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(A) BERLHE (B) R7) rrHEg
TIN—7 Group 1 Group 3 Pl TN—7 Group 1 Group 3 Pl
W ER QCs 0CS+CY Wk 0Cs OCS+CY
PRIk 51 22 i BB 20 20
A (%) 652144 565207 0041 E (R 64.7 = 132 584 * 192 0.235
HE(3 ) 1827 9:11 0.706 HENHE &) 9:10 9:9 0873
Mg 2 V7 F = 4 (ngsdl) 4127 4325 0.816 g 27 V77 = 4 (mg/dl) 40 = 28 44 £ 25 0.668
MECRP{E (mg/dl) 4851 26+38 0128 TECRPAE (mg/dl) 51 +52 26 +39 0.144
BT DA (%) 45.1% 40.9% 0741 BliKA O R (%) 400% 450% 0.749
OCSH 58 (mg/kg/H) 0.70+0.24 076030 0408 OCS#x4-# (mg/kg/H) 0.68 = 020 071 £024 0752
R LR
104 - 10 e
038 0.8
e ;
% 06 E 06
&+ &
04 - <04
0.2 1 ~— Group 1 0.2 1 ) — Group 1
. p=04978 . Group 3 . p=04323 .. Group 3
T T T T T T T T T T
0 6 12 18 24 0 6 12 18 24
EEBEMmO) BB/ A)
kA o gerbeapel
107 5., 1.04 o
08 - 08.] [
& 06- ff; 0.6
g )
8 041 ;ﬁ 04
0.2 — Group 1 0.2 4 — Group 1
p=03408 ... Group 3 p=04617 -- Group 3
0 J
0 6 12 18 2 0 6 2 18 24
BB (R) BARBEIAN(R)

8 MPO-ANCA BT B RERROUIBARICBII32007 X 7 7 I Kok | OCS 8 vs. OCS+CY
OCS : oral corticosteroids, CY : cyclophosphamide

DPHEEZBEEINLT, CYH#HI LD OCS DEENT
HEERD, BEEO2 Y b o — A TERETE2L0TH
D, TSRS 2BISERBRECT > b TiRR VW, &
1912 OCS & OCS+CY 2B L7 BEDRE 2R T,

1990 FLIF ORAT T, ERMIC CY otz kY, B
FROER, BEETER, £EHhTHOWE, £EFREPS
DIFEBEFMEO T Y b o — i DWn T ORESISHE S
T> % (evidence level [V~V)2~39  §ij G & e I8 S4B
TRCYDHRICE D, EHFRICEENTVDH OO,

HFEOEER 27977 (evidence level 11)2023, CY Ot
BRI 65 UL EORIBE CRIMEDSHEE L LT L,
EHmTFHRTR LR 2EMNOHEMOIER L H 1 (evidence
level I1)°2, E#HE O GEMEREC OV TREEI R S
X2 %27\, MP+OCS+CY £ & MP+OCS B H %
TRF20 2R LT L <, MP+OCS B3 CY 3B NEE -

B, BEOBRESSE, BROBHREIFTHD
(evidence level 1) 1*%%, CY Ot > Xir 7 2 &7 &
NTw3, UL, KEEICEY 5 FEMAT48 e 4 1L,

