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RPGN & CKD

RPGN (RuEE THERIKIAE S IRE)

1. RPGN DERE EEH

RPGN (rapidly progressive glomerulonephritis)
&, HEFERERRRE (WHO) 12 & 1) [2Ed 5 WITETE
PRIZIHET A IR, &EEIR, BiflE Z0RIZHETT S
BARE R X2V EERENLY. byET
X, BRZIRTIRITR Z HECEEED S Hor H otk
TRMIIEARNEHELT T 2R L ER SN DY
(F1). T XIHI2, RPGN IZLFICIE, ERRMIC
LRORITRZ RO, HEEOBREE L 72§
SESELFRELED. I, HEEIC (B
FENE) 2 BT LA BRAR T 212 & o TH 3 % fiefée
Hzwv).

RPGN O #Z L, ARG E, EARERS U0
W IR R L) s, BT R ZLEE L L
%\, RPGN Z#IHlGHED BN S LF L FRAR
bz, [0 7-90 RPGN #Zii{gst | %
ZEZICRHZ I Hig 4 (R 2).

2. RPGN & CKD DR

RPGN & CKD O FfIR B E mi 1388 12 B 1) 5 B
BEEELAE = FOATHY, 72& ZBRIR & B
BT 2RO LTH, —EOBHEHSTCKD
L RPGN #XHI4T A LIZTE W, L2A- T,
BRI ARSI E X, MG CrigElEEORA
b bAHA, HEMUHANTH->TH CKD DIFAIC
V>3 RPGN O geth b Ak L, HEIZFEBEEE T 5
LEBIL, FRBOMBLHGET LI ENEETH
B, 1272 L OIS TIE Cr igEO LA
HBIPTH-oThH, EEOBREE(IZR2T LD
bREWT ENDH L. FFICIHE Cr iR A FL -
BRETRO & BRI T IC5D0E12< <, Bifjo

R 1 SRETHERIREBRIEIREHEESSRITEET

1) BBED BN ADKBE TREICETLIHETT B
(REOEEHR, BEDRZ, ZDMOBHEET — K EHBT 3)

2) mfR (&< ISEMBPOMR, FNICHRNOMIR), BAR
FIERR AR & DB R MRS EBDD .

3) BEDBRERER EH R UNIHE PRI RRRIE TRATR
BONARVBARBRERCERMBZLRE, CTRLICK
V., BOYA X, BRECEE, HEHER. REHAELLED
Frygicky, BEBTLEOERIEEDT, HAmIcH
LERY

K2 SURETHERIREBRFHERDZHD RPGN
Euitizhay

1) RFFRER (X& L THRPEBR. BERK)

2) eGFR<60mL/ 4/1.73 m?

3) CRP &fEPiRit{et

£51)~3) 2RDBHBA. [RPGN DFEWV] £ELT, BEF

WREN\DZLEHDD.

el BREBERIREEREPIELHRCTIE BREDEHR

PRV EEERT B. Bdh, IPBFEDAH, BUBRIC

FORGLBREREDPRONDHAICIE, 1 ~2BELIAIC

mE L 7F=2%B1EL, eGFRZBFET 5.

EOEF BRI ESRERIERRREERMICRKR S NS EASEM
LTW%.
BT LI RRERICOUV T, BREESTER Tho> T RPGN OF
B ESHICBRBS B,

E2: eGFR DEEIE, HHED eGFRREMNS

RPGN % Rk LR\, F72, BHEERIRT o iy
B2 RPGN IZ CKD EXBI LI W2t H b7
DEETD.

3. RPGN & CKD DEf%

RPGN OE#IC £ 0 Z DR KB B E MRS & 72
&, LI CKD & LTS NLEMNL SV, £
DEIRT A BT 4 L IZHEL 2L M R iGRE 217
& FEEZ, RPGN 7\ L 2 o J5 K 5 B oo F %
RPGN G 4: (RIE R E A 71 A N3, S



13. RPGN

L) ORWERIC 58 ET A, —F, CKD DR I .
HAEROGE, ZOMEIZ X ) RPGN IR 5

ZENBHDH. Lizho T, CKD EBHIZBWT, B = EBECURTRER

HE &L B RTROEALZ D AMHE1Z, RPGN ~DO4E a. Churg J, Bernstein ], Glassock R] (eds). Classification of glo-
AR P o s . merular disease. In: Renal disease. Classification and atlas of

s bLARToaTE '“‘“}’E‘ (2 A 2) b5 i glomerular diseases. 2nd ed., Igaku-Shoin : New York, Tokyo,

(2, G E OB A X Ofi/NE CKD OFFFE % 7R 1995.

W4 225 RPGN &ft% &% DTIZ v, b. %i;i’%ﬁ‘l‘éb‘f:iﬂ?{di’ﬁ%‘%é%’;‘#%f?Eﬁf{’ﬁJﬁﬁlﬁJ%%Ei/fi SHETT

= M ARETET S LOTEA, & SEROCH SR O BARE 25 21 B ATE 2011153

(2, BT AN T, B{R L OB Y A X O 509-55.

IND R ITIUIERPGN N #ERE D L IZF 0 &80 %
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CQ1l

SIERETIERIMABEROVEHEE UCRIBRER T

O FEIIHEREINZ D ?

