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CQ 4 RPGN DEEASHZERET DIEHICBERIIHREINDD ?
RN RPGN OEE T #t 2 e T 572 0ICEHTH A, D70, RPGN OiBE S
SOWEICB W TIIBAEMIC L AR 2 1251 5.

3) ANCA OE#E - s LIoEE

ANCA 2% (IIF ;5 THREM) @ pauci-immune 2 RPGN (FAEFZREIMEER) [ICBWLTH ANCA 5
£ pauci-immune 24 RPGN & E#HROEZNHBENHREINDH ?

ANCA &Vt (ITF #:C 3 B&%) @ pauci-immune % RPGN O3 128 L Tld ANCA Bk
BNZHE L7z e e s 3 5.

cQ5

CQ 6 PR3-ANCA EYRPGN & MPO-ANCA ZY RPGN DBEIFRIC TEWLD ?
ANCA B:# RPGN O#IHIEHEICE L TlZ ANCA OF 7% 4 7 L0 & fRERER |28
UGB RET 5.

. J

CQ7 =D ANCA EERPGN BETIF, IEEME(CHT DEEICHERTEEDAHH NED ?
ANCA B3# RPGN OGHEICE L &S CIXEER (L 70k 27 7 I FB X UEIBER
BATOA FE)OHGEOHEH S WIZEEEGFICY 70Kk 2A 77 I ) OMHEZERZ L2 L B a2 it
KT 5.

- J




CQERT—HhXV L - HRILU—FDFRED

4) ¥IHRa

CQ 8 FBRERTOL NEEWEEICLSTHEES, RPGN OBFESLUEMTFROWEDHICHERINZN?
ANCA B43# RPGN (239 290l & L ¢, i EORIERZEA 710 4 FEEH
FkE, BV g - EeTRedeEy s, L L, RENREEE O RES L VAR TH L7290, BIFK
HAT70A FEEMEDEL, EMREOHIH X L 2WEEIL, TheRET 5.

RPGN % 29 % )V — 7 AB LRI 2008t e LT, BIEREAT O A NEERHR
FEid, BPRBIUTEGTRELET L. 220, WEATSEEHP LA TH Y, BIEREATOA
FEEHMUREE, GEIFIEO AT L L 2WIEEICRY), CheRET 5.

P GBM #UfA 5 RPGN 12K § 2 BIE R EH A 7 1 1 FEEMGRIE, BPRE L 04
ThReWET LR D 5. RENGEZEOHFHAIE T L, REAFIZEORT P L 20nEE
(&, EIEREATOA NEE MBSO EZRET 5.

cQ9 RPGN [CX3 9 2JHEAEICH T DBIBRERTOA REE LT, RORICERT/NIVABEEZENYT
B L, BFERBKIUEMTFROWEDEHICHESINDH ?

ANCA B# RPGN I2B WV TiE, BROETHE S RO REZ BTG, &5 0IE

Bt 7 EOEE R EFEIHEZ LD B, FHEAT O A P2V AEEOROEIEREA T 04 FHEA

DEMEZELTD L,

W— T AFHRIZE D RPGN 2BV T, BROETVHE L RO R LR WA,

B B \IFHREARE L — T 2 RN L% & DOEE L EIVEIHE L D BE 12, BHEAT O A P2V RO

ROBIEREAT O FEANOBIMEZIRET 5.

Pt GBM HUAEI RPGN 12 B\ C i, Btz L) $GCBM IR Tl EG P2 H S5

7280, BROBEICHIPDOLTEIEATOA N7V AEEZHERT 5. iz b 2 WE S HMRE Tk

— B ROMBITIIZHETH 5720, BHREERESIIFETEZ 2561, #HEA T 04 B2V AREORE

B EATOA FREAOBINZHERT 5.

CQ 10 RPGN OJffiaEE U CREIFHIRIBEFRBIUERTFRENEIT SN ?
ANCA Pi:# RPGN OJiG# & L CHREZMHEZE I IBF TR L OEGTHREZUEET 51
REVED S 5. D728 ANCA B# RPGN ofiliG#E & L ¢, BB OIREIZEDLE, BIFKEATTAF
FITMZ CTHRIZIHZEOBH 2 FRFET 5.
FIEH A KR (SLE)RPGN O HIG#E & L CHREIHlsRE, BP0 EaTis
WET L. ZO7OREBAAR(SLE)RPGN OFIGR# & LT, RIBREA T O A FEIZMZ TREH
HISE O = HEFET 5.
Pt GBM #LfA R RPGN OMHIE#E & L CHREMHIZIIEMTRLIGET 2RSS
%, ZO729HP0 GBM FLiA% RPGN OWIiGE#R & L, BIBRE A 70 A FEI2N 2 TREIHIZEO G
ERET 5.

CQ 11 ANCABHERPGN [CY7OMRAT7 I NER5T 256, ROLEHIDESSNBRETESSUERTFREZUETIN?

ANCA B RPGN I2¥ 7 B R A7 7 3 Faib5§ 256, fHEEETHRE TR
LU PREWET L0, REWOB AP LEHETORG ZIRET 5.

& J

xi
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SMBSER D HER RPGN (O3 U CRBIIFIBEE B FRE SV EMTFRZWET S DCHESINZN?

LW BT 252 7 ANCA B RPGN Tl SRS E B TR B L O EG TR E YL
FEEIEL0, BETS.

LWTREENT STV — T AR TIIRENTIEE T TR L CEGTFHREWES
720, RET L.

Pt GBM PifkE! RPGN TIL il L % 1T L T B P ROUHE R LAD L nE
MLz, FREIFIFREIILTLAHE L 2w, 220, MRmAeEs cidEdaFrolE Tt
% 72O G L A R E T 5.

CQ 13 UYFITYTIERPGN DBEFEBLUVEMFRERE I DEHICHEINZIN ?
ANCA BJ3# RPGN (233 2 fE#E LT, VU F O 7 ERIBREAT O A FED
BRI, BPRBLOEGTREEETLARENS L. oo, BIERZ &I X 0 BEFRENT 2 7%
WHOBEIRES I RA TGO 6, &5 WIEHRE LD K3 ANCA B#ERPGN 123 L, TNEHRFET 5.
RPGN # 2§ 2NV — T AEROEHERNREL LT, VX< T, BT7Hd 50T
R PRE2UETLEOTDHIET Y AE R WD, 1 Z0IEEREDS R WHEIIEEE LT & (FFE
M7 L).
L GBM HiLATI RPGN 12852 1) Y ¥ 2= 712 X A2 WHIEHEIL, BT kb D\ Id4dq
FHhEUET LHEOT I TV AlX RN,

CQ 14 MEIFBTIREEIF RPGN OBHEETFED SUEMTFRZNEIT DHICHESNZN?
HEE L HFEESCHMM M Z &% &0F L7z ANCA B# RPGN Tid, BTz
HUEEVED S & 7280, MBEACHFE OB 2 3R 5.
BRIEHIRE TR RDAA 0 Td - 720G KT RPGN OV — 7' 2B 48) TIIE e
ThB L OEGTREUGET DU RNED D 5720, MEHRELZ &7 7 2 LY AREOHH IR %E T
.
$UGBM $ufhB! RPGN T, BT RSB L OCAG P REUGET 2 TR S 5720,
ML OO 2 HERRET 5.

CQ 15 HEERECHRIVIWREDEIS RPGN DB FRBLULEGTFRZNET 2 (CHEININ?

HUMIRZE DS 22 W I5412, RPGN OiRH#E & L CHUBE R LR P/ IO 2 Z R L T
QN

& J

CQ 16 ®EJOJUVAREFTELIF, ANCAEHERPGN DBFEBIUERTFRENET HID(CHEINBN?

RO T P REFEREX, RPGN OB TR L UG TFREWEST L LD
I YT Y A3 7%wDY, ANCA B RPGN I2B W T, #EHRHEH 2 WIZEBIRIYE % EOEEMES IHED
PRFIC X D S HERIB R E A 7 1 A FEE & SpRIIHISE O 0f RIS X 2 B A 2N 2 81213
FRL T & (BRBuEHSE) .

- J

Xii
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5) HERHEA

CQ 17 RPGN D#HHEEE UCEIBRERT OA FREIBRETFROIUEGTFERZWNESIT DN ?

ANCA B4:# RPGN OMEFFREEIC BT, BIFREA T 0 A FEITERRT %S L O
P REET S, D720 ANCA BH#E RPGN OAEFRRIE L L CRIBKREA T O A FEZHERT .
SR A I RPGN OV — 7 A B 5) MEFHRIEIC B W T, BIERE A 70 4 FIEITER
BETHRB L CEGTREZWET L. ZOZDREREHRERPCGN OV — 7 A 5) OffeFpiRs: & L TRIT K
HATaA FEZHERT 5.

HL GBM #LAZ1 RPGN OAMEFRFRIEICHB VT, 6 7 HREORIBEREA T 0 A FEDIKS
IERAETRB L UG TFREZLES S, 2 O7/20H GBM §UA% RPGN OiEfpRik & L CRITREA T
04 FEEORGZRET L.

CQ 18 ANCA B5:# RPGN DO#JHFEERICRIBEER 7014 REEFEDL SVDR—ATREITRNEN?
ANCA [¥:# RPGN OB EZRICB W T, TTHEREY 8 EMUNIC S L F=va v
S 20 mg/ HARME TR L, ZNLBEE 7L F=va 08 mg/ AU FONR—ATRHR=ET L2 &
RIRET 5.

- J

CQ 19 RPGN DAL U CRENIHIREERETRDBIUEMTFREZNET SN ?

ANCA B:# RPGN OAMEFHRIEIC B\ THRIZIHISEILERRE P b X MR PR 2 Ung
$%. Z072% ANCA B:# RPGN O#fFpf: L LT, RIBERE AT 14 FEIIIA TREIHIZE O G H
TRET D,

SR G I RPGN OV — 7 A B 40) OAEFHRIRIZ B\ TRIZINHFIZIL, BT %S
LUOEGTPHREUET 5. ZOLOREEEGHRE RPGN OV — 7 AE %) OMFREE LT, RIBREAT
O FEEIZMA THRIZMMFIZEO G 2 HELE 5 5.

$t GBM PifEE RPGN OFMERHEIEIZ B\ T, (RIEBALG 6 77 H FEEE 0 5oy 0] 5 1 3 5
RETFERBLOAEGTFREWET 2RSS 5. 2072035 GBM HL/A% RPGN OMFp#k L LT, EIE
BEATOA FEIIMA TRIZAFIFEOIPMN 2 ZE S 5.

CQ 20 ST &&llE RPGNBERDZ 1 —FEY AF AMKRDFBADHICHEEINZ N ?

ST & #1d RPGN 2K 3 2 EMHIRET O = 2 —E L AF AMEOFHIZHERTH

D, ST EHIOPH ZHSET 5.

- J
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. A - fRRREIR

RPGN (rapidly progressive glomerulonephritis) %, [ &2 WIBERICRIEY SR, £H
R, BllERRISETI BBENLZ XL EREE] EEESNSD(WHO). EEFBAETEBEESH
BEMRMEBARBRFESOEH T, [BRERTRAMRZHFVBED SHHADOEBETRRICERE
DETT SRR EEERELTVS. BRZRTRATR EIERIKAMEMKR (2 < (FFEMERAI MK, RICH
RMREAS5ND), EAR, HMEKAE, FEHMAZEZIEYT. RPGN IJEEETHNIEZE < DEFIH
FEABT2ICES.

RPGN (3EERIEZEF CTh Y, RELMBEDOSVERIEMEBFZNZIAISIBIEMES B AR MERIKEE
RThHD. FFEFABERERKRAERIE, RAREOENXMEEICEDZREZEI/OT ViIEBHRRICK
V), OFIRE, QFFFCIRE, @IEBEDPBVH I KBE THHMERE (pauci-immune) B D 3 DIZH T
SNB. IREIFREKMARIERR (glomerular basement membrane : GBM) FEIB X TRH SN
5. FBAARIE, 25T 7~ b—F7A(SLE)* IgA MEX (IHFF Henoch-Schonlein 55#%) &R £
TRHLHNS.