1990 £ Falk & Q#HE 2 E D, TRCFE— 71— 7
SDLDTHLH T &, FE & b Wegener I3 B
PR3-ANCA 51D RPGN % 27~53%& A TH H [E»
b5, Wegener AFIEFEDIBFIC BT 2 CY 28074
PGB O PRI D W TR RIBIRIRENH D, I
BRI I NI BB E 2> Tw e, CY 0B E5HIzD»
THY 707 3A7 73 FANVAEKEIVCY | EENHE
JEAMER 1 CY 0.5~1.0 g/m?/H, 4~8384) 28D CY
2, B CORWFR PR, BiRsE2®s L, L
2% [FEOERIIRD D % & DIEDSE 5415 (Fr 21)906-0,
UL» L7228 s, MPO-ANCA #l RPGN () 4fic CY &k
2T S OFAMRSEORR » o 3R TS T,
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(A) B (B) =7 vy HEg
Th—7 Group 2 Group 4 PiH TN—7 Group 2 Group 4 P
BhEL MP+0CS MP+0CS+CY : HEEE MP+0CS MP+0OCS+CY
SR 120 28 FEBIEL 23 23
R () 643+117 653+7.3 098 £5 (%) 639113 666=69 0.31
W L 50 : 68 12:14 073 R (8 L) 8:14 9:14 0.84
fii% 7 L7 ¥ = Ui (mg/d) 55+ 2.9 6733 0.06 i 7 L7 F = i (me/dD 65+25 66+33 0.77
i CRPA# (mg/di) 66+63 10297 0.08 1R iFCRPAH (mg/dl) 86=70 90%73 098
WiRE DA HE(%) 55.8% 75.0% 0.06 BiHEORIFE(%) 78.3% 78.3% 1.00
FHHALGR AT T 71x14 6912 0.43 HEAR AT T 69+14 6813 0.66
OCS#: /7 & (mg/kg/ 1) 083+0.26 101031 0.01 OCS# 458 (mg/kg/0) 0.84 0.20 097%027 017
4 7F B AR AT
104 ~z 104 1
0.8 7 0.8 -
E 0.6 i‘t’ 06 1
# 04l = 04
0.2+ — Group 2 024
p=04513 Group 4 p=00288 — Group 2
0 0 e Group 4
0 6 12 18 24 0 6 12 18 24
BB () RBEEME 0D
R A A AR
104 e
0.8 1
E;‘Jr 06
4
wr 0.4
0.2 4 — Group 2 )
p=0.8304 wweee Group 4 p=0.1154 — Group 2
0 0] - Group 4
0 6 1z 18 24 0 6 12 18 2
FEERZELN (D) BOBEREH ()

9 MPO-ANCA B SGHEETIHBMERBOTMABIC 1752207 X7 7 £ FHE% | MP+0CS vs. MP+0CS+CY
OCS : oral corticosteroids, MP : methylprednisolone pulse therapy, CY : cyclophosphamide

(A) BEPWERIY grade Tandll (B) BiEFMEERE gradellandlV
109 1 10 1 -
08 L—’@ 08
* 06 j £ 05 -
& &
LU 04 A
02 - o MP+0CS(=7) 02 4 MP +0CS(n=11)
. p=09516 - MP+0CS +CY (n=10) MP+0OCS+CY (n=10)
T T T T T T T T T
0 6 12 18 24 0 6 12 18 24
RBERSIIN (A) B ()

10 MPO-ANCA RISESETEERAEREIC ST BRREERNOEH THE
0CS : oral corticosteroids, MP : methylprednisolone pulse therapy, CY : cyclophosphamide

WiRLEZEL, BERERMRCMEEzHAELLT BEREE SRS I M A RETH D, PIHBREE XY
BRBEN XS TRUWEOTREENH 205, EEETH Z, CY D513 MP 152 0CS 512 & 0, KB
MRS &7 LT WER, HERBR T T SEER Btk oy Fo— Aok nE EEETRET, FiC
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R 19 EETHBRERRICEIT3L 2074773 FiEE  OCS+CY vs OCS

MR

iR Evidence
M A +
WEF  WEE BB R CAEAE IEGIH e levels e
1979 Fauci % SRS 17 0OCS+CY 17 3BT v
MER 14 BlHINES 2T BR
1985  Weiss & R A m 34 0CS+cCY 7 47T OCSHCY BIZH LT, v
TR oy 2 BICHERL THBIZREF
ocs 20
3L 7
1986  Rubinger & 3 0CS+CY 3 2B TEBBENERRNRED Y %
1991 Guillevin & 46  OCS+PE 23 WEMICEEELL Il
CY BB THERBIN DLV,
OCS+PE 23
+ CY
2001  Gayraud 5  Churg-Stra- 64 0CS s SEHFRICEZTELL I MPAEEEICH
uss fEEEE 0CS+CY EEMTIIOCSHCY B T4 W T,0CS+CY B
S TRIVEBTEA S W,
BREILLFEENL VA, 0CS
BT ERBENTRE
BMENS 58
RMER
HHMEE 156
BhBR &
2001 JB&E5EE  MPO-ANCA 73 0CS 51 BEGE BhEBFRL b v Bt E
%) RPGN BEEHML
ocs+cy 22 '
2001 JBAEAE  MPO-ANCA 40  0CS 20 BEGE, EhEsEr il R7 VY T8
B RPGN BEEUL
0Ccs+CyY 20