ANCA 514 RPGN [CX9 2HIH/ERE LT, hFELU LOROFXC(FFEE

BIBRERTOA FEZEHRET .

E) ANCA 4 RPGN OEEEN S BHOMREBLVESIC, ROFIBK
B2570O4 REEZTOA RINIVABEEDHAEHIET 3.
D) i GBMHFAEIRPGN ([T 2 AFO4 RISV ABEEF EIFASOROGIE

RERTO4 FEEER, thOREINGFACMBREBHIDOEDLICLY, B

AET

BHKLUEGFRZNET DOREMEN G U HET S.

H= - BY

RPGN [Zxf 9 2 #iliaHE & L CORIB R EA T 0
4 FEEOBIS L HESEE % RPGN Of%E % R385k
BB TdH H ANCA B ERIAE 7€ £ HPUGBM L
RBRERIKE RIZOWTIRIR T 5. B &K
RPGN 72 &, ZOMoEEIZL S RPGN T, #1<
NOEEOHEEIRENHIED. ANCA &% pauci-
immune % RPGN OJFEIIAHOFE FTH Y, HE
OFERNEICEI LTl & g L 723l & /726 7%
V. L7255 C, B IL ANCA Btk RPGN IZH#ET 5.

B

1. ANCA 5% RPGN
ANCA BHH#EARERIEE LI L 5 RPGN (2B W\ T,
AIEREATOA FEEZGOOINEREEBTNE
X,
OFEFED H O S <, B A LAt
RASFERT, BRI ROIIEET X ZEH
QIEGSE THI T & 2 WA SETT R & ol
BIIERDIEBE L T2 IER]
QEAIENEBEENL D, T¥ Pa— L ERTW
% R
@LLLE, BIUEH, BAIHEREXEEL, &l
BREATOA FEMEHIZE LX) v M3 X
Uy b b2 EFREINSEH
Thhb.

N F T, ANCA BIHERERIRE 412 X 5 RPGN %
e L, BIEREAT O A R & IR
FEZHE L2 RCTIERL76%w. LA LD
5, ANCA B IME %% S L ME RIZBWT, AT
O A REOEREIBR S, &< LG E L
LTSN TE MERIITT2RIBEEA T
0 A RIEEOHNEZE IR L 72 D13 1967 4F Frohnert
SOMEIMBY. o1, FEETEBIIRE FE g 150 51
IZOWTHRERE L RIBE B A 704 FEMHTEZ
B, AArs, BHRE, RITRW I HmED; &
DBIFCTHALZEERLI. RPGN #xfHREL-HD
X LT, 1979 4 Bolton 5 D#EHH 5%, 51,
pauci-immune !, T GBM PUiARH, S0 SR LE
B A 43 9B RPGN IC AT T A K2V A &%
FEIEREAT A FEOES 21T\, 6 B TE K
REDUFE % 5RO 72, 1982 4 Couser 1%, ZDOHE%
&t 58 B RPGN JEHBI (9 % 38 235614 RPGN)
G, BIERE AT T4 FEIZX D 4561(78%) T
BHREOWELHOTWEY . WEIFE L LTI,
1996 4F Nachman 5 7%, ANCA PR ERIRE 45 % %)
52, AIBREATOA FEHME S 7 0RAT 7
I FHFHOIERCT ORGEZ e LT\ b, iR,
PEHBEDZ ) TEEETRITE» 5 728%, R E
AF A NEHEITH 50% LU THRIHE 2 Ho 727,
HETIE, [EAES 84 D RPGN SRHE 7 v 7 — |+
REDDY, BIFREATOA FEEZSEHIHHEICX
0 24 71 H OB T 70% UL OB EER 2 g LT
Wb,



DEo L)z, EEORBRAEIIZVWE DD,
RPGN 0% L\ RiBBETIXBEFEZFETCE RN
B, ANCA BIERERIRE 251203 % B R B A
TuA FERBEOAEMMEITEE RV, EE EF
RPGN % % < &tr ANCA BI#IME %I T 5 %5
O RCT ATHNT WA, EE AR L LT,
FTRTCOMETRITREAT O A DS, $£72, 13
EAETYZUuR A7 7 I RBHHEINRTS
562 ANCA B IM%5 % %> pauci-immune %§ F
IR E REDTFRE L2 O T A K54 2T
b, BIEREATOAL FEL 7 OFRZT 73 FO
BERZIER L T0 AP —7, baE OB
(RPGN DEET VT A L% ate) Tld, Fine
M OB L DHBEEOBRREESREI N TNV
2% Fabb, EEE(T0m L) R ETEE T
X, BEYED ) A7 D@L b 720, ETRITRE
A7 04 NEHEMTHGT S E LTWwaE, &IIFE
FREATOA FEOFREIZOVWTIRE 572710
b=V mAS, T, FIEE 2~4 B
%, 3~6 71 A LI AT T 10~15 mg/ H AKiii £ Tilfi
WL, ERESES NIRRT 22 0% 0
HSETIE, PERGERGE 8 EE NI T L F=
V' Y % 20 mg/ HARANER Y 5 & DL Twah,

