1999~2001 4Tl 0.75 mg/kg/ H, 2002 4F DI T 1%

0.71 mg/kg/H E HEISIHRD LT3 2 EASHBIL 729,

2. EHiE - BERLWUBRIBEREES ICH T %58

fififE b s & B 2 A BEE 2 £ ) i, mndo 2k
¢ MP k7w UM Sk 2 0F 32 2 &3 —i%
e IT 5, 1970 A F0 6 MP BHED T S 1%
L9172, MPBETIEERBESCEES R T, BT
i R, ARICERBELE RO sl L oWt L,
ZOHRMEPI R I N TV D,

¥t GBM FifkI RPGN I B F 2 1A & L THHIT
& 2 MUFE RS & ANCA BIEUMNA R ICH L Cika s
T3, AH MPO-ANCA 7 RPGN “CIAKERH AR 1 fifi i
ZEPEL TV 79 O W TOETTIE, 21 BT 7 =
Lo ABEDBHE T E N TO b DD, 77 =Ly AFEE
TOEMIC X DM TPRITIZED Do, Ei, MlaH
1L i B B B AR B T GRRBHIR IR ILYE 7 L 7 F = v 6.0
mg/dL DL E)BcBWTH 7 7 = L ¥ AMETH O 1F 5 2535
TPHRARTH > 7283, IGHEFIGBINE CRP 6.0 mg/dL ML Eo
EERIEZ EIEGITOR, 77 = Ly AFERMITIC XL 3
HTOEMPRYGEIRD &Y,

EUVAS (C X 3 1li% 7 L 7 F = il 500 umol/L (5.7 mg/
dL) M oS R B 151 iS5, OCS+CYC #ik
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+
#BEL  RBROBBEEX 70O FE
(PSL0.6~1.0 mgkg/H)

P DEINARE]  MEIAE TS NO—ILREERIBE

3 Z25Fa4 RINJLZEE

| (MP 500~1,000 mg/H x 3 B F&&#z)

| F7243

} G 2R

; (CYC 25~100 mg/H)
£#)IVCY 0.5~1.0 m¥B/B  AiEst
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NO

2704 RISV REE
(MP 500~1,000 mg/H x 3 B F&&#x)

+
#BEL O BOBBEEXTOAM FE
(PSL 0.6~1.0 mg/kg/H)
@ mEIHIEE
(CYC 25~100 mg/H)
£%£)IVCY 0.5~1.0m¥RA/B ~AiEshE

v

| BOBBEER 7 01 FEOHS B £4~8LIAIC20my/ BRI E

2 PR3-ANCA B! RPGN DiaEiE s

IZIZ, MP #E: (15 mg/kg/ H X3 HIA) & 72 (3 M55 e
1% (60 mL/kg/[91 X 7 [0]) % 17 9 Hij ) & Bhifghses ikl Gl 44
PR MEPEX : methylprednisolone or plasma exchange for
severe renal vasculitis) T1Z?, 3 » ABOAGFELE 72 138
R M SHFETED 12 ) DISRAF (69 % vs. 49 %) T -
73, ek D 2/3 DIEBIDENTHEA L 72D, 2IED 25 %D
SEGIDSTAEE OB BEEZ BT L 72 L DFEFRTH -
7

3. MEHERE

MERHREIRIC 3 1 2 Holsdeat il & L Tld, EUVAS I &
% CYC & 7% F 4 7V » (azathioprine : AZA) & DHIAE
Frig st 5l (GAUBR 44 FR CYCAZAREM : cyclophosphamide
versus azathioprine for remission in generalized vasculitis) 23d%
D, 0CS(60 mg/H)+CYC(2 mg/kg/H) ff HIHIHIGREEIC X
D LML 7o 144 FEFNCRT LT, 6 3 A HikiC cyc (1.5
mg/kg/ 1) MEGEHE & AZA (2 mg/kg/ H) ICEH L 7L T
HigZ L7z b DTh %, CYC HkwEE L AZA ZEHHE & DFEIC
HRERICHEE A1 (11 % vs. 10 % 5 p=0.94), Z DL4
P 5 AZA DERBEPERE SN T2,