REEEARDOEBFRRNIE, OBERERESATMKE QBT TREESARZIKT 5 in situ RZES
ABRICKBIEN, FEACREIC I BEIRARESATEDPES LTS, i GBM HLEELREKAB X,
2012 E&ET Chapel Hill Consensus Conference (CHCC) 48 TI&, in situ RERESHIAKIC K
RIEY 5720, RRESHAERREERICHEIN TS, MEREREIITFHEkRETE (anti-
neutrophil cytoplasmic antibody : ANCA)BSEBX THRHO5NSD. ANCAREEEXEIE, ANCAR
EMERICAONDBERXZIET. HHETIE myeloperoxidase (MPO) IZxt9 2 #iiA(MPO-ANCA)
IS, proteinase 3(PR3)ICxtd 2R (PR3-ANCA) G HFIIC LR TERIRIICZ L.

Bl LEFENDY, BRERTRIA L REMG

BREINRRIEEN PEIAR (25 <AXBEMEER IR, He 2 RRAYIIIR b &

EE

RPGN (&, A RERE (WHO)IZ LY [Elkd 5
VISR ICSE T A IR, &R, Al & ZuEIC
AT A B AT SRR LERsns. b
HETIE, EAGEEE TS REERAIZEIE L
RERARICED, [BRERTIRIEZ R HGE
MO B ORI TEEICEANEDEST T B ER

bN5), HEK, RIMEMAE, R EZIES
RPGN R T dh UL L < OIEBIA KB A4
ICELERFETH 5.

@ 2) RPGN ZE - T REBEDEE
RPGN ZFHRAERRECH 1), AIERREL 23 5%



TEFYRCED ST

RAEIREE (RPGN) 524 RS54 > 2017

&1 RPGN ZEcTXREFEERSE
L 1. kit
1. FABRERIERBKEER 1. 25M&R
1 GBM AR B (R B 24 TEHEENZRIMER (MPA)
BB AW B AT MERERIAE 2 ZRMBERMERNTFEE (GPA)
Pauci-immune B B AR AL AREIAE & (Wegener NZFEIE)

FRERZ D REKEER

IgA BHE

FEMEIRTE M AR BRIA B

e BHE

JE IgA BIX T > ) LAEFEMERERIAE X
FDIFDD—REREKAEBE X

3. RUEEUEX

ANCA BEEmEX

SFERERIE 2 R ME R ENZFRBAE (EGPA)
(Churg-Strauss JEM&2E)

FIAREKMAEER (GBM) % (Goodpasture fEMERE)

25T 7~ h—F7A(SLE)

IgA &4 (Henoch-Schonlein K3E5%)

gUFsa7) iE

FDIEFHDEFEHEMER

EMmmE

MnAe MM/ N EE

BEE) o~ F

EMER

A M FREEAE(ERE (hemolytic uremic syndrome : HUS)

JLATFO—JLE”RE

BERERRRRKEBR
MRSA RERESEARIKAB R

B OANRRZ, v B
CBIFFRTAILA
FDIFHDBEIAE
3. EF|E
b BHEE O =\ B B AR S 1Y RS T | 3SR AR (thrombotic microangiopathy : TMA), I L AT
BRI 22 Th 5. 2 HETRRIEE % & 13, 01— )V EERE R G (2P ) B R & 05H 5.

BIZERERIR D 5 5 50% DL EARERIKIZ AR % 25
LEREERSINS. LaL, FAREREDO L
WHIBEPERERIAR 42T H RPGN 2T 2546%, 4
BRAINZE D3 7 {RAME B PER 48 (tubulointerstitial
nephritis : TIN) %2 & O IERERAKRE T O MR % &
DRI ZZ L TRPGN 2RI GEDDH 5.

RPGN D5 EIL, oA EEEE L RPGN % & 72
T (— kM RPGN) & 4 SRR B R0 Y 2 &712
o THEXEE L RPGN % & 72 ¥ B (kM
RPGN) ® 2 212557 51 h. — kP RPGN 1213,
TgA BFRE PRl ME AR BRAR T 95 70 & OSRIRIKE K2
SUEMEEE R VS S (FRT). ZIKMERPGN (2
&, BEMEENSIRINE %57 O F I %, SLE
% EORBEIR, ZOI3EEEIE, —oREHR M
R VA I IR 3 E E 7 B (hemolytic uremic
syndrome : HUS) % f.0 & 9 5 [ 0%/ L IE

@ 3) FARTREERDRELSEE

B A MIE AR BRIRE 9518, RPGN % & 72
FTERBEALRAT R & L TR b £ A N E RERIENE
BThD.

A A RIS BRIA R 251%, BR300
Pukdc L a0 ru 7)) vokEkicLy, O
LR, QFRCRIY, QikAE D 2\ T DK
= 509E ] (pauci-immune) D 3 22401 S5t A (K
1), HARAELIP GBM PUARIE & CRO b, JHR
RENZL, SLE R IgA &%, 7V A4 77 YIijE
7 I A SR #E A R (circulating immune com-
plex) G L TWABELTHDOLN LY. &b,
2012 4EICHRIE S 7z & o 43 EY T, H GBM
PURBIE KIE, SRERMEIEIRE R P CRIEE G
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offt
&
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fill
e

1 SEAPUREIC K DIBIEIERIRIAE R DD HE (118G HUAIC KD REREFREB/INT—2)

a : #JIRE (Linear pattern) b : $80IRE (Granular pattern) ¢ : &%z (Pauci-
immune)
(BRZERE | REMERE B ERRAEB L
2012)

1% (Jy BT 7 A S0 8 48 B KT B in situ immune com-
plex formation) M5 = & X 1), EIEESAIINE
RIZEOLNTWE, 32DOREDLHTIIOD
pauci-immune B b HHETH ), %201 TDH
ANCA BIFEE 4% b %o OOHE GBM HifkE!
BT HT RPGN # 29 26 L, PURERIFR
JEBESUANR (FL GBM %) LIRS 115, L GBM it
RAEIE 412 & % RPGN & i B % 588 % 55
EHd B @I, EEEOTE L7 IgA BIE,
R PESE TP R BRI 98, IR IEBRAE, IgA A %,
V=T AER, VA raT) VE, R
BAREREE R EDEETNE. QDO KIS 1E ANCA
WD ANCA BI#E %5 CTh 1), ANCA BEIME
95 (ANCA-associated vasculitis : AAV) DBEHEIR &
LCHND Z D%\,

@ 4) ANCA BhiEEs

1. E&

ANCA BF#E & &1L, ANCA B IME KIHA D
NABELEIETY. BIRICHEFT 2841, BHRR
Ja3 B (renal-limited AAV) & FHEIL 5.

ANCA M H0EPUERr Ri2 & Y, perinuclear
pattern (FZJE B #! : P-ANCA) & cytoplasmic pat-
tern (Mfg EHL : C-ANCA) 12571 i, HAETIE
Ri& A3 90% LA L% & 5% P-ANCA O xSt

. BARERKRAMBRE®RRF (L), pp65-69:

& 312 myeloperoxidase (MPO), C-ANCA ®OxfIt
Prsig proteinase 3(PR3) TH 5. D AYETIXRCK
EEZD) . MPO-ANCA I 75 7° PR3-ANCA
B PRI A 2212 LR TIEEIIIZ £ v, MPO-ANCA 13
SE 8 55 1 26 58 1145 %% (microscopic polyangiitis :
MPA) D REICHEIET, T 70 EEERYES 56 1M 4%
14 14 3 8 i (eosinophilic granulomatosis with poly-
angiitis : EGPA) O FHIZHIETH 5. — 77,
PR3-ANCA WD MERDIF L A LIE, ZHIME
P A 3 E (granulomatosis with polyangiitis :
GPA) TH 575, HHED GPA O 40% 13 MPO-
ANCA HtkTd 7.
2. "R

ANCA P 3 B 9¢ 0 Hit TR fy 7 BB BEAL Rk AT S (33
FEVEE R I EAR IR E K TH 5. TWEDEET
UL, FIR - SEIEEEEARKAEE K TH 5 25,
WEDEEIZ D L3 L A EDRIIET, HREMELR
FRREDSHTZL L, AR~ v IR R e R o o 35
%R DI E AR AR E R EET 5
(B 2). Mifat:eHEfiat:o A RizEm ity 2
ERRMEMEE AR E 22 1) DWW AR ERR IR A
%. ANCA BRI, S0P (ks o 7Y
VYuta) |2 X B SRERR g N Y — » TlE, pauci-
immune BIZET 5. b, D% S ANCA Bk
® pauci-immune B2 BRI B RERIEKE KD &
%, FIRIE N E ZEA DT A% A, ANCA Bl

- B
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7 R A
X2 ANCABEBEXRDEERBR

a: BIR - DEHRITERIRKGBR | REKGEEMMNEREO PR L, BEOEINMERE(FAH) 28D (PASM-HE

).

b1 ZIEF B AAMEARIKAEB X | RIKMGEMODBEDS HE B THRL, 2BRICHEREDHM SN TS (PASM-

HE £&).

C ! IRSEMF BT MARIKAB X | REFEEDZIEICKY 7« 7V VDI GRE) LT % (Masson-FAZE).

BEIZHANBIMEROEIHID %, BFRITRRA
BEDOWEHD B,
3. 7wHA - fRAE

ANCA 12 & & if R EREFNE AL I TH 5.
$7%bbH, HLA-DRO 7% & O RN T % #8512, &
YefiE, HHI, LV H % EOBEBERTOD Y i ER
M ENOHCEBHTH 5 MPO % PR3 25PuE %
HEEL, ANCADSEEEEIND. KIZ, EYWER & T
FEAE SN TNF-a R IL-8 2 DA b h A v
LD IFPERAE AL X ANCA OXFISPUE ASHIRL
RMIZEBEIND, ZoRB S N7Z2PUEIC ANCA
MPEE L, —RBIHERENEE LI NG, HHE LS
7R ERIERERIR SR AT ISR L, I ek & ff Bk
M4t & 5 v 7 (neutrophil extracellular traps :
NETSs) & \»9 MPO R4 D& flER % &t 7
O~ F AR & S8 45 L, SRERIRP R %
L, BIHORKKE R ET L LEN ST
Zimm),

RPGN # 5t o 72 & &121%, LT 18 1k B i ow
(chronic kidney disease : CKD) & @ RBI#EM: 12D\
THET A2 LELND 5.

CKD (&, O/REF, W2, Mk, R CEkE
EDOHFAEHNHS A, ¥F12 015 g/gCr L EDEHIR
(30 mg/g Cr ML ED 7 V7 3 VIR) OEFED E .

@GFR<60 mL/43/173 m?, Q@D W hh, T/
G AA3 A AU LR T A L EREINLMETH
5.

1) CKD O 1Z RPGN 23R b b 2 &0 5 -
CKD DOJFEHETH 2 @ MHREREE ROHEEIZ X
D RPGN #/R§ 2 &2 5134, CKD D%
i, H7ZICRPGN 2 4322 H 015,
L7275 T, CKD B&HIZB VT, BiREL B
T A OEALZ RO D551, BROMWED I,
RPGN &4 b SUEHICE P H D, W Lo
B A X D/t CKD OFFEFE & R $ % 78,
RPGN &2 WET 5 b DO Tld e, iz, Bk
FEIR TSR T, B LB 4 XD/
L CKD 3G ERTH 5.

2) RPGN %5 CKD 12479 5 Z L 5% % : RPGN O
BERICED, B2V LUBRENEMIRGEL 2
D, D2 CKD & LTRHEINLIER L L. =
DOBECKD BN A KT A VU U 7 PRI
EETLLMN IR LT LRI, AR
BREFIBREEATOL R, GERHELR &)
OFEITERA, RPGN 72\ L &R EOFRIC+ 5
HMET5.