RIERE AT 0 A FEEOREEE & FE OV AHE
DB DOWT, RPGN RIME R EZ R E L72RCT
v, BE LB E LT, Adu Sid(2F)00) 7
L F=varész7akA7 7y I FOEH VAR
FEEROKGHEZILERL, AEOMEERDO T
29 Bolton 51, pauci-immune % RPGN 3 & OF
MEREFNZBNT, FL Fova v B IIEE
(5 B) TIILFEER 40% THENTBEBLBIL 2 20> 7208
AFNVTL RO IZE B AT70 4 K200 AR
T (2551) T1X80% TLLFH, T4% HSENT & BEWL L 72 &
WELTWDEY, L Lad s, bHED RPGN 12
4277 — MRETIE, 2704 ROV A5
DEMIEIIFED STV, 20X ) ICERRHR
WZOWTWEAHTHL DD, —fKiZ, A7aA K
70U 2SN THR I HZ T C A R SRR SR
BRB L OPEIER RS TE 2 2 Lh s, il
IfiL 7 & 04 B M SR % 1 O FREBE O 5\ E B,
Bl B RRREE(L O A S D RPGN BE TIX AT

13. RPGN

O F/SOVABEXZB L CIVWEEbND. @
3H#EHRTAF VT L F=v 1 »500~1000mg % 1
R DB C i EE S 5.

EHBAMRIZ & 72 o TIXIH S Z v LB R EE T
BOFUNLEZETH L. @, HERMGIREOE L
DEVIEEERERBIEIRNAETH LY. 72, BAER
FEAROEED B CEA, 12 RN R
K, SBkpRmAL, HEMAEL) 2 EROS A, BB
IRTEAL D 3R\ 3 A 12 TR AT L 72285
T, BRI EAREICE o 725 (R I B E A
B REAEE R D O L) KD 2 L%
XD, LPLBDES, Wolz ABNTEAIZLR>T
LIHFICL VBl cE 560 H Y, GFR 10 mL/4%
K THREIERE AT 04 FEE &L il
I2X ) 57% THESASNIZEOHELH LY. =
D XA, #FT L7z ANCA BLhEAERAEE L TH -
TH TR ELETCE L &, Wiz, HFET
DR DK PP EGIETH H Z L e L2 B L
EEICHBERE AT O A FEOMIS 2R+ 5. F
12, BRYEED ) A7 OECERE, BITRERE,
HELEEEORESE, BIELXRAEL T2 HE
HBREFE, BEAL) CREREIZALZNETH
D, BAARIIIE, 4 ORERIZ EIEHEED ) AT L
NRAT 4 v MEBREWIZEHET 5.

2. 1 GBM #i{45 RPGN

BT ERANOERDROHIRETE DR, H5VIE
H AP 12 O A B 7 il A 9561 (Goodpasture JiE f6
) ClE, RERIEREATOA FERELY &3
D)7 e L A BT 5.

$iL GBM % RPGN OEH#5EF 13 RPGN © 72 2> T
L b E L, 1963 4E D Benoit b O T, G
BEOYE DOBRERET1£132%, HfHTi%I134% TH -
72V FnLE, BIBREATOA R, M
WA SO RIEIEEES TN S L)1k, B
WRET 213 13~31%, AT b 42~84% & KigIZ
UEEDRRONLD, GhBARTHLILIZEDD
Fw, BIBREA T 04 FEOERITEICE LT,
RIEF R A T 0 A FEEIRIEHRE & MG & R
L72RCTd7% v, L2 L, $TGBM FLiERRERfAE
RERMNR L LB M sk o F et %

o
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MFE$ % RCT 2BV, fME#EE L TREOR
HEIE R HAT A FEREB LA THA B/
AR GO RIEIRIEED TN TB ) Fol
BRINZWEHNOTA RIT A4 12BWTH,
HPREOLEREFNA LT, MERE: L TRE
BIEREATO A FERE, Y 7akA77 3 F,
MR EO DR SN TV BY. bAEIC
BULEERAETL INSHPEEBEL > T
5V P GBM SRR R BRI T 21 Bt s v 7
W, FHBEIL bO— )T 512, BROILRIEGE
(BB REAT A N3E) L FFFICHRTH 5 L
GBM #tfk D B2 (1A 2c3) B & OBk A o #i
(RPN E:) % 0] AR 24T ) BN D 5.
L2 L7Z2ass, BRISH L CiL, BERGROIME
Crif# 57 mg/dL LLL, v LN B 254
S HIZBAER T AR SRR A SN L BEIED
FrEED D DAL, BEREOREIIHFETE 2w
TEMRENRTVAY, L7zho T, Fithiinz b
7 B FRT TR AT BE O 35 B3R ) 7 1E R
RSN —, it % 599 % Goodpas-
ture FEMERE CIIER T RUE/ED 2012, 7% 0
HHEEARD 55,
RITREATOA FERBICE L, BORERE
AT7uA REEE X T 0 A ROV ZFEE Y BB L
72RCT &7, Lo L, ML OHF R 2
EEMEET 54 O RCT I2BWT, M OREIE R
HA7uA FEL L TRERORITREA 704 F
B 2B OV AFEDER STV A0 g
RO LI, HEEO VT GBM FLfk AR ERAAE
KT, FRUED2DIZIEET HoHER 7 4
EPUREEOIIHIS LI TH O, R % 4 B
9% Goodpasture JEfEEE TIZAEMAYIZ AT T A /¥
WA EEET D,