AF MPO-ANCA B! RPGN (C B I} 2 #IHIGEHRE T O
R OoCcs B 5B oW Tld, TRPGN R EN T 20
mg/ HAG & L 72356 DAL 944 % T, 20~30mg/H

Tl 83.3 %, 30mg/HBLETIX 500 %&, 20mg/H A
ETBTLEDNZOBRDAEMPBEARICWEIRSLELT
w3Y, 20k, EEEHESa Y Fr—- L TR
1, AR D M2 OCS % 20 mg/ H A £ T L,
ANCA HUIAA O 2SR fE 3 % %4 1213 CYC 25~100
mg/HOPFHZHZE T2 L LT3,

4. ZOMOBEE

1) fthod a2 -

Z DO FEIIHIFE E LT A Y L ¥+ — b (methotre-
xate : MTX) R F 4 F & 28— ) ¥ S ERE A ICH T
H2EDOWMESDHY, EUVAS IZ X B MTX JAFERE (MTX
15~20 mg/iH) & CYC 1R (CYC 2 mg/kg/ H) & Dl
= b e a5l (BB 4 78 NORAM : methotrexate versus
cyclophosphamide for early systemic disease) Tl3'", AR
o6 A A, MTX BHRHETIEHRERIZE (69 % vs.
42 %) b DD, CREAFRILFS (83 % vs. 84 %) TH Y, %
o, FEIEW O FEE R B S S HIS0 ME 25 6 D] C 13 AR
iR E MG L Tw»3,

¥7:, a7 x/—)VEEE 7 = F )L (mycophenolate mof-
etil : MMF) @ CYC HIESHIE D BR D T g AMlBIEE & L
TOAHMER, HMERHEE IS 2 BRI E L £ DR
Wi ST 3'?, BIfE, EUVAS I2& D, OCS+CYC
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3 1 GBM #i{kE! RPGN DAEEH

DEFBIIGENIC & 0 BEfE L 2GS L <, MMF 1G5
(MMF 2¢g/H) & AZA IGHRE(AZA 2 mg/kg/ H) & DI
Mg i 5 a5 (GABR 44 F IMPROVE  international myco-
phenolate mofetil protocol to reduce outbreaks of vasculitis) %%
TR TH 5%, AHTIX AZA, MMF & L T, FBk
D7) AEHEYEETH 2 IV EVBMEISNS T L
%<, bttbiud A4 vy FBITIEH 528, 0CS+CYC
DEFRIIARRIC & D SEEER, ANCA tter 257 LA L 72X
VY Y OB PR ARG LT,

2) Ky 7ua7) vk

HRE - BUES 22\ ISR BRHTIEIEG IS § 2 168 & L
T, Ry 7a 7)) VGO REShTE D, i€
KGN A THOIHETIE 77 2 Rl L i U CoGE
(82 % vs. 35 %) ZRHO TV BW, Kty a7V ik
& Fe L 7% =% L TREMHICES T 2DH %5
T, BPYEICW T 2R E L TOHARTH D, FICIEGYE
Z ) WEEITE DRV ANCA BIHLIMA 21263 2 % 431
P35, BUE, AMTIEREyY 717 v #Eik(NPB-01)

SRaklR) 25T TH %,

3) VAT FERIGRRSR

EUVAS 2 X 2 Hiffaiifiie 7 e 770 v & 2 i & G5k
(A Bk 44 X SOLUTION : anti-thymocyte globulin for refrac-
tory vasculitis) 12 8\ TlE, FERIBEEL ICHEGiPED 15 HilH
13 By e 7 v 770 » B3GR Th o 7 L RE I 1
T2, ANCA B 25 32 6 (2 16 B, MK
PUE 16 B) 1239 251 INF-a $ifk (£ v 7 ) ¥ = 7) i