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

antibody, RPGN : rapidly progressive glomerulonephritis

BYHER EOHRIIE D REENSLETH 5,

® MP ##iktho OCS e 58
DRSS BT 2EEDY A 7120w, HilRo
FELRRET*HER L LIESERBIN ETo72 L 2 2,
OCS 0.9 mg/kg/H U E#ES DS ORI 2.00 (95 %(E
TR 1 1.11~3.60), & &1 IGIBIARF I iRZ 2 LT
R TIRERE 2.54(1.20~535) LGB TH o7, #2T
MP $Fik 2 HifT Uiz BED &I DW\WT, MP #E#%O OCS
DI EGRIZ DWW THREY VSR s 04EELH
% &, MP#® OCS % 0.8 mg/kg/HKiIc & ED BT
3B EMRE Y BEELRNIFTH 2Dz L, OCS
%08mg/kg/HMU FRE LTI 61S%THD, BE
KFHETRTHBZ b pok (H11A), 7L, &
HoBRFE7 v r—rRAEQREE 2L LI LTED,
OCS D¥ S B % WIERI D 2 0 ITEFRFINE ST h

THY, Riiz OCS G EN D2 IEFID % b3 iz 138
EFNEZEEN TV LWSIEABSD 5T, 2 TES
EREELEINT Y VI L 3@ 2 1To & 2 2 (4
11B), kb OCS 0.8 mg/kg/ AHREEEDIT > NG Z ik
ST ERES B LA, BRIETSLEEC BT
Hoiz, OCS DYIHAH ST IZ &AD 73 ROFEHIT 3 B
B EOBEMTbATWEDIEN L, EIEO KNS
FHE0 OCS 0@ 50 7u b a—A T 2BREILIKRT
BEEEAL, 48MHCRIZIZEEE TR T2 272
b OBL W, FETHID 7% H Iz IR T 7 SRR S 0§
TER EFEZ 5N BIMESL L D2 mnds, —7%, FESR
OWEFHERIH T E TR E S EH L £ 120505 T
51, MP D OCS WRBOEHME 2 IIG LB E
BBBETH L0, BRELSFERL (R/MNRER DB T
EDBFETH D LE2 iz,

—312—



72

R 20 EEEFHEREERICE T30 7 xR 7 7 2 FEE  MP+OCS+CY vs MP+0OCS

poE TEEEER

Evidence

A A =3
HEE  WAE R EGIE BT B R levels =
1996  Hogan BIREE 38 MP+0CS 25 CY BEBRIC~, MP it ANCA B3 M4 0l
meER +0CS B3I D TEkk 27 %H* PR3-
TAH5.56 FEBL, ANCA
BEMEBN S 69  MP+0CS + CY 29
MP+0CS + IVCY 43
1996  Nachman & ERRFE 38  MP+0CS 25 MP+OCS 8 ) B f# = I ANCA Bz 4 Bl
mE % @, CY BEABFIC I, 27 % PR3-
BIZRR ANCA
BEMEBEN S 69  MP-+0CS + CY 29
MP +0CS +IVCY 43
1990 Falk & FIRBE 18  MP+0CS 11{15)* OCS® ¥ OCS+CY 3 v OCS B£(d B #aE
MR ICHEBEERL EESEMNNS
{, CYDERL
AARET TlE AR
BAMEN S I5  MP+0CS + CY 11(30)*
Wegener 37 MP+0CS + IveY 12(15)*
REFERE
2001 B4 EE MPO-ANCA 148 MP40CS 120 EEETR, £EH TR v H i
I RPGN L LHBEBICEEER
L
MP+0CS + CY 28
2001 JEA%HE MPO-ANCA 148 MP+0CS BMEETRICHEEREN i RFY TR
% RPGN WA, CYBERIZL Y
EHTEIBRICHE
MP+0CS + CY

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

* ()AL methylprednisolone pulse therapy RMEITHI & &L,

@ MBI (GuEE R = 8 1)

RPGN 12 5§ % MR IEHEIC D W T ik, MPEE L
FEOPREIEFTE B DEEZILNRTVS, L,
IR FE TR MP BEICS D, —IRNTR
v, UL, MR GBM g A RPGN I
BT, P GBM Fithko BHAERE Lk & T BRAEOWEL
HRETEIMBEELEZ SN TWEY, £/, WHEER X
2 Jifith i 60 T i3 iR A GRUGAME ) B % & O
FHEYH B, —F, MPO-ANCA B RPGN i D W T
13, SUEEIRIER S EML THRIT L IZBE 08I onw T
WE—E D RERE STV, MPO-ANCA & RPGN
U TR R R AT L e & & AR R E
122379, Bkt cig, Mgk cmsE 7
V7 F=UEER, i CRP &iE, WHRErE T 5602
WEhLEEICE {, EEMCMTRERLRITINT