= ®REREN

PubMed (% — 7 — K : crescentic glomerulone-
phritis, rapidly progressive glomerulonephritis,
ANCA, antineutrophil cytoplasmic, RPGN, anti-
GBM, microscopic polyangiitis, Wegener 8 £ U}
steroid, prednisolone, immunosuppressive, cyclo-

phosphamide, apheresis, plasma exchange, manage-

ment, therapy, treatment) C, 1966 4£~2011 4 7 A
OB THRE L/, &b, BRIz, 2012 F12%
ITENT-EHE 2 ZIKER ) R L 72

= BE(CUTRER

a. Walters GD, Willis NS, Craig JC. Interventions for renal vas-
culitis in adults. A systematic review. BMC Nephrology
2010 ; 11 : 12.

b. Lapraik C, Watts R, Bacon P, Carruthers D, et al. BSR and
BHPR guidelines for the management of adults with ANCA
associated vasculitis. Rheumatology 2007 ; 46 : 1615-6.

¢. Mukhtyar C, Guillevin L, Cid MC, Dasgupta B, et al. EULAR
recommendations for the management of primary small and
medium vessel vasculitis. Ann Rheum Dis 2009 ; 68 : 310-7.

d. Menahem S, Hiremagalur B, Mudge D, Toussaint N, Walters

G. The CARI guidelines. Induction and maintenance therapy

in ANCA-associated systemic vasculitis. Caring for Austra-

lians with Renal Impairment (CARI). Nephrology 2008 ; 13

(Suppl 2) : S24-36.

. KIDIGO Clinical Practice Guideline. Anti-glomerular base-

ment membrane antibody glomerulonephritis. Kidney Int

2012 ; (Suppl 2) : 233-42.

SHGET R IRNE SRS ER G R R B S, AHESTY

B EREOZHTRE. HE 45 2011 5 53 & 509-55.

g RIEA—, M, WEE—GF). ANCA BEIMEROZ
WA RT4 >~ EEZEEEREREERFEFE, 2011

h. Benoit FL, Rulon DB, Theil GB, Doolan PD, Watten RH. Good-

pasture’s syndrome : A clinicopathologic entity. Am J Med

1963 ; 58 : 424-44.

Hirayama K, Yamagata K, Kobayashi M, et al. Anti-glo-

merular basement membrane antibody disease in Japan :

[l

[
B

-

part of the nationwide rapidly progressive glomerulonephri-
tis survey in Japan. Clin Exp Nephrol 2008 ; 12 : 339-47.

. Anti-glomerular basement membrane antibody glomerulone-
phritis in KDIGO Clinical Practice Guideline for Glomerulo-
nephritis. Kidney Int 2012 ; 2(suppl) : 240-2.

—.

= BEX
1. Frohnert PP, et al. Am J Med 1967 ; 43 : 8-14.(L \)V 5)
2. Bolton WK, et al. Am ] Med 1979 ; 66 : 495-502.(L X)L 5)
3. Couser WG. Am ] Nephrol 1982 : 2 : 57-69.(L X)L 5)
4. Nachman PH, et al. ] Am Soc Nephrol 1996 ; 7 : 33-9.(L )V
3)
Hogan SL, et al. Ann Intern Med 2005 : 143 : 621-31.(L )V
4)
Adu D, et al. QJM 1997 ; 90 : 401-9.(L \)L 2)
Bolton WK, et al. Am ] Nephrol 1989 ; 9 : 368-75.(L X)L 4)
Hogan SL, et al. ] Am Soc Nephrol 1996: 7 : 23-32.(L N\ )L 4)
de Lind van Wijngaarden RA, et al. ] Am Soc Nephrol 2006 ;
17 © 2264-74.(L X)) 4)
10. Levy JB, et al. Ann Intern Med 2001 ; 134 ; 1033-42.(L )L
4)
. Johnson JP, et al. Medicine (Baltimore) 1985 : 64 : 219-27.(L
~N)2)
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13. RPGN

CQ 2 RPGN [CREIFIZFEEHREINDH ?

ANCA B3 RPGN DT #HIEI T 18, SeEilfEE#ET 5.

) 3 GBMHi{AE RPGN DB HAED K V' ER FENEICEW TH D TREMD S
38, ROBBRERATOA REDH TEHRIFTTS, BUULIFEIBEERTOA RE
BRESEDEHRHEENTIE, REIHEZHIEYT .

B= - BN

RPGN O F [ HE & LT, ANCA B ifn 5 %
(AAV) IZHHED S <, BRRMICEETH 5. ekl
BWTIE, granulomatosis with polyangiitis(GPA)/
Wegener W EEZ .00 & LT, AAV OEfFEA
B L OERAERRLEIC BT 2 EIHEOF MM L
LV 2 HA & RRBRS ThbNT&. 2
T Tix, RPGN OEMEEA S X UHERHRIEIZ BT 5
RIEPHIED T E T ¥ 2OV THEHT 5.