3) B RPGN & CKD O3l E ZI28HEL Vv
U, EAAORIREEIC L) RPGN 3% R 3 b
= AN Z TV D, BRRMEIRITR & B
THRBDZELTY, ~EOBHEETCKD &
RPGN #[XB§ 25 Z LI TERW, $/2, 2D



b

[. REER - ER

C

WA TIE 2 L7 F = VIEEOZEL(ES)
BOTNTH-oTH, EBEOBHIEEILAD
TEDLRENCZEDHL. FRIZ, IEZ LT F
= VBB LIRRT A O & X IXBARREACT
12RO &2 <, RO RPGN % Rk L %3\,
F 72, HRRERIRT o EWMELR 2 RPGN X, Il
B VT T =20 EARPEE (7212 eGFR O
RTHRAD7R L), CKD ERXFILIZLWT &
HHIOFET 5.

@ 6) 11 GBM HiABRIRIAE R

1. B

PL GBM HLAARRERIRE 2 £ 1%, ARSI A
IR ETC AR R R A 2 L, SOuhURE TR
B BE |2 TG OFLIRILAE (linear pattern) & 388, [
FRCPL GBM LA B L 2 2B R TH L. L
GBM ¥UfA% RPGN 1, — %M RPGN & L T
GBM PUiARARERIR B 25 &, 45 (2 k) RPGN
ELTo, itz ) H GBM IRIZ K S b
2012 4E 128 ET £ 1172 Chapel Hill Consensus Confer-
ence (CHCC) 48T, PT GBM PRI R ERIARE %
i situ BIEHEERIEHIC L D BIETABERTH
5720, WEEAGKREGRIREE ZICHTEI A TY
AV, 73, CHCC2012 Tl3#Hi GBM HifkRyit o I 4s
%% % H1 GBM % (anti-GBM disease) & L, OB R
Bl o$t GBM iR %, @RS THT GBM Bk
Rffifa b, GF LMo % EES LKA 3>
rEUCHESE L TnA5,

2. 7mA - REE

PLGBM HARIZIVEI 25 — 7 a3 $5D C i (2
fFET 5 NCL A A > N KM 17-31 2o 7 2
JWEIE(TE =7 A EA) & C R 127-141
o7 I ) HBEE(ZEY—7 B EB) 2 iz
=7 L TEBLTVS, L, NS5O E
F—=712MA, 588D NC1 KX A~ EA $EH T
JHELUE =7 LCHESN TS, lHOIREIC
BWTlE, INHoHELY b—TIENVE T -7
v o345 ST Sz 6 BARHICHEAE L, FREENK
WIZHL% LT 4 (hidden antigen). Tt GBM k%l
RPGN TlE, BKYE ([ >~ 7 NVT R E), WA

VEVE (ARSI, PR LR 2 L), BYEZ &I &
Dl - B ORREBEOREENA L, ad45 $HD 6 =A)S
RS 522 LT, a3, o5 BOPIRITE k— 78
B L, ZHUCHIS T 2 PLGBMPUAD EE S NS,
YL GBM VLA D FEREAND#EE 2 B 12, WP
Bk, ) vk, HER - o077 — Y% EORIEM
NSRBI AT ICIRE L, S HICENGDELET S
A MAA v, EWEEE, EARRREE, Mk BEE
R ESHG L, EREREOMAEN R L. BREME
2BV, WiE L7 BRI BE 2 & B I N
AT 5 74 7)) YR EWMIE R &Ry~ »
T~ T AL LI, EMELOREE NS
A NIV REDAT 4 T—F =2 L5 TR
VFE PR OREEE, 3 % b b MR B AR AT
5.

PLaT & ) $tGBM $ifk & ANCA DTl & B4 D SiE Bl
DHEEFH SN TEY, §L GBM Prik B R ER AR 7%
D9 30% T ANCA [tk (512 MPO-ANCA 25%\»)
L7, ANCA BEH#BE O 5% THL GBM PLiFhs
Bk & B S T 57 JE4E, Hi GBM HifAE%
KB RIEBI D%  TlE, FED 1EL ERTID S
LAV ANCA BB E 7 o T B & DY A3
5. ZOBE®D ANCA IZ & %P1 GBM BLRERIARF 4558
JEDOREF & LT, ANCA IZ#EK L T GBM BEEN A4
U, MURTY b—7FEH L, §LGBM PrfkhsiEE
ENDLZEPHEINTVDS,

€ 7) REERSHERIKMAENR

1. €&

TR A RERERAE 25 &1L, ARSI 12500
FAREBMARERERE 22 2 L, SOtk Tz
MEROLREEE - A 2 F 7 LA~ O BERCIR LS
(granular pattern) = #2%, MFHFFIEE L L TP
DNA ¥ifk, HEREEKL EXBEE R L2ERKTH
%, RIEEAARA RPON 1, — kM RiEE a1k
AT AR ERIR B & — IR MERERAE L& LT
R PEEE R TgA BHE 2 &2 AR 2 19 54
R (M) EREARIRKEF L L TO
V— T AT R R 6N 5. BEHE
EROERRRIE, OMEBRMEH TRIEE KT

- 3

TR
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159 A IEBR RIE R SRR & @il O ik & B
RAET 2 A SE BT CRIEBE AR EZ T % in
situ RIEBEREBIZ RN S NS, Fidko T e <,
2012 4ECLET CHCC 434 Tld, in situ SIEE AR
B2 & D) FIET 5B 95T 5Pt GBM HURELRER A
TI D RERABRAREREE RIS TwaY,
2. 7®A - 7REE

IEHE A AR RPGN T, WL o feEE &4
(DNA-HL DNA $tfk 7 &) A Mg Z D It L 7z
MERBERIEE RO 7 ) 7 5 v ADMKT L 72 J&HT
WZikAE L CRifRR 2L, 7747 bRT Y
(Cda, C3a, Cha) 7 €% ¥ (Cha) HEEE S,
TFARER, 1) Bk, IR/~ o0 T 7 — Dk EORIE
Mifg s -2 LT, A M A v, IEEREER,
AERFRER SO S, BRI O & ~ LK
TEDOWEEDE U 5. F72, Cha &EERIZHEESNS
C5b 13 #HY1C Cob-9 K, ¥ 7 1 H membrane
attack complex ( MAC)JE x5 X222 L, KM
OIGHEALR M N R AL B 55 T F BB R % /i
5 RIEMPLERE, 7 5 NI MAC BAD M AR
MM 12 & - C b B BE o [~ FL R O i
WAL BT

@ =E(CUIETRER

a TG N AT R 5 A AT e EE. H

B4x5E 2011 5 53 1 509-55.

b. Koyama A, et al. Clin Exp Nephrol 2009 ; 13 : 633-50.
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' AE(RT - iEX - IREFTR

EHERRCHE, BRATR ARER SSICRBEORERDZRDHDIENHS. BEHIEMM
R, EZICRIRMMRORBO O5ND. ERFRMIHKPIEIELMBEATEZEDS. BEARISBHELZD,
X 7O0—EERFELNIVOBBRICEDEGZEIIENTHS. &I, FREZLEICEDRREET
DEIFIHEMLTNS. RPGN ODRREBHEHHEER MEX, £5ET )TV —TA(SLE)%&
E) nErE, RERICES EXE, M(fidim, MEWMA), REGRM, #1531, Has(Tm,
), MRLESVABIVERERDD. MREETRMEI L7F=(Cr)DLR, eGFROET%
@, UIEUIFMEEERED CRP, FLILFZROHS. /e, REISETISHEM, BIMmBKGFHEK
BA)EZ, mMEREFTIIMMIEZZEDD. MAMEIMER T LIELIEEREmZ/RL, SLE
TIHMETJ%. RPGN OFRRKBREICKRLEBIFERNBERAE LT, 1t GBM HufF, HusFhkif
FREHAE(ANCA), —FH DNAGL dsDNA ) HH 2. EFRRE CBEEMISLEBMENT, B
WAIR T, SEEEFRAAERERKBBRERT DB

RPGN ZHEZEICIX, FFIEADOBN 2RI Z&Z2BiE Lz TRPGN ORIBARRE DD DL HEE
it &, BFEDSD [RPGN OREEZEES | b 5.

B BNRZ ER R CRER RIS 2 LA
HY, ERERZ E QKBRS BEAERENR b
by, —ELEV. TSI THIMISETE

@ 1) ER

RPGN i3 Bk L 72Kz iii/-d, SR aEEL]R

K &g AHIRRETH 1), RPGN (ZHFFEAY 2 ERIE 22 v
P, BRI CIER E L CHEOREWEHINE K
R SLE DIEREFRZ TL A2 ENLWV. b &
FRACHEEBRSICESDDNLZ &, REWEE
PRI T OH#EITD D % 3561 RPGN OB & &
BHICE &, HMENOMNRHEERAEICHESRET
H5. &' I1VIZDAET 1996~2006 4 £ TIZHEH
37 >4 — b4 S 7z RPGN 1,772 Bl o715
FEIR 2 BUBCREIR, BHEIR - JRATRL, BYMERIZO T
THHEOHERORETH S

1. BUBRAEIA D

RPGN E#HIT LIT LITER L L 7o & SRR

A% ) OBETRO N, B TUL IR
B ZFTHRETHDH. ZNHDWMETEIRD S KL
JERIKE e E0EEb I, PUHELZEG- SNL 2 &
Zns, T E A EDEEIZ L & T B RIEEIRD
YEITELFEDO SNV, —EDOUENDH > TD
FHE L ZORMTHZZEIHETR W EIZA
OHPNDL Z DL, IS ORTERER % 5800 5 85
A, 755 RPGN O REM S 8- T, RIS I
B Cr DR EZHBALDANICF v 735, —F, %
PAEIZ X 5 RPGN Tl FIUZHIR SO A TLE s
ROLNLEELH 5.
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R1 [RETUEBNERBICS 1T DDRERDEL

1998 % | 1999~ | 2002 F
LAsi 2001 & LU
(A ) (B #) CcH
RIBRAEIA
B 45.2 66.7 73.6
FH 42.9 50.8 51.2
RARAR 34.0 54.2 60.2
LSUBER 25.1 812 835
BaEN 16.5 18.7 18.7
B 15.5 24.9 29.0
HERD 14.2 25.5 33.5
BIEIR - FRATR
HHE 34.0 47.0 512
F v AREE 234 45.5 60.7
PIRRA9 MR 122 16.5 14.1
Z R 9.5 15.9 16.4
7 O—UEREF 7.5 146 17.8
2B %K 59 16.8 185
PREAEMEIR 5.3 17.8 158
BSMER
HhEF IR 22.0 33.0 42.4
BIEI % 16.3 143 127
B PR 14.6 20.2 24.5
e i 104 109 104
it 92 9.7 116
T 7.8 6.2 4.0
AR ES 6.6 10.9 111
AR RS 5.8 25 46
DR 5.1 10.6 10.4
LB 1.5 1.9 46
B %

(>Z#k 1) KWBIR)

2. BEER - FRIEIR

PAMSERI MR ASERD S5 D Z &% 0WAS, WIRAY
MRS & FICHE SRS, BHEIEET o lin®Ev
JEFI TIEZIRR2FEITZ LT LT 5, £ 70—
CIEBEH L NVOEHRICE 2 E5FEL TNIH
%, —fRERTOIRRIE, EEEOIREREIRDE
ey ABRICIRIBESITSNAZ LIZL A, —F
K2V LH B L) IEEFICH oD, ERE
DI LHEERO L OCHIREERE 52T
BRENDEBIPBER TVWEEETH L. EDTH
HCTEREN LT 2HFLTNAIZENELL, #
T o MR EAIR, FERZ &A% i
728%4A, HREEREIAE CHOHEMREZEIDL 2 LN
HETHA.