WBRZENESHTHY, FDkoHd, BHEAAETE, &6
FL b, METRFEEHTH TEBRCTRTHo2, L
L, BEEERPEMICRRT Y VIENTIE, 0k
S REBEZRR ko Tz, BAE, I—0 v/ 3CRILE
7 VT F = 500 umol/l(5.66 mg/dl) LA E D EEBEE
Bzt L, OCS+CY #Ekichnz, MP kT 72 13 MgEsR
R 1T S BT & Lo IR B (GRER 4 7R ; MEPEX) /8
THhTBY, #OBBEBEFELNDL EIBTH B,
MPO-ANCA % RPGN 7843 % M TIBEROME T
KowTid, @o5r0BEKED AT O FLfEiEEE
DB ERREL FEF P BET PN DT 2% 2 5 LES D
598, ANCA QOBHREI X 5 BHEEE/LONE© %K
BREDOFRETE, EITMHAORRBHRF TS 5 L»
5, B 2BNBLETH S,

® PR - MRS
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poEsd T E B id
WEF  WEE = . we Fvidence iz
&R TE Bl BER fEBI$ levels
1992 Kunis & 5  MP+0CS + IVCY 2L & BHiinE v 2 BT EATRERL
993 Rondeau % ERSE 2 MP+0CS + IVCY JET | B, BEEEE Vi IVCY & I % 3%
M % 1t 2 Bl, BR= 35, BERBITE T,
76 1 BIEKRIBE RS MPIRE B DR
T4, &%
FldoE
SEMMEER S R a4
mE%
1997  Adu % HHNE 8 MP+0CS + IVCY 24(5)* AEDRICHEEELL i
RMER IVCY B TRI‘ER » )
A
SERBENS R 17 OCS+cCY 30(12)*
Mm%
Wegener 29
R IERE
1998  Haubitz &  FEMEBHIZR 25  0CS+IveY 22 AEMRICEEELL 1l
RIESE VCY B TRIfEB A 4
LA
Wegener 25 0CS+CY 25
R ZEIERE

1998 de La Torre FEIMSBEHIZ R 4
5 R

Wegener B3 3 4
PERE
=T 2BE 6

MP+0CS + IVCY

BERAR IC B B v
HEEEAETS30%
PR, %=

BRI DI,

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

* () MIFEMBENS RNE RER

bUBEO RPGNIEFIZBWT, ~ ) o5
GBM #f{#£ & RPGN > 44.1 %, MPO-ANCA % RPGN
222%, 7—7 7V 0% 535 GBM Hi4k & RPGN 0
242 %, MPO-ANCA ZI RPGN o 21.4 %, Hi Il /NR 5% 8k
i 1 GBM #7 {4 % RPGN ) 36.4 %, MPO-ANCA ®
RPGN @ 56.2 %iZ {17 & 1 T v» 7z, MPO-ANCA #)
RPGN i i & #L/: PLllli/IMREE & L T i3 dipyridamole 27.3
%, dilazep 13.5%, Z OM39%TH o7z, ZH &, HEE
@ - JUMMRERRIIRER A T 04 ¥ o5 ilEEE & of
FE&ETH 72, MPO-ANCA B RPGN Tig, ~/8 >
REOHHAETD 6 H FBLEHEE634%, LK T85%,
OB 6 H HBEFERT40%, L7 140% L, Bt
BBV, WIhbEEER b o7z, £/, V=77
D OHHBED 6 4 AEEFEBIAE, LFEKI%E,
RO 6 » ABATER6B8.5%, £HERT22%2 0T 2
&, RO FRIFRCRETH -7z, HFllMEEIZ

WORHRBED 6 0 ABAEERN764%, £77E82L1%,
FEPHRRE 6 h ABEEERN649%, HEESSHTH D,
PRYMBE AR TRRF CH-I:, BROEDV —
77 U RIIMEEEG AR T O TR BIFTH o 7255,

BT —7 7Y, BU/IMKEE 2660 2 hi- B8, B
HiM % & 80 7z BIMAEIR D R W R, 52 WIIEESHE
BEPRCBEOREOEERBECBs N DORBREE
bEZONL, L Lads, RAKERRT»EET 2
&, FFRCB—EORPPFTE 2700, LHREL
ExREL, HIERZ S+SEE L k0 S 0lE 2T
5T ENEE Ly,