® B

1. BREBABLICHIT S REHNHIE

1) RBUC KB REIFIREDFERICDOVNT

(1) ANCA B RPGN

HF 1212, $512 European Vasculitis Study
Group 7 FEhE L 72 2 8 D i R s B s 12 o 72
EULAR recommendation® ® BSR/BHPR # 14 5
4 Y, KDIGO %4 R A YOPREENT VD,
RPGN O i A& LC, RORIEREAT O
A FEIZIMZTRO Y 7ax277 3 F(CY) (2
mg/kg/H) F 7213 #&EFIRA CY 790 2 (IVCY)
(15 mg/kg % 2~3:HZ L) OPEHHEIR SN TV 5.

—75, bHENZBVTIL, 2003 4E LD RPGON 4
B DR EIRE DIRITRERY 5> 5 7R SN 7z ANCA By
P RPGN 0 it 64+, 7 & U2 MPO-ANCA B3
MAE R 2 \RERIGE 71 b a— Vof HE
IS BRI S BRI ORRY 23 5. 3
AL, HEBBREOBRFWEERE (7 L —
R), s, BMHITOREIZLD, 4ABIZHHELT
BREARENTVS., ZORhT, BIBREAT
O A FIEHEAEE CREGEIEI R T 2 A%,

70 i A CHEAE L O W B TR CY (25~50
mg/H) F 721X IVCY (250~750 mg % A2 1 [A] ki
HET 5) 2 EE T HY.

ANCA & 51 GBM #iufk 23 [E g5 T & 5 RPGN T
\&, $TGBM-RPGN & [F#kIZEFRRET SRR TH
BV ZD72%, SUEIIHIEE 2 & R LT,
FEARIIZIZ LT OB GBM LA R DR ICH# L 5

(2) L GBM #ifA% RPGN

Pt GBM LA % RPGN 134 3 HEE 7 RPGN D%l
EENTWD, FEBICHT 2iEHE LT, g
PIRETE (R 70 A ROV 255 + i ppfse) & i
B HRE O HEER FH - 459 Z0H b,
IR LT, BORIBRE AT 0 A N3
DR TIIRIEIAT T LIFEIEREAT o4 K
S 55 0 i PR 7 E 1) C U SRR 2R (CY 1~
2mg/kg/H)DBEHZATS . 72721, BHEEEILT B
X LT, H&GEOBEZV LIRS 2T 5 2
LEEETS.

(3)MPO-ANCA, PR3-ANCA & 1 pauci-

immune B %

JEHIAY I IE L ANCA BBl & kg s ShTwn
DR, IESISTE, TR EORERIEOFEIE A
THY), ZORBIEISHORETH BY.

(4) %318 & 2 RPGN

JEBE SR BRI E 12 A Ak % £ - 72 RPGN DR
FIZOWTIE, ZNENOBROIFREINE > 72 1H R
ICHELTIT) S EAEF LW F7- ks
HAREI RPGN 2B W T b BIMERSL R &%
EREL 25, MBEENS 2NN oEEDE
RS ENTIG U CREHNHISE 2 B E AL A A DB 72 G
) ENEE LY,
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2) CY#H®RSE2DFEEICONT

(DD CY

2007 4 BSR/BHPR #' 4 FF 4 P Tlx, i
AL LTHRIOCY 2mg/kg/H #5453 71 A fikfe§
BTSN TV LA, P ERBAE 7 8L 5
720, AR 60 LRI 25%, 75 MLl b IE 50%
FTRETHD. WAL FTA 1, TOBROERT
N EMEMEOHE R, ZOKEIIL U CY &5
EOFEIZOVWTLHEL TS,

(2)IVCY

FBOCY ERERIC, IVCY 122V, R
IKE 35 & Ol o (I ER S 38 & OV ER BTG U 72
IVCY #4580 s T s,

72, IVCY 4 HbH A\ I H 2B HERE 20 L
IVCY O EZHET 5. Fin, BB X 2HE
Jiik R 3R

2. EffHSELICHF B REINHE

ERE AR L) ERIEONS, FIRTH
D72 D EFFHEFFR L 2 MRS 5. T E TICRE
WHSEO TR T Hizh IR T 2 %  OBED M Thi
T&7 MUTIS, AWEmsi 2k, SR
FIZBIT LK REMFEO T > A %R,

1) ZYFATUV(AZA)

AAV &5 L7z CYCAZAREM ifB& 2B\ C,
AZA1ZCY (15 mg/kg/H) & RZE OIS TRz FA°
REMN7-Y. EULAR recommendations® %> KDIGO
A KITA 9Tk, AZAQmg/kg/H) % CY &1
LRETHETHMEIIASE LT, Mfpkke L
THEREL TV 5.

2) SVUEY(MZR)

AZAZHNZ, DAENZBIT B ERMERRE T O
SEIEPIHIZE & L C MZR O FI4EEE 2B e 12 &
%. MZRITBHEEEIK T EEOBRORMED D 1, %5
M GEORE ICMTREE=Y) ¥ Ik
752 enoons?,

3) a7z /—ILEET = FIL (MMF)

2010 412 ANCA BI:#ELINGE 25 O B fRAE R B
\7% AZA & MMF @ RCT (IMPROVE 585%) A5k K 2
S ENTWAEY, KAERTIE, AZA B (BGE 2
mg/kg/H) 12 LT MMF # (B#5 & 2000 mg/H)

K3 FinEBEHBEICKD IVCY FHE5RE

. ;& Cr n3E Cr
1.7~3.4mg/dL 3.4~5.7 mg/dL
60 A 15mg/kg/El  12.5 mg/keg/[l
60l E 70 mAm 12.5 mg/kg/[E 10 mg/kg/[El
70 L 10 mg/kg/[@ 7.5 mg/kg/[E]

THRENEL, ZONY =R 1.69(95% CI -
1.06-2.70, p = 0.03) TH o 72. D72 ANCA Bt
ME R BT 5 EHAMERE LIS WT, MMF &
AZA B L THREA NS WEEZ b5,
KDIGO 4 F5 4 > Tld, AZA O TE % \WE
BIZH VT MMF OffAER ST 5.