3. B5ER

T DA D ligds D RERIZFF I RER D v FEEO
FEFFRARER TN 2 C, M X #RIC X B HfRZE O fF
A UIE LTRSS S, BRI g R Mt HE i 2 &
WALNEL. MFEOFZSEXIIHD, Thohb
RPGN O & bf & 8- T S, IPIRER IS TR R
ENLIELLw [HIBERER] &L, REoEE
TIAHL GBM IBIZ BT 5 OV F AR HIM & RPGN
EHHER 28T 5% CTH 575, RPGN & HERD A
PEERICESHVONLZELH Y, FHIZhAET
& ANCA B % 25 CdH 2 B 2 314 %
(MPA) & MR DO EBEA L. —TF, Bk TR
%\ % SIS 95 1% A 3 B JE (granulomatosis with
polyangiitis : GPA) I2FE ) &, wEREZEOH
SEHERIE, REEDPE T ENTH S
ZLh56, RPGN OFIFIERE L COHE I %
W FRIAR T, I RAEB IS A S 4B HIETR &
LCFIm, BeHim, 2RIEZ: & OBEASEV. EE
KH LIZLIERRD SN, W ESEISETT 2 FE
DI, HIVKT, BITAER EOF VD L. &
LICHREREIIEHEEICRO LN, I &8k
ANRIZOGRBEZESH A, F7-, kD RPGN
OYEE, BORIEREY GO KIEREIZTED
BIETRIEIR, B EHRBOEND.

@ 2) BREFRDEHY

1. IRIRESE

MR X RPGN CTEHHEIZA S, BIERIMERD &
5T, HMERR It & S F & F gtk
D ZENS V. L EIIEEEED L WILRAA
IREYIZ D AHNDDY, Z OREILARERETEMIME O
ke L D OV A ADOKERIMERIC L 2 HIN%E ERE
FTRETHAH., KERIIIIIEHMEE 2205, HED
Evy ANCA RIS 22121 9 ERIE A 7 0 — EIE
BEHZRETLILIZTNTH LD, REESERR
KTIIEZICREBODEHIREED 5.
2. MMiECr D ER

RPGN O E#I21F, Z0HIZHEFT$ 2 i Cr o 1
A& IND, MSZEOIME Cr b ED T~
r— N T 2002 4F LA 936 £ 28 mg/dL T, 1998



K2 RBETUHBNEREICHIIZVEZRRERR

mE7L7F=> REB= TR 1% CRP JIREES
(meg/dL) (g/8) (mm/BERS) (mg/dL) (g/dL)
EHE EERE| FIOE 2ERE| THE ZERE| FHE BRERE| THE ZERE
— R
71 GBM FTAR 2R ETIE B KRR
1998 & LIFT 6.7 4.2 23 28 102 42.0 8.6 8.8 9.5 1.9 ‘
1999~2001 4% | 76 76 35 2.8 102 323 9.6 9.3 9.2 1.9 1{%—
2002 FELIRE 48 3.4 1.3 0.7 96 436 10.3 8.3 9.6 2.1 )
TIRE S AT B AR MEREKARE X ﬁ
1998 FELIAT 48 34 15 11 91 50.0 38 37 94 22 VN
1999~2001 & | 3.1 0.3 34 28 53 0.0 1.6 15 96 1.8 ,fjﬁ
2002 FELIE 1.9 1.2 4.0 32 126 05 3.8 46 1.3 20 &=
Pauci-immune T B AL AR a
1998 & LI#T 4.7 35 1.9 1.9 87 423 5.1 56 9.4 2P
1999~2001 4% | 36 27 2.4 28 94 39.1 5.1 5.0 94 22
2002 ELIRE 3.7 28 2.0 1.7 100 37.0 53 52 9.5 2.0
F DD —IRMEF B AT MEREKAE X
1998 FELIFT 6.3 3.0 4.7 1.3 76 241 2.4 2.1 9.8 0.7
1999~2001 4 | 48 46 3.9 3.7 81 420 36 52 10.4 27
2002 ELIRE 4.1 3.4 3.7 3.1 91 217 4.3 7.3 99 27
=5
Goodpasture fEf&E#
1998 FELIFT 7.0 4.6 3.7 26 89 411 86 8.1 8.8 2.0
1999~2001 % | 95 4.1 1.0 0.0 119 26 | 251 1.4 9.4 1.9
2002 ELIRE 6.4 29 24 16 115 96 16.8 7.2 10.3 1.3
2HHET TV RA—FTX
1998 FELIFT 24 18 5.3 39 77 448 25 59 9.0 2.0
1999~2001 & | 3.1 16 4.8 3.0 59 29.3 1.2 0.8 96 09
2002 ELIE 1.9 15 1.6 1.4 103 38.4 1.9 20 95 2.3
Wegener PNZFRBSE
1998 FELIFT 4.5 5.3 0.9 0.4 93 38.5 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 26
2002 ELIE 3.0 26 1.2 0.8 81 36.2 7.4 6.2 10.1 2.0
TEMEAZ R MER
1998 FELIFT 45 3.2 1.6 28 100 40.5 95 7.8 9.0 1.9
1999~2001 % | 3.4 27 1.6 4.0 103 28.1 9.2 6.1 89 1.9
2002 ELIE 33 2.4 1.4 1.4 93 34.3 75 6.7 9.2 1.9
£
1998 FELIFT 4.4 35 20 27 88 432 6.3 7.0 9.4 2.1
1999~2001 4 39 3.6 25 3.2 96 37.0 6.2 6.5 9.3 23
2002 ELIE 3.6 28 2.0 2.0 94 37.4 6.2 6.4 96 2.1

GBM : glomerular basement membrane
ik 1) KWEIA)
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ELATO 44 +3.1 mg/dL 12 LR TR 7228, KE&
ELCHEETH L. BB O EAHEIZ19984FEF T
D HEF) T IEF39 0.535+1.005 mg/dL Z R L T
59 FREEEDOZHTH, FLGBMIEIZ L 5 b DAt
Wb WZEEOIMLE Cr A <, #ITHE L HW O
MHEBT, —7, RIEEAMBRTHSD SLEIZL S
bOIFTHEBEMEMETERLIN TS, Ths DIER]
TR L 72 &EARDSS WEAA D ), IFHEREIR T
SHTLEIBVEEZLND. —), BFELEE
RPGN & 3\ 2 e WEREE D 1ML Cr b5 & FRr 78
WICEDRRSNDERNLHY), 20X BHEE
T& AR M Cr 25EH 22 2 il H P EAHE I
THIENEEND, BHEOTEL LT, 4
i Cr i 5EHHE S b eGFR Off A2 —fi% 1y &
%o TWb729, SRlOZHETEE Tk eGFR DK
FER ZMHEHE L L b (BWEDIHSR).
3. CRP &FRE
EHRIEEIREZ XKML C, RPGN TiZ LIiFLIE
CRP O&EEL LANH Y, 20 LA IIVIEEL L0
EYSE TR IEPIETH 5. CRPE & EAEREIZIZH
Midh Y, BEREESHED 1 DOREL 5> TW5,
FRRMED LA L, BUREOE L TEHATH 5.
4. gl &MERESR
BHIHETTAAME LIT LIRSS, B
BEAC T IS PE o 22 BB, 45 1S X B I HENE
BIATND Y, 65 L b 7R I ERE i il 5 K 1 55
(ESA) IS L 22\, ANCA BA#IMAE 47 & Tl
FIEREE 13 58T, BRICIFRERIE Z 2R L, ) >
RERIZL LAIKT 4. S5ICI/IMRIES D LIZL
ERED SN L. —J7, SLE TIZAMIC AmER ()
Y SER) & VMR ATTRD H s 2 L SiE kL
I2b 7o TH Y, ANCA BEME % L OfERa L %
5.
5. kS KU Z D DIFRIR MEFHNRE

— AL IMAF 42124 9 RPGN C i i il A i o
BEFIERL, LIELIEEA %2595, SLE O2%H
TRIFEPT 5720, #INCERTH L. E5IZSLE
7o &0 B CSRER B T ESE ML S 0B PPk
i, MERTIEIIZL2BEO SR, —JF, it
GBM K134t GBM 5 TIE L5 T, g P ERMI
Uik (ANCA) 12 MPA 3 X I'GPA TMPO-ANCA

PR3-ANCA 7813 & A L DFEGI TRk E %2 5 7280,
RPGN % 8t - 72556, LTMIETNETH 5.
6. M < IRAITR CFi&ZEG T DAF

1% Cr 1 3.0 mg/dL LT OERIIZ N, 3~6
mg/dL, & 5\WIZZNLLEDFERITIZIETHSE L O
HIED ) A7 D LR 2 (FR3)Y. ANCA B
% CTld, ANCA HARFZ MBI I LBt GBM Hifk % £
IGEIETFENEAT L EMONTEY, T
GBM PUAE L ARG E OGB4 & B 2 & %
ZAohb.

> A BEIRFIR

JEEREE DS X D EHTRIZ OV T, bOSEO
1998 £ F TOHREBID T > 7 — MRATIL, B ZEhEH
e 1IN BREL D% L, 8TRIFIEF A X7
ERRERTHo /- EHESNTNS, Lzdio
T, BT 28074, CKD 2 RPGN 220
AN, BEESEEE AT R X 2 B E MO A X
HFREEZOND.

> B. EH#FTR

RPGN T, ZORKOMEEZMr & HEITEE, Tk
D FE L RIS L 22 T 5 720121,
TEHMYVBEAEMOMITEHAALRETHD. —
B, LITLITEREE T L TR Y, mEn
LW Ens, B EOEME) A7 bEn &
WCEEZIL) LEND L. M RO EEEIL,
1998 4F- Shigematsu & DA D & 512, HKEKIE, M
BRE O MHIRE % K grade L FEEOREE % R
T stage I L o THHETZY. L Laedsln®E
FEFEH IR 2 A 2 T2 LB LT ZhH0
I BAIKMEOFARIEEE L 20w, B X ORAM
EMEREOREDAE AITILL TAT— V%
HLAMHEIIBWTY, YWEARICETFRED
HEZBDH 0D, ZOHOME TIEZFOHENE
MHELTBY, SOLRIBFPLELEZOND.
—7J5, ANCA BIH M 4512 3B 1) 2 MRk EE 558
B L TiE, BORTOMET ST & 7225, 2008 412
DUVELL NS EMAE LI2/NT A—F —PieR s
n7zt. ZIUIEARMIZHER D RPGN D /%5 A —
Z—ICMEREDINT A= —ZF M2 725D TH
D, BEZ0EHEOWREN SO 2H 5. 2O,
Bk 7> & SR BRI D2 AR ER & 2 DHEITED AT



=
R
=

K3 ZEEMBFT(COXHHINT—REFIL, RATvTIA
R ICKBDELE, BRICKEESZDAT
(Forward selection method, critical Fin=0.05/Fout

=0.1)
(A) BT
FERET HR (95% ClI) P
FEp CRHER 1 BO mLLF)
60~69 % 2.284| (1.383-3.772) (0.001
70l E 4.286| (2.649-6.936) |0.000
m;%E CRP(HB : <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
FfmZ (IR © %) 2.169| (1.508-3.119) |0.000
mz7L7F =
B8 . <3 mg/dL)
3~6 mg/dL 2.250| (1.474-3.434) |0.000
>6 mg/dL 2.492| (1.636-3.797) |0.000
PHRIBREATO1 R
%58 PSL & (X538
<0.6 mg/kg/H)
0.6~0.8 mg/kg/H 1.555| (0.996-2.429) |0.052
0.8~1.0mg/kg/H 1.645| (1.005-2.692) |0.048
>1.0 mg/kg/H 2.132| (1.269-3.506) |0.003

Other variables considered : 45, ANCAHY 77> X,
SUOKRAT 732 R(CY)EES
(B) Bt

FHRTF HR (95% CI) p

m;Eo L 7F = >
B8 1 <8 mg/dL)
3~6 mg/dL
>6 mg/dL
ANCA B 7 7 = A (X%t
B8 . PR3-ANCA EJh)
MPO-ANCA, PR3-
ANCA m&GMHE
MPO-ANCA Ei¥H
ANCA+#1 GBM ik
CY #%5 (ofiR « IR 5)
CY 0.683| (0.474-0.986) |0.042

2.811| (1.595-4.957) |0.000
11.5613](6.827-19.416) |0.000
2.891|(0.788-10.611) (0.110

2.224| (0.699-7.077) |0.176
5.403|(1.474-19.806) [0.011

Other variables considered : &5, M5, & CRP, ff
RE, PHRIERERATO1 NE5s PSL 25
2k 1) KWEIA)

FRZS % 4 B (BUIRED MR B AR AR, AL
B L CHERDETFRADBE LT L, 2
DIEIZBF B L o722 L IR LY, SR

BOHDFHT THMN & OFED 7 SNz THITH
L CHEO B OBET T, RAR, MiaikHA

KB DNEFE DS Fe e 5 T 72Y . —F, &%

R4 [BETIERIREBERBHHER DI DZHIEE

1) RAFRER (XL L TRPEAR, FER)®
2) eGFR<60 mL/%/1.73 m? %2
3) CRP &fE*Piritliet

ER D~ 2zRDBHBA, [RPGNOEWN] £LT, B
FRIRRNADZZ 2805, 2L, BEEFEEEEDE
MEPIRELFEER Cld, BREADERD BN EZHERT 5.
BH, DMRPEDEH, BUBRICHIEFLERE
EDRONDHAICIE, 1~2BEURICMES L 7F=
>&BRL, eGFRZ2BEET 5.