® % DA HFEE:

RSP R B OEEME ORI & RN I BYYESR O
BREDOEVIREE (Y A b AF T 7 A VAU S DS
B, 2R MhoBREOHENEETERVEX)T
i, Av~era7) rRKRERE(ERSBEENEE 5
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(A) HAHE B) X7V rTREE
MM HUBIRSOE R 7 0 4 KRS # Pt M BURHEAA7 0 A SR py
<08 mg/kg/ B =08 mg/kg/B <08 mg/kg/H 208 meskg/H
JE B 58 51 SEFR 32 32
AE i () 630+125 658+109  0.209 (%) 65.1+12.1 635126 0608
PR (B %0 2 : 31 17133 0.222 YRR %K) 15:16 10:21 0.222
W2 L7 F= 4 (mg/dD) 5529 57+29 0.734 g 7 v 7 F = vl (mg/dl) 50£26 59+31 0.257
MiECRPE (mg/dD) 71+69 54%54 0.233 IfiECRP4 (mg/dl) 8663 56+54 0076
WRT4E D A7 (%) 44.8% 706% 0.003 AT O F R (%) 59.4% 59.4% 1.000
OCSH5-8 (mag/kg/H) 065+0.11 104021 00001  OCSE5 & (mg/kg/H) 0.66 0.1 108023 00001
HEAE R Survival curve
104 T 104 4
084 08{
f‘ii 06 O B 06-
REYE T 044
02 — 0CS<08 mg/kg/H 0.2 — 0CS<08 mg/kg/B
o p<00001 - 0CS=038 mg/kg/ I . p=00252 s OCSZ0.8 mg/kg/ I
T T T T T T T T T T
0 6 12 18 24 0 6 12 18 24
RBHAEHE D PR (R
TRl AR Renal survival curve
1.0 _____ﬁ__l_]_w Ww{im
08 e o4 T
& 06+ Eﬁ 061
=+ =
g 044 5 04
0.2 — 0CS<08 mg/kg/H 0.2 — 0CS<08 mg kg A
o] P=00989 ~ 005208 mg/ke/Ml o] P00l 0CS=08 mg/kg/ 11
T T T T T T T T T
0 6 12 18 24 0 6 12 18 24

MBI U

M BIE IR (H)

11 MPO-ANCA B2 ET it ERERBOMINERICS I 2BOABREAT O FIZEE
OCS : oral corticosteroids

27 u7y K 02~04g/kg HE/H, SHRDZ L b
ERINL,

@ FIEERB ORRHES, HETYE, BRTHE

¥ 70, VIHRERTROMER OCSHEEI DV T,
FRWRLETEL, 20mg/ARBBZOHOEGTR
PEBCWEIELII LMo, HEOY—
=By Pu—NENTWEESE, WHEERY EHP»iC
OCS #% 20 mg/H &K i = TWR T 5. ANCA O HLAAM A2
BT 5540 GBM Hifkbi ittt Lk wihiEic
13 CY 25~100 mg/ H (EEEFHIGAMER) OFB 2ERT 5,

SRR 4 BRERAL, BETORRE
OETERREZ2—FEYRT 4 A« » ) ZMRFBETHD
7z iz ST AF %S (B BFHRIMER | ST &H 2 81,
BHD B WIIBEERS) BT

4) PR3-ANCA & RPGN iR

PR3-ANCA i Wegener RFBEEDBEEN v —H—&
£z 5NTWw5, #0OHLMPA® B[R RM O pauci-
immune B3 B ARG S HREBRO—FTHEE R 5,
b HSE T ILESE I L PR3-ANCA (B o) RPGN 13#&
BT, IO RPGN i MPO-ANCA Bz b,
gEET, LNrbRE, SR EEZLO0E L, LE
LIZHESIRT 3000, MHHOREC LD BEREORF S
HBEEH D 5 *®, Wegener REFIEE OWRHIC DV TH,
OCS BB EOSE, FHEFEHHE 24AT, 8F
REAT oA F Mz RENEE MRS FREE L
EThH 59, RPGN % 2 U 7> Wegener A BEDRE &
LT, MP(1g/H, 3 HFE) £ OCS(1 mg/kg/H), CY(2
mg/kg/ H) OFIBIEE 1T 5 O NIH OFHERMBRFE L
TEESHRTED, REFICE VTSRO EEIITLEMR
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(A) Bt
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(B) R7Y) 7