L B B TIE, 88 DIEHI AT 6.4 M8 TEIfRIC
Eo EWE SN TS —T7, 21 BORER] T HEEE 2% EGYE
ZHEFEL 72 E LT W39, F 72, Wegener PIZEIEAE 174 12
W92 AVENE TNF-a Z%544% p75 (etanercept) 12 & 2 Hijln] &
ARl GABR 4 PR WGET : Wegener’s granulomatosis etanercept
trial) H3MEAT S 4, 72 B DREBIDSTIMRIZZE - 7253, FABRIIH]
HERE MR L TV DX 494 I T EF, F 72, ERE,
TR E LGHEFERREOADOH L OEEEZR O NT,
etanercept FEC I3 6 BB SHAE L 72 £ LTWw 317,
Zofth, ¥ T MEE 2 70 —F ik KA EDT CD4 $i
R +$1 CD52 Fiff (alemtuzumab), HT CD20 Hifk (Y v ¥+
< 7) 7% EOFMMEDRE ST 208, DEH OWMETH
D, ZnsbEo, LW AT FEENIREEE O AT
L& i atiatandic ka2 b L bz,

1 GBM #114E! RPGN

B, - AR 7 £ oM, BRREIOE
U 7 gty (7o A BB &R MR, 2872 6 A4 )
LIRS KRS HIBR) , B RE R T DR 72 & VTR oA
fiC XD, BERBICT 21005 (B 3) &ORERE I (B A
3 2 BENTREE R MR ISR T 2 IR G 72 &) 23T &
ns,

1. #IEAE

1970 FEARUCIZBIRES S ¥ & % 2 RE O G I EE o £
H3ibhsens, 47 DREFIDS 1 AN L, AHI
TH 40 BDSBIEICED, EbOTIRARTH 1Y, 2



Flnt—  fth 3 4 111

104 | e 1998 U7
] —— 1999~2001%
094 i —— 2002 LI

B4Rt HF i

0.5

0 6 12 18 24
FEE=EE (B)
4 IR RPGN ICH T BDREFENBLEETE

D%, OCS ® CYC 7% & DGYZiIfliEE»sfrbh, 61
Pi GBM Fitk D REMINIER 2 0 72 I ISk b b
TSR, SRR EO A B2 ATV S, RRCHiH IO A O
WAL T, MU > OCS EEE D ftfTic X D Ml
MIFEPPITHRT 2 2 L%, REBOAEMTPHRIZE
WU L2y, B P RIZVERARTH 2,

Goodpasture FEBEREIC KT L T, WRILH O GBM Fifkd
bRk & & OHUREANGIIERO BIR E S X 5, 1976 4F
IZ Lockwood 512 & 0, ®EEEIE BB V€ v RKaiik, i
FEINHIER (CYC) & MBS HafE 1 o Of FE DG R D3
maEn?, Dk, MRk SPDENZHZ DD,
Z O 3FEERIH LIGEIMTbN TV 5,

1) ISk

iR O FL GBM FifkDBrZE HIIZ T, #ibko fue il
PEE & O CRIMINIC AT 3 2, IS SCHRETE I3 25
990 %, EHHZEDOR 40 BICHRTH B L INTWL B,
Lockwood 5 %, 5% 7 N7 2 vZ&EHKE LT, 4L/ D
Mz i H 2 8 2 o LI IIEYT GBM JUiAliAsEH
¥ % £ Chtifr 3%, 727 Uitinapecix s%e7 L7
SV THEM L 7B HT RS IS 300~400 mL 7 72 [A] i
BIHEHT 2 L vH 7a b a—LzHLTL3"Y,

Z oo ik E LT, ZEEEIMEAZHETL S protein A
AT BT X B GERERE OFREL G I N TV S,
L Lo, XTIV ELEBREHICIERE > Ty,

2) FIEEE LE 3K

JHE, OCS Ktk (PSL 40~60 mg/H) 21T\, #hil%z
A O ERZMWINT 5, BEEOREHNCR LT, RIE
BB ROV E VOV AEE (MP 1,000 mg/ H X3 HIEEH) %
o — it d %,
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AR (A)