4) XbbRLFH—KMTX)

& MTX (0.3 mg/kg/#d %\ 15 mg/3# TR
HL, TOHRMA25 mg T OHE)ITFICGPA 2 X5
& L7 o BRI E (7 Cr 1.5 mg/dL i)
ZRHE L2 RCT IZBWTHEHETFHRIEIREN
TWwa  —JF GPAICH L TMPAIZHT 5
MTX OEfRHEFFREO T T AFZ L. F72,
EEOBERERE A3 % H1(CCr<30 mL/53) 12
BT, MTX EEHAAT TH %, KDIGO 71 F
54Tk, AZA B XU MMF O T & 2 W E
BHUZ BT MTX O DR STV 5.

®EIZ, LRRCISRTHET A NI 4 VIERCT &
HLE LT — Z 12D W TIER S LT W b 720%)
FAEBNL 80 AT CTH 5. F /2, Wk ThifT S 7z
% { OWfFETIL PR3-ANCA B EiERI, GPA SEBI D
FIEAEN. bOETIIEREREE L TGPA &)
b MPA 23HEBIICE <, F72 80 Ul EOE#E T
DIIENFINTIE RV DY, ThH5DHAF
A Y ODLPEOEZ~OFEH IOV TS EE L
EEET 5.

= MHMRR

PubMed (¥ —"7 — F : GBM, ANCA, renal vascu-
litis, immunosuppressive therapy, immunosuppres-
sive treatment, clinical trial, meta—analysis) T, %I
KA A 20114E7 A F CICRE L THRFE L. Th
DIBEL, 220 U CEEZSCHIEERA L 72,



= BE(ICLIETRER

a. Mukhtyar C, et al. EULAR recommendations for the manage-
ment of primary small and medium vessel vasculitis. Ann
Rheum Dis 2009 ; 68 : 310-7.

b. Lapraik C, et al. BSR and BHPR guidelines for the manage-
ment of adults with ANCA associated vasculitis. Rheumatol-
ogy (Oxford) 2007 ; 46 : 1615-6.

c¢. Pauci-immune focal and segmental necrotizing glomerulone-
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CQ 3 RPGN [CIERIHEEIFEREINDH ?

SERBEELIMAEMG EZESH U ANCA BRI RPGN TlE, B

AED

KOG TR ENET DOEEMN G DI, MERBEEEHIZETS.
D) 1 GBM {58! RPGN Tld, BHEES SO ERTRENET B, MEET

BEAEHET B,
E= - B

RPGN T, #WHFEIZmMA, FEFNIE U Tl
RIS . FRIZBWTIL, granuloma-
tosis with polyangiitis (GPA)/Wegener W3 %
Hubk LT, AAV O HRIREEMIZ BT 5 4
ARFE OB EVE & 2B 2 Rl & BRR R
DTN TE/-. T2 Tix, ANCA F 721391 GBM
PuAR RPGN OGHE 2 B 5 ML L O H %D
MB L OLZEEICOWTRIT 5.

B S

1) ANCA &% RPGN

M4 fugidiid ANCA OFREBIIBRFEIZE Y, 3
FEFHIO AAV 25T 2GR RO HIEET & 2 169#
BETHDH, KRIIBITATZET Y AL LT, 2007 4
IZ Jayne 512X %, AAV IZ X 5B EED B EE(L
B (I3 Cr>5.8 mg/dL) 126 L A 710 4 K730 A
B & MR & i 2 2B L 7S T, I
HERSHR L & WA T L 72139 2SEHERGHR 1 £ To

BRI EO WM LR TS 2 LR s Y.
F 72, IO RCT Tl&, MM Cr<5.7 mg/dL O
WREREE 2 ) GPAERICB W T, EFE AR
Pl 1K 5 5 o 7% e A il N L) B & 3
HIE AR O B R BEAILTE Cr>2.85 mg/dL DIEH
TIEB RN YHL72Y. BFEeRBOY A F~
TAVv 7L Ea—R 9RO X Y HITIZBNTY,
ML GBI TR O KB R E~DHEREY A 2
R ERDL I EPHEENTVEY, UErD,
Wik Tl iz £ 5 AAV 128\ TS s
FAIEERERGE L L CRAR S T\ 5. BSR/BHPR
A RI A VTIE, B EREE LR Cr=58
mg/dL) x RO A A FEIT R EA T O A ML
CY 2z, m#Escifupzs: (2 M LAINIZ 4L % 7 [0)
ERHTA I EAUREN TV D, E512, Rt
ORffE N7 EOEE R AIHEE 2 L7254 b it
RO AR SN TS, HIFE, eGFR 50
mL/5r B L O/ F 72 i3Mila i % 44 5 GPA £ 721
MPA JEFI ARG L LT, KEBEAREE LU EE
%70 bA s L RBBEERR RCT AHH#EfTHC
& % (PEXIVAS %)
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—7, bHE® ANCA Bk RPGN Tl, EHaE
FEEETHICORECTH, MSEscHmEBhno B
BT, EGTHRUHIIED SN TV WY M
MR, ANCA ORMIFRZHC X 2 B Lo
PR LA O FRE TP, EATHIHI AN ORI RS
WHfFcE 2 LOMKOIELH L. LA LITED L
h, OB EVEIBEREA T/ FES
SIS D Fe 5 ANHE 7 E B tE RPN R & 1
BEEZONDL. Wk & bAsETIRIMEE 5 H R
o TWwbIlbdl), SHROELRDRFDPLIET
H5.