A1 EF, BEREICKSEEREIRRES E2HK(ICH
REINBEGFDEINL TS, SRR U/ARRE
BISDOWTIE, BREDERTH>TH RPGN O
FIRERERRICES BEDHD.

E 2 eGFR OFtEIE, DHED eGFRAZALS.

(XER 1) KWBIA, —8HEE)

b MPA 250 CHE AR LB M AT S T
VW % bHETET - 72 871D MPA D A2 X 5 AT
X, WALRIAR D FHRAENDSL, 030 3]
IR TFRICEEZ I P77, TRODERLY,
DOIE T EE A O b K35 2 L AEET
HY, SHRELIIBGFEVSLETH D LiEmolTboh
7z.

@ 3) RPGN DZHiE#E

RPGN X2 F S HWD O 2 2 EHTH 5
A, FERBFOIE Cr OFHER»S SHL R L9
12, LIZUITET L2REBTHER SN G 720, B
REBEARPIE 2 B i, BHMEO T TORMH»D
TG REROBENEH L D, TDIZO—MEER
ELTRTORHIB TR ZoEEEZ 5> T
HEADOBAZMSTZ & HAE LT TRPGN ©
RS R o7z 0@ ] pER Sz, ORRE
Hw, OFEERKET, O&FKETRO IHENL %
D, RPGN » b A6, 1~2 BN Pt
119 2 LI SN A, RPGN O ZiREH 5 2 i
TiE, KA LH IcHzEasnsY. 22 TlE, eGFR
<60 mL/ZroEH M2 A2 &12& Y, 1 Cr
DIAPBEOHETLIHEALLL T hoTn5,
FBIREE 12OV, EMEZRS AR Ny 7T
BRFER SN LB Z TV D 720, REMEILET
WML, il TETE 2 0F ) ARIMER, S 510K

11
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K5 RBETIERREBENEIRSEEZES

1) #BED 58D BOREBTRRICBER2DETT 2R
FEDESE, BEDIREZ, £DMDOEHKET — 42 =R
9%). 3DBLIRNIC30%LLED eGFRDIETZHE%L
9B

2) MR (2 < [FERMIEAVMAR, FAUCIRAIMR), EB
FR, FItERE EDBRMRAR ZBHD.

3) BEDREER ED7RVNFE P RETRHRRAREE CRAT
EHFONRVEHIE, BRIMERTERBERIRE.
CTHREICKY, BOYA X BREDEX, KRR
. RBEAZEREDF TV IICKY, BEBET2ED
EROED T, MEMICHIRTTS.

gk 1) KYJBI8)
—EBITIEEHROZIEst =B S ICBM. #REht 2 —
http://www.nanbyou.or.jo/entry/235

MERRP LBk % £F 5 FIAEIR O 72 2 HBERI 2, A
EEYSHEICES, LEIISL THEME~NDZS
BosLLTw5,. —F, BREETHS 2%
HlE, BEIBEEREICL ) BEROFEEF 2y
JIRETH D, BEMEBOLVEEZT TS
{, HERBENND 728 LT L EHBEET 2
179 % & &1X CKD |2 RPGN 254 0F L 72w REME S %
ZHWBED DD,

RPGN O W CiE, OBEHAL DI FICHELT
5 ERRAEIKT, QB RMERATRE b &I LBk
PR EIR LTV A (RS, BHEEK T ORI
i, Mz, BAEDIOEREEO T4 % CE
EOEWEOHERZHEL L HIT S, FREHRICL
% B S I S R M O RS T IS IR R AR
CT(LIX L IXERIIAT) AT, BEOMEEER K
WRFOMRE, BREOES, B A X052 5
% EToHCKD Lo *1TH. —F, BHHEMRL,
A CIRINE ROSAE LMD ) A7 BSEnZ &b
THERDH 2T, BFRLIZHMEDS & TITH .

4) RPGN % & e I RRIIKEBEDEZEE
e

RPGN Z S FEFLERICLY, —kEBLIUO
W (BB ICRIET 5. bAENC BT B
BE U CESS MR mAE S AR, $T GBM JH, SLE,
IgA M4, PHCTIEd 20 EREEL 2 ) 470
T VIER ERHITONL (R6)Y. Fro, g

FEIZHE5ET 5 RPGN D5 b & ), B E W g% 5R
BRIRE g5, B LNIEZE, CRIFR Y A L A gy
fiE, MRSA BEHeB R IR 5 e TN 5.

DIV, BHEE O W IEFE PRI JSAERE 2 i,
RPGN % X 7= T B OBWIZ OV Ttk T 5. 7277
LRSI, 13 U 12 RGE < ks
B, BERREEZBINT A EDPEETHL. T
ANCA Z RN S, Bgeik LN R 7 & DK
YIiE, SLE % EOBERCHBEEEZRT I L0H 5
CEILEBNLETH D,

1. ERMHMERNEIREF D2

JEFEVEIMAS 78 3R EA AR 1 L 2 M BE O 2
9 747 A4 NI E B3 280 EINE K TH
%, FEEEEDIRE PR 45 (periarteritis nodosa : PAN)
7% 1866 4EMO CHE S hY, Tz TH M
S A 3F I E (granulomatosis with polyangiitis :
GPA) (Wegener W3FIEE), FRRERIE:Z 56 A& 1%
A 3 JiE i (eosinophilic granulomatosis with polyan-
giitis : EGPA) (Churg-Strauss fEER) 72 & O E D
s ns.

1990 F 12585 S 7K E) ¥~ F 424 (ACR) 77
FHAED |21E, U F ZRBETE. S hTn
MolzMPAR, ZMICEHEZY—I1—Th5
ANCA OFRLHED % Do 72, FDF%, 1994412 Chapel
Hill “C B 2> 7172 E B 43 3 (Chapel Hill Consensus
Conference : CHCC) 12 BT, AR & i BT
RETLICHEITHLNY, ZohTHDT
MPA &\ ) IEM S RRE SN, SEEIRER
FOMAOEBIAR 25 70 & & RAIMAT 75, REEITES FBIIR
2R ) 1Rr g 12 P AL A %8, GPA/EGPA/MPA 13/
RlMERE LTSNz, 209 b, KWHEEMRE
BEOHRSLNEWEDE MPA EEFHKL, GPAXR
EGPA LXK L 72,

2. bPBEICHIF B EFREMERFEIREFDZH

HASE Tl 1998 45 J5 A= 57 ) 24 e 15 1 1 4 5
PEIZ LD ANCA ZHUD AN 75 BB OB W EEAE D
PR SN T2 BIE, [EE57 878 HiE YL 4
AT TR HE & IR A 7 B A AT I B R 2 B A A
WFZeHE S L[/ TIT - T\ B TANCA BE 3 If 55 %5 -
RPGN O EE A RO BIR & Z 0% & etk
(2B 3 % BiE 22 (RemIT-JAV-RPGN) | 12& 1),



&6 DHIEOREE TS

B NIEIREF DERPRREL DR

1998 FELIFT 1999~2001 & | 2002 FELI&E Sk
(A #9) (B #9) (CH)
TEBIER % TEBIER % TEBIER % TEBIES %
— R
H BB RERA B 2
1 GBM §ifAB A B AT B & 39 4.4 20 6.2 22 3.9 81 4.6
FIREARILN B AR BRI & 26 29 3 0.9 6 1.1 35 2.0
Pauci-immune 22 BATZ A MEARERIAE 2 345 39.0 151 47.0 249 439 745 42.0
BA ?é#ﬁ%ﬁﬁﬁk’lﬁ%ﬁ%%‘% 19 2.1 5 1.6 7 1.2 31 1.7
DB ﬁx’lﬁ#ﬁ%ﬁxﬁk MEREKAB A 14 1.6 2 0.6 12 2.1 28 1.6
#Hﬁiﬁxﬁkﬁﬁto RIEKGEE
B MEETE MR BRAB A 9 1.0 2 0.6 4 0.7 15 0.8
FRMEEHE 2 0.2 2 0.6 1 0.2 B 0.3
IgA BiiE 25 2.8 9 2.8 9 1.6 43 2.4
JE IgA BIX Y > F 7 LETEMEARERIAE 4 4 0.5 2 0.6 2 0.4 8 05
Z DD —IRIEREKAKE 2 2 02 0 0.0 1 0.2 3 0.2
=514
Goodpasture fE1&EF 14 1.6 5 1.6 8 1.4 27 1.5
2T N—FTX 50 57 S 1.6 11 1.9 66 3.7
Wegener AZFREIE 23 26 9 2.8 14 25 46 2.6
BRMEEZ R IIMBE A 157 17.8 58 18.1 129 22.8 344 194
Z D OEIEEMBER 6 0.7 5 1.6 4 07 15 0.8
KRR A 18 2.0 B 1.6 13 2.3 36 2.0
g 4507") > miE 5 0.6 3 0.9 4 0.7 12 0.7
BEE I~ F 18 20 2 0.6 4 0.7 24 1.4
BEES 2 0.2 1 0.3 0 0.0 8 02
ZDMDEHMHERSR 22 25 9 2.8 9 1.6 40 2.3
TABERERERIKAB L 8 0.9 2 0.6 0 0.0 10 0.6
B DARRZE, v NBX 1 0.1 2 0.6 3 0.5 6 0.3
CRBFRTAILA 1 0.1 1 03 0 0.0 2 0.1
ZDfth 13 1.5 2 0.6 5 0.9 20 1.1
S 7 0.8 1 03 2 04 10 0.6
ZDAth 7 08 1 03 9 1.6 17 1.0
NEH 47 5.3 14 4.4 39 6.9 100 56
2K 884 100 321 100 567 100 | 1,772 100

GBM : glomerular basement membrane

HHE OB WO FHGEEAED STV 5
» A. GPA (Wegener PZFAESE) U)”‘Iiﬁ%ﬁ%(i‘% 7)
GPA 12 CHCC IZBW T/ RIZHEE SIS
FRETHY, [FaEITES éxﬁlétl*]%ﬂ%ﬁ@dw
I ISR Z 2HIEHINE R THh 5] LEREINT
WY R, BISEE, PH 2 & RSB REE W)
LT, TREBIUVEEELZ X-TEETDH
4. IMEFTH & L T PR3-ANCA DHHEERIZ DO DE
Tl 60%FEE L i ST,

(#k 1) K WBIR)

> B. MPA DE2HrE#E

MPA 1% CHCC TIZ/NEIMAE 12 SN B BT
HY, KFEDREFH ANCA BlkEZR$TZ L0 5
1998 4E 12 b A E D WL (R 8) 12 BT, PAN 2
SOVEE - M LB E o, COBWEEEILD
D ENZZ v MPO-ANCA Btk EZMART o 7%
PUSHLAAI, AT A S e < & b BRRAE
B AT O AT MPA LT TXAH 805
BW 7275 L MPA O 2 Wi o T ERAIEH 1213