5 7B RPGN Ic BT D RIEEER LTk

3) SRR

OCS BHED R TIFREIIA 770 LIk OCS £ G- &#D
TR S 2 S E B Tl 72 <, Z DA X S0 HIHIZE D bF
H#%4T9 2 L%\, W, CYC 1~2 mg/{KE kg/H, 7
W LIE AZA 50~100mg/H 253 %,

4) Z oAb

PSR (~ %) >, 7 =7 7 ) V) RHUVIMESE (P E Y
Y=Y 78 77 E) b AREREE R 0 IC I3 G
ThH DY, MHIMOMEEL 726 TERELH 2700, H
B GT 205058 %,

2. ETERICHT Bia

i 7 v 7 F = “filids 600 pmol/L (6.8 mg/dL) BA_F D¥iE
Blic BT, SRR & ISRk o ff R I
& 2 B BSRESGEERIE 85 % TH Y, MEZ L7 F =Vl
MBZNLLTOREBID 76.1 % & i LT, WRHINE b DT
L\ Lo T, WRIICEE OB EL G 2
Bl ZIR7% O LIERDIEF OB FHRIZEDOTARTDH
D, BEHEOUGEIXRD 5N\ ENLnitd, fEliz
P BRI 2 i BEIEZ  Z EEF L wEE T
22 AT, Hi GBM $ifA% RPGN 32 sk I M
7K, ARIED Goodpasture FEMEHEEZ & 8 7291 GBM i
{471 RPGN 44 flORET T, FHEFERDY 50 KR & Hv )
Z, WIZRERERE LIS 7 v 7 9 = U 7.1 mg/dL,
B ALARAT HL T b 2 HIRTZ IR 77.6 % & 1B~ O OB X
o IEGIDNIE E A ETH o722, IMUFEHIREE O il T
HZ 55.6 % TH > 703, MUBERMFLEREAT - JEHEFTHI D[
T, BAHEEE, AERLVEEEE R, £, 0CS
& PN O Of A MBS E O G IC 0 b 5 7,
JEYE 72 E OfERZE D, EHTBRARTH -7,
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RPGN T, FEhEF BN RN 2 iai 2179 2 & S HEY
Ths, LH»L, RPGN OFIEFNIEIE DS <, Sl
Mgk Sk 2 HRIRBERETOREH b D5 Hvo
T, Ay BPHREEE L LSRRG E T ED
HFIETH %, 2002 12T 2HGESTVE R SRR RE O 2R #F )
DMERL - NE XN, RPGN ICBIT 2L Pz S NI B4
fEP#IE, 1998 AEDUAT & Ful L, 1999~2001 4, & L
2002 fELARETIFWEMEI & 2> T WD 2 EVHIHL 7%
(B4, 57, LaLars, EYUEIC X 20 HHRIE, 1998
FEDITIE 49.1 %, 1999~2001 4ETlX 34.7 %, 2002 4ELARE
T 63.6 % & BEMENIC 72 <Y, JRYER D35 D
BEO—OTHhL ERbNS, £, Fi GBM hifkH
RPGN IC B} 24 P 6 VICBAETFE TR E bICEED
BORbLIFELE RoTw 3,

BIE, AT, A7 )8 R 8 FE N SR o 9 2 DA T
PR RS 1B 2 FHAEITAL ) - TEEG IR I B3 2 A
WFZE s - TR R D A OFIE & 2 OIREETEICBE 3 2 FH AT
%610 3 YA MHIC X % Japanese Study group for MPO-
ANCA -associated vasculitis IMAAV) 25 7thcdh b, F7=,
I EUVAS % FPuic % < DRl & st ilbids
fTbnTws, 5, I DIETVAPERIN
72, KDROIAEETA P4 VMR - &ETEh sk
EEbNS,
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