2) #1 GBM #i{A8 RPGN

T GBM PUfEHI RPGN & % \ 21 Goodpasture JEfE
BB AHmE LT, REMHER(R oA
R0V ZJFEE + SRR SE) & A S i & o B
MR EAE 35, 221 BloHk A & BIEZET
&, MAEARHRE O X 0, BRBkRE (A 22t
T 5N — K060, p=0032) B & VM HEamT#%GE
TSR 29— R 031, p=0.001) DEE AR
THhbHIEDPRENTVEY, —FT, i Cr flins
6 mg/dL VL FEOREGIZ BTIE, sk & i
BRI R O B R & 2 BRE e EE B OB &
(&, I Cr A2 LT OFER] & i L C w5
MENWZ ELHOENT WS, Ld > T, BRI
FEEOBREREL AT 500 2R v LR OE
BIOBEETRIIARTH Y, MEEscigd: = o H
L COEREEOUHEIIRED LNV NS
O, fElE ) AR EHRITER 2 2 EEF L
WL L, ZOX) BREBIDRHITLIEDS
DI AL <, TRBLALRRS RIS b AHETE S H AR = 1
B OMMALHRE CHIUL, BHIEDUEZ RO D
Babd b0, BAEMETL T, ML
% E ORI L OIS O IE R RS B 2 LA
ZE L.

EWHFICE LTI, 5% 7 V7 3 v x @i e

L C 50 mL/kg/ il (52K 4 L/[A)) O M4 28 3 % 58 H
v LIZREH T 28, 72w LIt GBM Hifk
lAIEEALYT 2 £ THIfTS 4. 7272 L&
PEBITIZ 5% 7V 7 X TEME L 72 2 1 i ok i
% 300~400 mL % R 5.

3) REEEAE RPGN
TRMEIEE AR RPGN 1213, gtk r) 7
b= F 2GS BV — T AR RBERMEE 4,
sO)FAra7) VERERZ EDRHITONE. Z
S DB BT SRIEIHIR LD L& % 5.
FAMERR WG E 2 ZE L2250, ML T
72 NENOBEBOEHE TSN IED W TIMAESSHLE
B, 70 F 740 L= a vk ED ML
REAMAEDEIEREEIT) S EDEE LW,

= MRS

PubMed (¥ —"7 — F : GBM, ANCA, renal vascu-
litis, RPGN, plasma exchange, apheresis) T, %} 5
% 201147 H £ TIZBRE L TR L7z, 2Dk
&, BENIIS U CEE R ST BRA L 7.
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HREINZN?

B ZSHEXT0O41 REEESE, RPGNOERUSICEN THDIHHETS

Bx < BN

BEAFE AT L) ERSHR OIS, FRTE
D728 O EIRFAEFRFRE LD S 5. BRI
LT, Bokx il e o IORIB R A 7
04 FE|ZREIHIZEDPEH ST & 72 Danst
BHHEE S LT CY AW SNTE /228, HIMERE
A RS, B X OEMERES S0 ENS
WEEPHESINDL L) IZh o7z, DX TR
Mo, X VREGEMMERREL LT, BRI
CY#® AZAZEIZEHL, KHRORIBREAT O
A RELHHENDIZES7-. —F, bHETIIE
FERREOR BRI 20, WG EROMER:
BEOREREWIREBEIN TS, 22 TlE, RPGN
DEFRAEFHRIE B 2RIBREA T 0 A FEDORH
B L OEOMHEIZOWTIHGT 5.

1) ANCA B34 RPGN

B ORITEISREATOA FEIZTL K=
0 > (PSL)#45C 10 mg/HUFICTRETH BV,
FGEECHEE AR DY, GG 6~18 7 HLL
FEDRE R THIR T 5. BERMERREOMMEICET 5
RCT IZBEFE CTHh WS, £ DR TIE 12~
18 7 Aftfe &N Tw5b. —HTI12 4 A UAIZER
MEFRE A IR 2168 70 b I — U TR
BN 2 2 L0 S Tw Y,

2010 4E I IXRIB R E A T 10 A FEO kB R &
FHRRIZBS 5 A Y IR RS RS Sz Y. FH 13
D RCT 2\ L Ik — MFFED X & T IC BT,
HRBGEN S 12 7 HUWICEIEREA T a4 R
il L7228 (n=517, 9 H MPA 91 #51 17.6%)
DFIRERDT48% (95% CI : 39-58%) T - 72 DIk L