TW—7

TN—7

7 Group A Group B Pt 7 Group A Group B Piti
ik S AT HEAT Mt B2 58 ¥ KT titr
SEBIEL 290 62 I 52 52
e (%) 630%14.2 645134 0466 EHE) 646115 651123 0829
TR (5 A 110 : 160 32:28 0055 MR L) 17 : 34 2921 0013
7 U7+ = >l (mg/dl) 51%30 6430 0002 Miifs 7 L7 F = i (mg/dl) 6331 6429 0.832
i CRP{E (mg/dl) 59+6537 79+69 0049  [M#HCRPMH (mg/dl) 43%48 74%67 0.018
W E DK IHE (%) 46.7% 67.7% 0003 HHEDKFINE (%) 2.7% 67.3% 0.627
AR R a7 75 79+14 0159 FRAMELFHA DT 74+ 16 79+14 0.170
OCS#5-8& (mg/kg/H) 0.83+0.27 088033 0284 OCSH¥5 & (mg/kg/H) 0.85 % 0.24 090=034 0476
A:AF MR . SR cdiiped
104 - 109w,
081 \R 084
| - W] e
ﬁ06 e §05 T e,
#oq T H 4
0.4 — Group A 0.2 —— Group A
ol P7 ooz . Group B od P7 05783 e Group B
0 6 12 18 24 0 6 12 18 m
FEAESE (D amemm oD
B ATl R B AT Ml
104 - 104 -9,
08 08 B
/& 06 % 06
4 2+
Fr 0.4 gr 04
0.2 1 — Group A 0.2 — Group A
p=00O1 L Group B p=0489 ... Group B
01 01
T T T T T T T T T L
0 6 12 18 24 0 6 12 18 24

REREREEOD

RERIREM (A)

12 MPO-ANCA RIS T BAEIRENC BT 5 T
OCS : oral corticosteroids

R 22 MPO-ANCA RS ETHBRERBIIBITS
BOBBRERAT O FEOMIFRES

BOMEREATOA KR Lo, 5

DHFHREE 56 AHE
>20mg/B 125 118 94.4%
20~30 mg/ A 54 45 83.3%
>30mg/H 30 15 50.0 %

PRLEMEINTVDEO, LLLENS, KIGHEETR
2RO BEIFFIHED BIER, HUBREDSH* =7z
2w, ZOEMERBRENT, BHOROCY 2& 2
T, VAR CY ik 9L A BRSO3 1 [@ 0 metho-
trexate FF SV L ST W B, F 72, Wegener W&
EOBFRETCIE ST AFIOREBE E I Tw b9,

5) §1 GBM Hif$E RPGN 0/A%H

Zh F TOP GBM HiER RPGN O ya B Ic B+ 5 14
PRI & DP9 1970 ER I IIBIOREL R
DEFMHFEOBR S b Th iz, BED47%H 1 £
WIZFET L, EFEHTL 0B EBIRICED, HD TTE
TRTH-7:, 20k, BBREAT 0L FRCY k¥
DEIEFFRETh R, & 5128 GBM Fik ORI
FEOT S MBELEEE bITh N R, mEREOMRE
ZRTWS, BRI OEMHEIc U Tid, Mg
P MP OfEfTIC & D FliH M@ e cildE s 2 2 e
%<, FEBOEGTRIIEHICHE LD, BRETE
BWERRRTH B, HEFBRERSE, BEEETH
(ME27 v7F=E6mp/dl LLE), BEBRFRTO
F R ESORLL EOEF TR BEEOWRBEIES
NEWEREZTM TV S, bWETIIH GBM H &R
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% 23§ GBM RS E T RIREERIC 517 % IIESTRRE

HERHRENE EHEteE

PoE-1
REF sREE BB —_— 7 L7 FZfE EBIOEE -1
FEGIE  FES (%) (mg/dl) (%)
1973  Wilson % Ea 53 5~60 ANBR 12.5
1982  Simpson b AL 8 28.1+15.9 6.1%5.6 12.5 PE St BB THL GBM IR F
Wk ERD 1,
OCS+AZA 4 22.3*+2.6 3.2%3.1 0
0OCS+CY+PE 8 22.1x13.1 3.0%2.4 37.5
1985  Walker » OCS+CY+PE 22 21(18~74) 5.1(0.96~25.1) 73 N %DEFTEIMIZEE
BREOHENBEL NI,
{985 Johnson &  OCS+CY 9 22.9+3.0 5.3%1.6 IH.d PE $t BB TH GBM RN B
HiEk, BIUumBILTF
ZUELR ORI ERD 1,
OCS+CY+PE 8 24.8+2.3 4.3+1.6 50.0