MPA TEHEEEIZA SN D MPO-ANCA FG1Edsdh 1 F
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K7 Wegener NEIBEDZZHIELE

1. ERER
(1) L& (E) DIER
E:2(RMRR dim #828) RERE ROET RERLD), BEERER), O - WREBECES BA SERH)
(2 fn (L) DAEIR
L@ iR, Rk, kRS
(3) B (K) DER
mfR, EBR RRICETIZHBEAZ FE =0F
(4) MEXICKBIER
O25ER | BHGBTLLL, 2BELLE), FERD (6 HRLIAIIC 6ke L)
ORI - 538, ZRIEIA(R), LMIRA, ZFRMEMER BN OES HEEHRM, REX

2. TRMEMR
@E, L, KOE#MzMHDSEIEENTFREER
@%E/O7) Vs EHDOROVRIEEF BAHTERE X
@/ - MEIAR DRI IE NS REE ME R

3. XEBRBAR
Proteinase 3(PR 3) ANCA (S3#148% C cytoplasmic pattern, C-ANCA) AERICEMEERT.

4. HE

OHEE (definite)
(a)E5TEE), L), BKRKOFhZFN 1 HREREZSHEEERO 3EBEEL 2RI 4
(b) EZE(E), FhiL), BK), MBERICEDZEZERD 2IBELU ESLY, EHEARO, @, OO0 1 BEMU EZRYH
) EZEE), ML), BK), MBERICIZEEERAO 1 BEUESMEBAARD, @, @0 1 BELUES KO C(PR-

3) ANCA BB DA

@t (probable)
(@) ETEE), ML), BK), MBERICEZEBEROSSE 2IBBL EOERERT
(b) EEE), ML), B, MBRICKZEFEEROVTID 1 BEELY, BHBARO, @ @0 1 EEZRT F)
©) EZEE), ML), BK), mMBERICKDZEZFEROVNTND 1 EBE C(PR-3)ANCA Btz R Bl

5. BELLRDREMR
@OgMmxk, CRP OLH
@BUN, &7 LF7F=>DLER

6. #EhlZH
@OE, L 0tDRREICKDRFEMER (VI K->k E)
@IFHDOMENEMEE: (BEHENZREOER, 7LIILF—HATFEENER, Churg-Strauss EMREE) R E

7. BEEIR
OERE®). L), BKDOINTHH>TLW2HIELEE, EREE), TREL DS EEHE L L2 DDOHER
ICE ERBHIERBIEEFR.

@258 E, L KOIEIERDPHERRT DI ENZLN.

ORERLIESLTHE, E LORRICHBREDHKEZTET HRIEZAH LT
@E, L ORRFEICED SUMERZEDZEIC CT, MRIGEDPERTHS.

®PR-BANCA Ol ld AR BEEN M & FAT LT

EOEMMERDTIR, 1998 FXU5IMA)

5NTW5H5, MPO-ANCA Btk GPA L {RAHEE EERENTVDEY, bAETOEERET,

%755 PR3-ANCA B MPA 2 E$ 5 2 & U2 50% D % T MPO-ANCA 755tk & 72 519, ey

FEBSLETH . 7 ERRAEIR & L CRE SR B & Z i < IFRER D

» C. EGPA (Churg-Strauss fiEf%EF) DEZRIESE (R 9) W%, 51213, SFHHMESR, WRGREEZ &)
CHCC #3¥ T3 EGPA I3 [5E I BT 5 1F sk % HIFoh, BWEEOFEREREICEIN TV,

SRR B WSFNE I JET A B /N~ s RIS O » D. PAN DESHIE# (K 10)

BRI 5C, Wikd & IFFRERIE L EDS A NS ] PAN ZRBlZ, wRIMAE K% £ & L 723

14



x 8 MEMRMNZFREMERDDRIESE

(E:3=1=)
(1) EZEfE
ORRETIERRAB L
Offittin, 6 U < I&FEBE MR
O@F - LA DREZRER | 5858, K THIMm, HEED
M, ZFEBEMREXGE

K9 FPUILF—EAZFEEMENR (Churg-Strauss fEIR
BY) SoMRE%E

1. ERRKFTR
(DREXZmEH5WNET LILF—HRL
(2) F BRERIEIN
(B) MERIC KB (FEF 38CLIL, 2BLIL), &
B (6 DALIAIC 6 kg DLE) - 2FIEBMRAK,
{LEHm, %38 ZREEBK), HRFEEHET))

(2) E=HHATR
BT - EMME - REMMEMERIRDOEZTIE, MER 2. ERFRERBORH
B D 2 AR R FEARR(), QPFETL, QPRETS
B ERREFMR 3. EERMEWAR
OMPO-ANCA 5% (1) BFEERICERLFRICR B Z M 5 Ml/NE DR
@CRP Bt FEtE FRET 17U /A NMEFEEMEXDTFE

@FEBAFR - MR, BUN, mEF7L7F - MEOLER
OBYER X #RAT R« REER (Fhfaim), BEMERmX

(DHHE
(DHEsE (definite)
(a)EZEFED 2 BRI EAH L, B%FFEHE
HEDBH
D) EFBEFEOOH KU0@zEH 2 BB E%i#k
L. MPO-ANCA D5 MDA
@t (probable)
(a)EZEED 3BR %27 4
(b)) E==JEED 1 ITEE & MPO-ANCA BZED B

(5) iRk

OFEETE 2 FBARA

@Wegener NZFRESE

@7 LI ¥ —1EAZFEMEME X (Churg-Strauss JiE
&%)

@)IFmmER

OBRKFEHEEIV Y N—FTX, BEUIIFR
)

OFKBURMER

(L)

(D FEEFEOHIRT B 1 ~ 2 BRI TRE(ZL<IE L
SUERE) Z BB BN Z .

@) FZERD, ORKFHBITREFIC,
WIND—HDEITT .

(3)Z < DFIT MPO-ANCA Ol (S5 EEE M & FA1T
LTEHT 2.

(A)eEeRHBICHIET DL, BETZHD5H5.

O)BRSVRE DFERIFILIEEMEREZET 5D, FHHH
RIEREIRBERED SERITES.

TDMDOBITIE

EBEMERNDBR, 1998 F£LWJ5IMH)

ME % T, #HE ANCA IZBEETH L. FERIPHS
TR CEFFENE & BRI Y A )V A &G 2B L 72
PAN 2P b b, BEAZIEI L E L& EIR
&, ORMMRERBIET, THILRR, B SIS MRS
[ Ry Sl

(2) MESRZFREDTFE

4. HE
(1)#E3= (definite)
@EEBRIARDOBEREIWMEHDWNET7 LI
F—HRR, IFEREIENE KOMERICKDER
DFNFNA DLIEZRL, BEFIC, EZHA/AT
RO\ BEEZHETHE (7 LI F—1EHNFERE
MmEX)
(o) FEERRATR 3IBEZm/E L, BRRZRBEORFHMA
=L 754 (Churg-Strauss fEMEEE)
(2)%80\(probable)
(@) TBEHRFTR 1 BERRS LOTEMAMBATRD 1 BEH
T/ I BE (F UL F—ERFEEILER)
(b) FEERIRFTR SIBRZ®AY D, BREBDIFH
HRERVES (Churg-Strauss fEEES)

5. BEERDREFR
(1 BamEEM( 75/ ul)
(2) /MR EHENN (40 T3/ L)
(3) 3% I8E #HNn (600 U/mL LI E)
(4)MPO-ANCA 5%
BT~ M FEFBE
(6) =R
(CNORBEMRIETNTORICRD 5N EIFRS5R )
EoHMEXRDFE, 1998 FLWU5IM)

3. BRRICH T B [RFREMERAEIREF DK
ACRY/CHCCY 0434k T, FBLALIASE &
NGEVWEEIZTEHTE R E W) BEPAE L TW
7o SOX) REENS, 2007 4E, Watts H1W130E
FE~O#EH Y Hig e LT, BEEMEE G MEmE %
DRI (2 11)12#: T, ACR/CHCC D43
i MERAH~—7—(R1DY, LV
ANCAFT L ZF A L, ANCA B M%7 3 & &
(GPA/EGPA/MPA) & 819 PAN % B 19124048
TLHTIVTY AL EFE L, European Medicines
Agency (EMEA) algorithm' & L THWH TV 5
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xR 10 (EEIMESFHBIIRKDZHRIERE

[==1EH]
() EZEMR
OFE(38TLLE, 2B L) EHERD (6 HBAIC
6 kg LIE)
@EimE

ORRITETI 2B 2, BIRE
ORYH, RuEzE

®OoHRE, ELE RS OEREX D12
Q)L

@OELERm, BRHE

OZFEMEMEL

O THEE, KEES HE %M
2R (X)), ), HAET

(2)#BHFr R

B NBARD T T J A NEFEEMERDFFE
(3) MEEFFTR

FREB AR 1% (45 IC B A/ NBIAR) O 2 3/ B AR & 3%
% - FAZ

(4) ¥z
OHESE (definite)
TEERE 2 BBEUECSABBATR DB B A
@t L\ (probable)
(a) T=EfZ 2 BRI E & ME SRR DT S5
O)EBEFEDOSBEOEET 6 TBELI EFET 54

B)BE ELDIREMR
OBk (10.000/ul BALE)
@n/)MzrEEHN (400.000/ 1l BLE)
OFFLTTHE
@CRP &[54
(B) &5 H
OBEMBENZEMER
@U 7T —AFEE
@7 LILF—MHNFEEMER
@)1 eyys M &
®BR®(SLE, RAZE)
®EBHEMER
(EEoERn)
(DFEMFEIC [ BRUH, THIMRESR, THHRZF
By, VEIRIREAD 4 DORERICHIEIND.
(QERRBIC T, TRHIE2FDMEDBEDKIEER
RY DAEME [T, VEIRKIFRESN/ICRESROEND %
RERT DIEREET .
(BFRSNREDFEERIFIREMMEREET 57, FH
WRIEREIRBEMRD SEHITES.

(BaMmERICEY 2FEMTIL, 2011 FLUSIA)

(B)®. 2008 4751, EULAR & ACR % Huls 23T
LWIME RO S - B3, HFEME BEEO/E
Bt E > CH Y, BAE, [Hi72 75080 > 72461

16

DR (5348) OREFEIFZE (Diagnostic and Classifica-
tion Criteria for Primary Systemic Vasculitis :
DCVAS) | 7"HAR LS L THEITH TH .
4. ZDIFH D RPGN Z_REICE-THREDE

i

RPGN % & 729 # 8 & L CIRFEIME SR B DL
28, PLGBM 6, SLE, IgA MmiEs%, 7V 4 7
0 7) e, EMMEE, BGYE, AR RS
H5H(FRO6). FEFEVEME SIAEBER LD M TIX
HHH, TTINHORMEERZEHNZWIZHIT
LI ENEETHAS.
> A BHES

RPGN & MR & O HRERITlE, PBEPEREGEE
HARERIEE 5 EOARIKEERE, 7 IS F—Y X,
FRAE IS Vg, BEEES O, R & v
VULAMIEICLAEHEERESETIERERNE O
ML TH L, £72, FENZB VT ANCA B#
I RATEMERERG OREE) A7 &7 &) BFFEDS
50 pAETH ANCA BILEINE % HBEOEN
JES RERPMREANLY DEHETH S EHMEINT
V270, ANCA B A 488 TR O
AT == TRATIUER DD EEZHLND.
p B. BRFYIE

Vo E TR R G R SR BRAR T 213 95% 23 B0 I T
HAREFT 255, #1%1L RPGN Off#i % & 2 & D
Wnidy 51

RGO L TIE, EeClRE 721 Tr (R
IR % ) BN % 72 L, RPGN D
WEELIEDNDHDH. ZOFROFEICIE, HOT
N w7 BRI (Staphylococcus aureus) %055k o $5 B 1%
(Streptococcus viridans) 7z & ORMEPLE & R A
HEHREG L TWwbrEEILNTWERY, & &I
PR3-ANCA & B 2 &b T 5,

MHERERE Y x> N ED Y v v MR, I
R, |HEK, BHREREEZ XTI 2H5. 20
%y vy MERIE, REFOTY) YREEED
A2 F Y A NIRRT 9 R B B T SR BRI A
MG 2L, MEPUEISR T 2 RESAER &
EZbNTwh, & ZIZPR3-ANCA GHEE 5 2
LhiH .