13. RPGN

RPGN O E#FH#FICRIBRE A 7 041 FEEAR

X4 RENHBEHARICSIFIZEBERERT0OA R

BEOREE
REBIAD S DHARE 1A% 60 kg DIBA
GA) PSL (mg/kg/R) (me/B)
0 1 60
1 0.75 45
2 0.5 30
3 04 25
4 04 25
6 0.33 20
8 0.25 15
PSL (mg/R)
12 15 15
16 125 125
6 1A8 10 10
12~15 88 7.5 7.5
15~18 8 A S S

T, 12 7 A2 PSL 5~75mg/H 7213 22 7 At
125 mg F TR L 729 2 THkfe L 728 (n =288,
MPA 133146.2%) DFFRER1Z 14%(95% CI : 10-19%)
EHBIED o7, 18, 22, 27 1 HRICEIR R E A
T RELHET L7728 0O=190) O FEEIL 29%
(95% CI : 10~19%) & ZDHHTH -7, b DG
HH5, EULAR recommendations TldA 7% < &3
18 #7 AL E?, BSR/BHPR guidelines TidA 7% < &
b 24 H B UL o SRRk L Tw
(KDY, o070 b a—LidvFhd &
FEHHSESEH 2 ERICH Y, BIBEEAT a1 FIE
BRI L AE 7O P — VL ERTLDOTIELR
V.o F e, ERE IGEEIEO 2 L% nw L,
FENBECTIIHREI D%, WRICLEERED
JAZBENZ L2 EET 5L, minECENEE
TIHEEHM 2 ECTA5 2 EDMEITRETH 5.
—77, BAENIBWTIE, WG 8 H M
DAIMICEIR R A 71 A 313 PSL #2520 mg/H
Ki~OWFEZ BIFET L ) ITREN TV BY. FIlL,
MPO-ANCA Bt MPA 6261 & xR & L2450 &
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Ik — MR DR RARE SN2V B
FOBEIBREAT O FERHEERED 0.8 mg/H &£
D HCEEIZZ N L DBV mELM6ﬁE%L%
THhorz. —J, MPO-ANCA BEME 2§ %
ﬁﬁﬁ%éﬁ7ﬂb:~»@ﬁ%@%%%#k?é
AT X BRRIEZE TlE, 1RNE L IRGE & OB
OWTHE &Y, ZoOfEE, BIFREATOA
RIS, BB IC B\ IR IS L L
SHEICEEICS W LR ENT(p=003). F
7z, GBS 200 5 H TORIBRE AT 0 A4 N3
BRI IRE R 10234 me/HICIE L, KX
13458 mg/H & %7 (p=005). T&abb, &
JOESSERICB W T, BIEREA T a4 FEOM
T FE DR, fE?#%?b‘%ﬁ‘of:Tﬁuli#%%.
DEOT Ty 2% BT 2T, [HEIZELD AAV A
ERIZR 720, BIEREAT U4 FEOWERE
RAEFFRICHEET LR IND,

2) 1 GBM #i{AE RPGN

PLGBM FLfA T RPGN (A3 2 & (Pt GBM itk
HE) BOERMEFEREICET L7 23RO
TZ L. YLGBMPUADEAH 6~9 H HBTHK
EIRT 5 L0, HARETHE T 2 s
£ L EHEOM W RIEIIHIEE (AZA % &) O %
6~9 71 ALl EfkGE S 2 O — i TH Y. Ll
KHBE R BRI 72 T, 2~3 Eo MmAEscH & 2~3
HHDCY Z#HREARE L2 REIHEDRIZL Y I
GBM Hifk i3k LERIIEFNTHLZ L0 5, i
GBM HUfEDH % L T A R Y MEFRE L LB TR
WEWIEZ L H DY

3) REEEAE RPGN
FIEMAAAL RPGN T, RO ZBROIREE
V2 U7 B AR R 2 47 ) ©)

B, TEODLDENZ BT 5 FRERE IO ZE R
kLTiz%EA%@MEN:ﬂb%ﬂtiﬂ

FHIZER - RIS X 2P R otcE 12 ) RITE
RE\OYEINs S H—TF5, i, IREEICB T 550
ISR, REIC CY 254 Y, AIBEEATOA
FEOMHEZK L L% ED <AV FRIGEEDT
bND LI o7 BLEZOND. BITREA
THA FEEMTOFMINGFICED, MERICLS
JIEFT RO Y ha—)UuEEE 7 5T, ANCA
LN 2 WEEGIRFHFS b D26 ST
HZELHEETHL. INGEEZEOFRT % HI
ZHIEIHIFE OG- 21T ) e EOTLRPLELEE 2
Y

= MEMEER

PubMed (¥ — "7 — K : glucocorticoid, steroid, cor-
ticosteroid, GBM, ANCA-associated, vasculitis,
treatment, therapy, clinical trial, meta—analysis) C,
R A 20117 HEFCICBRZEL THRELZ. %
B, ERIIIMA T, 2011 FRIZER S NZEN»S
DEIGHL 2 (ZE L4 B L U°5) Z#IRL 72,
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