OCS : oral corticosteroids, CY : cyclophosphamide, AZA : azathioprine, PE : plasma exchange, GBM : glomerular basement

membrane

RPGN »ENE IR, Lxrb, BKTIRHGBM
HUFAKI RPGN 13, LB S CEHEERE O g E
FREAISEENR DN L, bPETE S0KA & FimH
Bz, VRO BBIERNEY V7 Fo VEOEHT
71+42mg/dl LT TCRBBREOBERTHAIKRETD
B, B SICBARETE TR BERERE 77.61243 80T,
WEAORKIGERED B WEFAVIE LA TH S, KA
b BEOH GBM Fi{kE RPGN DL FHE £ &
Wi, BIBKRERT OA N & CY OF M S gk
OFfTOEECEDL 5, BiER EOHMERED Y X
I RED, EHTFRIARTH-T:, £, bHPEO RPGN
T3, M58 R B 23 GBM $i 4  RPGN 0 55.6 %,
MPO-ANCA # RPGN 0 13.5%ICfifT 8 L Tz ds, &
Pk O MITH & FERATHI O T, $lGBM HifsR RPGN
KBWTRBEER, £FRE L MR, 7))
BOWTHTHEEZR oz, Pl GBM FUEE T I
W2k, FBHET, BEEREORELHITORESL
OEEMNIEFI N TWE, LA LES 6, bHREOH
GBM £ RPGN B #IZROME 7 v 7 F = VIEFE IR
L7284, ¥y 7.1 mg/dl e EEETRSRETHD,
HETREER T IR TE o7,

Uiz #85T, #1 GBM H{A% RPGN OREICEB L, &
LEER LI, BHREEREZOREL D BIZ, Leb R
oY EEEROECEE CORBRRCED L LT
bHb, BPHMFERMCH L CRBEEN MR ELS
MP, CY Iz & 23R#E 21TV, BBEETHICIE CY Obf
BRMTE T, FLGBMFiikfiix €=y —L %5, MP

BLXUOCSDIBBIZL YD DLRETH D,

6) RPGN miaiEisst

BLEOME » 5, RPGN 0 EiE# # X 13~15 iR
o k¥, B Grade 3% 17 OAEIHE-72, kX,
wEEH OER I B> T, BRENEEEOSEEL b
LRSI EDT, L LEns, BRENEEES
BERHKRAaT7 L LTHRASKTEY, A—OFET
HoTHEBEOIE) VEEEMER MR 5, —F,
BTSRRI L 2EIERREORREL
, BEASR—ERBERLZEIBNE2LLFEZIO6ND,
kR, BTEF I8V T UBHIGIRE X 5EIERSE
LofEREEEL 25—F, BRENEEESFCL LA
D7 REETEEEAER MRS, 1T, AEEE
FUBMBHECRBENES—RETIEL LI DEA
BEMZI, 2T, RS L ERENEERSIED
KaLb 108 e ESHET 50, RROBEICEW T,
PR Tld e S MR ER T 5 Z EBEE L,
MPO-ANCA & RPGN O #J{ita# iz, BRFHEER
I BIUITHE, MP+OCS(AF 171 K=Y 1 500~
1,000 mg/H % 3 H#EEE, 0% 7V =Y 106~
0.8 mg/kg/H, Grade C) CHItAL, m#E b L < &M
BEBEZOWTIEOCS (71 K=Y o v 0.6~08mg/
kg/H, Grade D) RIS %, MERFHEEEILL & VIV
DL, RS 70 BRI Tl MP+0CS+CY (25~100 mg/
H) CEAL, EREL LIRENEE TR CY Ol %
ToT, BEYNWEEE I BLUCINOBEBRKET S, &
OFHBPTECa L PO — VTR EE I MPERERSS
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& 24 OHEOH GBM HERREETIHREMEERICE 1T 2685 T

N In 328 i sk — ETE KMETES T IR
R BATOHE (%) BiEk (%) BREIER(%)
MP+0CS B 21 4.8 66.7 7i.4
yXwatll 10 10.0 60.0 70.0
RIEITH I 0.0 72.7 72.7
MP+0CS+CY B 14 50.0 28.6 78.6
FEITHI I 45.5 36.4 8.8
RIEEITH 3 66.7 0.0 66.7
St B 4 25.0 75.0 100.0
bXyatll 2 0.0 100.0 100.0
KRIEITHI 2 50.0 50.0 100.0
ERE B 5 0 100.0 100.0
EITHI I .0 100.0 100.0
REEFT B 4 0.0 100.0 100.0