WL T N IRREGYE, FICAF ) Vit



F11 FEEMSBMHOER TV N —BECREEER

REE2HHNER (ANCABEMER LS \MIFEEEZHEMER) DBRKRZHT 217D, PIRETHNIEP B EEIHRIGE
Rt 5. PHRFFRE 16 RULETHD. UTDO I3 DNEE (A B, O) 2N Tm/eT bDZREELGENERETE
£92.

(A) fEfZD ANCA BhEMER F/2IdfBEIMZHBRAICHHNTH DD, HHVEFELENIE
HERFRICMER DR SN TOAUSERPEEIET E L ANWS D THIUZ K. MERFAEERAD R VISE SRR PRME
RO D TR ITNITR SR,

(B) UTDI|BEDS>EDB%LLEH 1 DEBET HIE
1. #EBFRICEM SN /cMER K (SHNTFBMERE
MERICITRFEERKABADEEND. AFEMEREIEAKE) V¥ FER(ACR) D Wegener AFEENREETE
FINTLBHHNDETS | MEEDSVSER - MBIROMERE & MES R TORNFEEERR.
2. ANCA 5%
MPO-ANCA &7zl& PR3-ANCA D5 T H % (ELISA BIED T & & LR TIEEHREATUAEIC KD ANCA BHET
HERWY).
3. MEXE KUORFFEDIR S IREINDUT ORFENLIRERR
- PRI RO |C KB S F B
- MEEY (MR MEERE 2IFRIEAMNEER) [ K S HEEMEZ REBMARTR
- BESRES ERWEROD CT £72id MRl IC KB IREBEBEERE
4. FEEEKIEZ (>10%F /214> 1.5%10%L)

(C) WIRAEFRBTHDMDEEDRWNT &, BT OERBERNTED

EMER

RAYE (B BY - C BURFARRCE,. HIV, i BRIEDAEL)

ERHEMER(E RSSDY, JOBLFAIS5oI, 7OT) ) —ILEESD)

ToRmEX (B8RS I~ F, SLE, Y1 —7 L EERE EAEBR)

N—=F 1V NE, BRABARE EMBEESIRA, JIEK AEESZUAI7O7 ) VIE N/ vk 1—>540 %K
B, 1 GBM HiARERR)

6. MEXRBLER (DL AT O—JLERE, calciphylaxis, BIERR VEEIAEER. DEHRE)

7. IO K=K

o wN -

() BHDWERBERMBEHO BAXE L T -1 > - AN vREHREZ, £/ GBMFUEDIERHIE T v R/NA
F¥—EBRMHEROMRTHS. LHL, IgAKERILE EH GBM HUfAlE ANCA BEMBXA TEHRDD I END ),
SI=2TAY NS YIREBRRE T Y RINAF v —IEEREOBRINIME L DERI DY 5.

(C#k 15) KYBIA)

x£12 MEXROREY—H—

MmER KBEY—H—
Wegener BZFEE 1. I XHRET 1 DB ABA TFEEI 2EEMEMEE, H8b20EZER
(k- TREDOAZE (BEPEMBEDRASND &)
MERAE) 2. [EIRE
3. 1 hBAaBAZMBRTESE H2WNIERDES
4. 3HPEBADEMBEER, FELDDOIIIREEL
5. IRBEIBOEEDH 5 WIERE (BEE)
6. FFITERE
=
1
2
1
2

. BRETCIIRIRERIRIEE
. 10% % BA BEMFRMIKE /2 (SR MIRE & A S MFR
. MRFRI&E T 2+ LI EDOMR EEBR

- MR, EMd SV IERERRE CHER S N/ChhR L M
- BEBX#RH 2 VNI CTIREIC K V) BRTE N B MEAHA (REEAEXCZEH AT
BELEDEDDRRAICESEEMME, BMEUEMREDHRASIND L)

(2B 15) KV5IR)

BiER CRIEBER)

Fib it 2¢ (R i i 45
ESO LYY

* NEFR

IR
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PSV®DE&E RS I
|
4—{ CSSM#&RIZ2HT (ACR or Lanham criteria)‘ Step 1
|
———— ACR criterialc & 3 GPAESI | Step 2a
—————{CHCC definitionic &5 GPA%& S Step 2b
| GPA J— )
——— CHCCOMPADAEMIFHIE S +GPARA~Y—5— | Step 2c
| GPAftEI¥—%—+PR3/MPO-ANCAR3 1 | Step 2d
|
CHCC definitioni= & 2MPAERI+GPAftEIv—%H—#L|  Step 3a
MPA !
renl vasculitis®{XE~—#—+PR3/MPO-ANCARG 4
+GPAY—H—%&L Step 3b
|
CHCC definitioniZ &3 cPANEE R Step 4
[cPAN| 55, BN MEERE >eRs
|
Unclassified Step 5

FERMELSEMERDFE7ILTU XL (EMEA vasculitis classification algo-
rithm) : ANCA BHEMER S & UFEETES RMER

PSV : primary systemic vasculitis, ACR : American College of Rheumatology,

CHCC : Chapel Hill Consensus Conference, CSS : Churg-Strauss syndrome,

cPAN : classic polyarteritis nodosa, MPO : myeloperoxidase, PR3 : protein-

ase 3

7" ¥ 7 B (methicillin-resistant Staphylococcus
aureus - MRSA) EHIEIC L 2R LT, HBET K
T IKE D L < IZMRSA O & 7213 Ge %212,
7u—ELNVOEHKREZH) RPGN 22§ 5 Z
ERHEENTWAY . 2ok RIEGHEICHED
RPGN Tid, WRIHERE, L, EEE
T 52EH%L, ABIINEDOREDAY ) —
YT ERAT)VEDD .
p C. CBUFFR
CRIFREGTIX, CEFRY A VA% GEiE
AR &N X BRI ER BB ke 2723 2
EBH Y, L &IZRPGN O RZE® % RT. 50~
0% DFEFIT, 7 UF7a7) yrmhasns. 7
AV A & &R & ORIZBEDFRD L,

(XXH8) KWEIM, #HE)

> D. E&I4

HHFNN L A RPGN & LTI, HiwsTla7r I /&
PEARIC & 2 JRAIEREE, FERAT 04 NN RS
WX BB MEE R, PUEEETIEIV AT I F ICL
% BRANEEESE, Pu) v~ FETIE vIIvBk
CHBRE#O 70 LT+ Y52 VI2K 5
ANCA Bt A RIEBIEE K E05d 5. Lizhi >
T, ERZWIC BV TIE IS DK O R E % Bl
WTHZENEETH L.

o —

@ 51ANE
L A A R R AT IR B B S B 5 A AR e, H
B4xEE 2011 5 53 & 509-55.
2. REETYEARERE KRR AR R R &
2002 ; 44 - 55-82.

B i

g
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11.

12.

Shigematsu H, et al. Clin Exp Nephrol 1998 ; 2 : 330-8.

Joh K, et al. Clin Exp Nephrol 2008 ; 12 : 277-91.

Berden AE, et al. ] Am Soc Nephrol 2010 ; 21 : 1628-36.
Chang DY, et al. Nephrol Dial Transplant 2012 ; 27 : 2343~
9.

Muso E, et al. Clin Exp Nephrol 2013 ; 17 : 659-62.
Kussmaul A, et al. Deutsche Archiv KlinischeMedizin
1866 ; 1 : 484-518.

Leavitt RY, et al. Arthritis Rheum 1990 ; 33 : 11017.
Jennette JC, et al. Arthritis Rheum 1994 ; 37 : 187-92.
HHAEG, i F NI RO BRIRICE T 2/ N EE S
JEL A 2 e o 5 A 0 2 9 KRR AT T 7 BE 4 0 1k I 95 90 B 43 5
B 10 4R R 1999 ¢ 239-46.

Koyama A, et al. Clin Exp Nephrol 2009 ; 13 : 633-50.

13.

15.

16.

17.

18.

19.
20.

KEpr—. JEA S BRI 782w B A G 1 I 412 B8 9
5 FAFSET R 21 45 BEARSE - AP se RS . 2010 1 98-9.
Watts R, et al. Ann Rheum Dis 2007 ; 66 : 222-7.

I B5L, . ANCA B A 9570 X 8158 2 4 — MFgE,
JE A S B RL A F 20 2 i B 4 (Bl 3 1 2 A T AR IF 22 3~k
20 R EWFZER T RS E. 2009 5 77-102.

Pankhurst T, et al. Rheumatology (Oxford) 2004 : 43 : 1532-
5.

SR, M. Annual Review B 2007, Bt - HybEAE
#t, 2007 ; 69-75.

Naicker S, et al. Semin Immunopathol 2007 ; 29 : 397-414.
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. HRAEE - ARz - OFE

E=

RPGN LB ENBRRB TH A D, FOHETORERIIENERICHD. DHE, FHEED
IC RPGN OIERARER, BRFIFHASHICSSNTORWVSD, EFEOLET T — MEEDIHER, DD
E D RPGN IC X B #RZHEEITH 2,200~2,400 AEHESN TS, 2006 FEE TICERINE
1.772610LE7 > 75— MAERICED < HHED RPCGN ORF#HZFIET 5 £, &HZLVKREIE pauci-
immune O—RUEFARERIERKABR TH Y, DOWTHEHRMNZHRMERX (MPA) TH 5. FIER
FinldEFICRDIEESMILLTWS. £z, RPGN 214, fusfhakilifaE ik (ANCA)BYE RPGN
DEMTFR, BFRIGOFLEERICHS. —7, 1l GBMHHFE RPGN OB FRIGEFICENTD
BFLHTARTHS. £/, RPGN DELBFRIGEFICEVNTOHRIETHS.