MP : methylprednisolone pulse therapy, OCS : oral corticosteroids, CY : cyclophosphamide,
GBM : glomerular basement membrane

MPO-ANCAE
| AT HE B S R I

ERFMEEE]~1 | U MR EEE Dol |
+ (Grade D) + (Grade C)
OB - BEE o
YES NO
(Grade D) (Grade C) (Grade C)
RIRIRBHA 70 A 13 AF A KOOV RS ‘ A7 04 KA
(PSL 06~08 mg/kg/H) (MP 5001000 mg/ H » 38 ) (MP 500~1,000 mg/H x 38 M%)
Bl | ROBSHEERT a4 FE *
‘ (PSL 0608 mg/kg/H) BRE O BOEARKEAT 04 FE
@ RIEIIHIE
(Grade D) I (CY 25~100 mg/H)
GEIGRE]  MEEHETa Y PO VAR ES £%) IVCY 1 05-10g/m¥ A/H  &ilgix

AFaA Py A
(MP500~1,000 mg/H x 3 B 55
Foid
g adiiipd
(CY 25~100 mg/H)

Z#) TVCY : 05-10g/m*/ H/H Al

v y

RIIRIEREA 704 FEORS B 4~8BELMIC20me/ B RBICRET 2

13 MPO-ANCA MRS BRIERMEOAERH(ER)
MP [ methylprednisolone, PSL : prednisolone, CY : cyclophosphamide, IVCY : intravenous cyclophosphamide

W7 —-NVERDIRT, H20WE CYOBERTS, B, V5 (Grade C), FEHETKRBOEHME 22 bu—nT
CY OFEGIZBW TEEIERBRO 12 A 1 D CY 3 Sl EIE, OCSOBS5E % 4~8 B LINIIC 20mg/H
VAR (0.5~1.0 g/m?/ H S8 NEREEZ 5N T R IZHE T % (Grade C) (M 13),
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PR3-ANCAH
SEEITH B SRR

YES NO
(Grade D) (Grade B)

AFu4 ¥V AR AT A RV AFRE

(MP 500~1,000 mg/ H x 30 ) (MP 500~1,000 mg/ B x 3 H FHE#)

[ DR + — <3 47
A LA Pk O RECIRRACE A7 0
(CY 25~100 mg/H)

Grade D
(Grade D) %) IVCY © 05-10g/m”/ H/H ik
LEbnas) - ME#Eca > O - VRRESE .

AFu4 P8V A#EE
(MP500~1,000 mg/H x 35 [
F 7241
SRIEIIHE
(CY 25~100 mg/H)
£#) IVCY : 05-10g/m*/ A/A  MiEfHE

v

TEOTREE A 7 1 A FRORS R 4~ 8B 20me/ B RE ISR 5

14 PR 3-ANCA B2 ITIE B RIEMRB OB ()

MP : methylprednisolone, PSL : prednisolone, CY : cyclophosphamide, IVCY : intravenous cyclo-
phosphamide

FLGBMELA A
BT SRR

Y (Grade B)

mig s 17 %iv’—f71E>6.0mg)ai N
2
2+ BRI >50%
NO YES
. YES .
4TI R [
+

AF T4 KISV ARERE
(MP 500~1,000 mg/ [T x 3 B85
+

g Q ROMEEEATaA FE
(PSL0.6~1.0 mg/kg/H)
@  FuEEI
(CY 25~100 mg/H)

15 3 GBM Hiif il asETi B Em# AR (E)
MP : methylprednisolone, PSL : prednisclone, CY : cyclophosphamide

PR3-ANCA % RPGN ¢ {& MPO-ANCA % RPGN 0
R EEEI E 2 ZIVOBERLICHET 5, FETE,

oI O HFE A MPO-ANCA B4z PR U FEAR 9 12 #E
x5 (Grade B) 48, B2\ UIRENTEAE O el

AL I EER IS EE T % 5 (Grade C) (X 14)

¥i GBM #i{& % RPGN Tif, ZWik 12 K& O REHIA
TTREBEOBEBEZEL TR, hB—BORYH
BT 28R ETH 5, MPE 7 V7 F = H6mg/
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