1) &2 RER, BRE, FXES, %
S, RERE0ISEL)

BRED ) HTRPGN T EF N2 EETIE
BB N5, 2000 48 X 1) HASE T O BE O BENA
HINTHY, EEZEHEEGREEERICEST 5 H
PO A TIE, 2014 41 D b H3E O RPGN |2
X B IRBEHR B 13 2200~2400 N L HEE S
TwaY, £/, HRFEEES L Y@ AseH
FETEBIN TS HRERBEREL A M) —
(J-RBR/J-KDR) ®%4# T, 20154 F TIZHSE S
M7= 3 25201 o 5 5 RPGN & 1,667 1, 6.6% %
53TV 722, 2000 4E 8 & 1082010 4F 0 B A MBSk
517034 B 5 B RPGN (& 492 1 (7.0%) % 5T\
%% HHET RPGN % FH AL § 2 BHEAEE
3 1994 4E 0 145 A2 5 2014 4E 0 519 AIZ#y 3.6
FEWIMLCBY, 5HFEHIZCZVWENMEARRETH
Y. =75, FEIVEOEERL VA M) — O (A
RAY, Aavy bF Y R)IZX DL RPGN O R
DR ONTEB S T IEMERFERRLARRIIH S 2

200 - MPO-ANCA Z{RERIN &
F91E=1,998.51 M GBMILIA R ERFRINEL
EERE=472 ﬂ

1504 n=1.773 — V¥

. .
1100
#
50 -
1990 1995 2000 2005
BiREE (RERBAEDL D)
| A 8% [ os ]
SET L — NEERA [

RPGN®DEEE TI1T

1 BEFEEWHRIICK S RPGN EFIEREIR
(SZBR Q) KW BIRA)

TIE WY EEIZ BT B 1986~1996 4E D pauci-
immune T RPGN O FAEFR I AM100 75 A2%720 39
N&EDHEDDH BT

L0 FEMI 2 AR I 20 A & L CHEAT R B R
B3 2 AR IO N L 72 RPGN O & F 7 ~



&1 DHEDRPGN DERFRRE, Sitt, FEFFHOHR

1998 1431 (A #8) 1999~2001 4 (B #) 2002 LI (C )
PR () IR () R ()
FLlt sLlt Bhlt
TE BERE  BE TE  BERE  BE TE  EERE  BE
—it
A YRR 4
1 GBM FriABIE B AT A B 4 1:1.05 5205 16.51 10~79 | 1:122 5483 1882 19~83|1:144 6159 1834 11~77
SR A AT B AT R A B & 1086 5427 1866 14~77|1:050 7000 909 60~82|1:100 5150 2482 11~75
Pauci-immune B3 B ARZBIERBKAEBA | 1:1.24 6185 14.95 6~88|1:084 6498 1413 13~91 [1:1.00 67.28 13.12 1~92
SES T B AR REMAR 24 1:125 6084 1561 6~82|1:400 6480 920 50~73|1:133 5129 26.24 8~72
DIEREER— IR B AT AR R BRIRE 2 1:044 56.62 23.92 8~84 |0:1.00 7300 1400 59~87 |1:1.00 6336 1529 29~81
BB D RIRAE A
R TR IR A B 4 1:029 5056 2650 6~75|1:000 7150 650 65~78|1:000 7475 130 73~76
FAEBE 11100 5900 300 56~62|1:1.00 4100 2700 14~68|1:000 2100 000 21~21
IgA BYE 1:041 4032 19.38 8~7511:029 56.11 1439 31~77 |1:0.33 4278 26.03 8~78
JE I1gA BUX 4 > ) LISFEMERERAB A 1:200 5375 1415 30~65|1:1.00 40.00 3000 10~70|1:0.00 64.00 1.00 63~65
Z DD RERFAE 11000 6050 350 57~64 0:100 300 000 3~3
251t F
1 GBM % 1:133 5436 1546 23~76|1:067 6220 943 45~72 |1:033 7088 1064 57~93 :
25T UFYRA—FTR 1:194 3584 1455 13~72|0:1.00 5580 11.08 44~75|1:1.75 46.73 19.04 15~75 E
ZRMER M NFEE 1:069 46.68 17.36 16~85|1:050 57.11 1215 77~32 |1:0.75 5571 18.21 14~80 z
TR 2 R IMER 1:1.13 64.60 11.98 7~87|1:152 6514 16.08 5~91 |1:1.02 6877 12.00 7~88
Z DAL DIBIE M E S 1:1.00 6067 983 75~47 |1:400 52.00 2142 14~79 |1:033 6925 1455 46~83 °
IgA mE% 1:080 4583 1998 11~75|1:400 3940 2430 11~77 |1:063 5233 2835 5~82 5
SUF 50T > Mt mEs 12400 6000 906 51~77|1:200 5800 1219 47~75|1:100 5675 2325 17~74 =
BE I F 1200 5833 1325 22~77|0:200 6850 1050 58~79 |0:100 6450 740 52~70 ]
TS 1000 6250 350 59~66|0:100 5900 000 59~59 =
ZDfDEE MER 1:267 41.00 21.80 3~7211:800 5422 13.02 20~67 |1:350 6222 935 47~75 .
B a
ERBIE A 1:083 4238 2353 7~84|0:100 7650 450 72~81 &=
PO, v NB% 17000 7800 000 73~73|1:100 8250 1650 16~49 |1:200 4733 1775 81~72 5
C B LA 17000 6800 000 68~68|1:000 7100 000 71~71 [
Zoft 1008 5492 1595 25~78 |1:000 6050 950 51~70|1:025 6360 814 54~72 =
FH 1:250 5429 1320 36~77 |0:1.00 64.00 0.00 64~64 |1:0.00 80.00 1.00 79~81
Z DAt 1:250 4329 21.36 2~78 |10:1.00 64.00 000 64~64 |1:080 51.78 28.01 2~78
e 1:155 5989 2082 5~83|1:100 6664 1041 56~91 |1:236 6403 1620 4~80
21K 1:1.06 5747 17.96 2~88|1:111 6280 15.93 5~91 |1:1.06 6472 16.56 1~93
GBM : glomerular basement membrane Ok Q) KWEIA, —5%E)

F—IMREEZFHTE 2. K7 27— MRAIZ2006 a
(EHEE TIZ 1772 %0 RPGN bl & s, L O] g:.,h Df/ﬁﬁ +2009~20114F

V5 B REEROEENERE TH L. B ig: éwsﬁ
BOZILL LT, 77— FHEERG L1989 F m

%
X U I MPO-ANCA MAEDMERIGE S, DT &

BH#I:1999~20014F \

0.6- A8 : 1908 LIAT
1999 4% 8 H I2#T GBM Pt 3 IRIEIIGR S 1, D 05
PO RPON OB ITHEE: & — 4L 1= K7 000 600 1200 1800 2400
WiEL %o T2, RPGN OBBEHAIMOMIED SEEEIIAE OZE (B)

JNFERT (1998 4ELIRT : A ), ZIRE 2 AE L CE 1.04
RAER % 4T 5 T8I (1999~2001 4E - B #), 2 0.91
IS & FIAT £ (2002~2008 4F : CH) o K o> B 0.8

BHA:1999~2001%
CHA:2002~2008%F

%
RPGN O#iflid, TZWOE6(pl3) #2MLTIEL %077 \
V., BEBOBREEME S ICkEREE A, B 06 - 2000 20‘\@; 1998 L471
DER: ~2011
b RN pauci-immune B O — ke A AT 0.51

VB R - e 000 600 1200 1800  24.00
[i?ﬁfjﬁﬁi ﬁ:kfi) n, y?l/ ;C I\EPA “Ca?)}: 7z %Eﬁ e R AR ()
HRRIEAETS C, SERFREERNES AN gy ppone@Pyr— b 0P - BFROBROEE
25 CHICTEIZ R DI EFHmIbL Twa, —4, ik 2) KYBIR)

FH LB EKIREUZBWT/NE, BFEETORAEDS AH

ShTwa(E1)Y.
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1.0
CHE: 2002F LI
038 &j—jrﬁiaﬁgkl
£ 0.6 BH#A:1999~2001%
G AR 1998 FLIFT
% 041 o
1 Number of the patient at risk
Al 0o 347 250 236 226 215
BHA 136 104 96 85 78
CHi go]341 215 164 122 91
T T T T T
0 6 12 18 24
AERBRZEOZE (B)

3 ANCA Bt RPGN OF&O#ER STHk 9) &KV 51/)

i (n=106)
1.0 I_

0.0 1] AF 1998 LA

BHA:1999~20014

t

%o.s« HE'\—\ /

3
=

#= 0.71

CHA: 2002F L&
0.6+

0.5+

1.0
‘\k CH#i: 20025 LIk
0.8
ox 0.6- / BHi:1999~2001%
Z AHA 1 19985 LIAT
% 0.4 _ )
Number of the patient at risk
A#l 0o {347 185 176 164 156
BHA 136 87 79 69 63
CH#l go4341 177 133 97 72
0 6 12 18 24
AERRZEORE (B)
0.9 (n=80)
0.8+
0.7
?\; AHB - 1998 F LI
=
%O'GAL‘ / BH#A : 1999~20014
= =" /, ‘
0.5 | /
]
0.4+ "
CHA:2002F LI
0.3+

0.00 10.00 20.00 30.00 40.00 50.00

FETETOHRAE (R)

0.00 10.00 20.00 30.00 40.00 50.00
HIEEN T COHIE (B)

4 1 GBM #1484 RPGN DT DHER Xt 9) KW 51FH)

2) FkEmTER BTR NSO

%)

RPGN O &E7 ¥ 7r— MO ER - TR R0
5 H2ED RPGN O ATk, BT ks LU ofk
BB S 2 & %o T 539 RPGN kD fiy
Tk BPRERDIRT. EGTHR BTRE
bUYEDA SN, 67 HAEGTHRIE A D 792%H
5CHITIZ86.1% F T L, & 512D #1(2009 4F
LD RER) Tid 886% F TikE LY. —7H, 67
HBF #2103 1998 4E LLETIZ 68 S 7z A o> 73.3%
25 2003 SELABEICIER SN2 CHITIE818% F T
wELZbOD, DETIZ789%I2E EF > Tw
%%, A5 CHlE To ANCA By RPGN 128
F AR T RO H B (B 3)Y. —7, B

GBM #ifA% RPGN (3L 5 T2 D% T OUE 3780

Hb00, BFRIIVCELZICEDLOTARETH S
(B 4)”. RPGN B# DOIETIE R IXHER > & Y

2L B DONTARTDH L05, TEDEHEBETOESR|Z
bbb EOMEICEIZA ST, CHICE
WTHIEH D 559% D EAETH 5 (R2)Y. —H,
FEAVENC BT A UTAE D RPGN O F 14 % - 7284
FRON TV, KR DO TIEA FY A28
% 1983~2002 4E @ pauci-immune B SR BRIKE
%% 300 Bl #3510, PIHBIEEHM 166 T,
1, 5AEEMTHRITE 7%, 60%, 1, 5EETHRIE
% 86%, 82%TH 5.



& 2 RPGN [CBITBFER

1998 £L14T 1999~2001 4 | 2002 Ll

HERBEH(N) 884 321 568

FEEBERIN) (%) 351| 39.71% | 110| 3427% | 102 17.96%

TIGFEBESAM (5) (B (B)) | 59.4 | (0.0~2136) | 36.8 | (0.0~988) | 17.5 | (0~59.2)

BRI 169 |  48.1% 42| 382% | 57| 559%

B M B R E (A 57| 16.2% 18| 16.4% 16| 157%

BT 102 29.1% 27| 245% | 25| 245%

R 109|  31.1% 20| 182% | 28| 27.5%

FRERICH S FTHE 32|  91% 5|  45% 4] 39%

RS HERf 4¢ 37| 105% 16| 145% | 20| 196%

Fifaitim 48|  13.7% 8| 7.3% 12| 118% 5

Rttt 18|  51% 5| 45% 4] 3.9% i

<HETHM 40 11% 1| 09% 2| 20% %

RVl Tve e 35| 10.0% 14| 127% 6| 59% L

RIEDEEE 3| 09% 6| 55% 1] 1.0% =

LB Sm 33|  9.4% 15| 136% 7| 69% %

ZRBTL 36| 10.3% 17| 155% 12| 11.8% b

Z At 17| 48% 27| 245% 16| 157% =
(ST# 9) & 15178) o

1=
@ 3| Fzit 4 BAEMEESRATAERASR. DEORILEN LD
L i, TR 2014 4R AL R HAAE 5 PR (0L SR 12 13 SLHAREE). BAEATIRE SR = b tm

ONNZARAE IR OO MRS LA 7 R S T 22 2 B e e v (httpr//wwwisdtorjp)
P BB ORI e S (R M B BRI SE 303 ) v M e 5. Yuste C, et al. Sci Rep 2016 7 6 - 19732,
SIS 2 RIS Pk 27 4R BEARHE - o fHIFFE e & 6. McQuarrie EP, et al. Nephrol Dial Transplant 2009 ; 24 :
2016, 36-45. 1524-8. .
2. WRGIREL. Ml AMEAFYERERAB AT — XL S L — T Hedger N, et al. Nephrol Dial Transplant 2000 ; 15 : 1593-9.
. R s NN IR L) = . , . P . : .
A= 7 A ) 2 7 2 ol B 4 i v P SB SR BOR T IR 9728 (B R, . E%K”‘“ 2011 3 53 = 509 .55- .
Ve R BRSSP S B 2 ARG P Koyama A, et al. Clin Exp Nephrol 2009 ; 13 : 633-50.
o7 AEREIEHE - A ERFSEE R 2016, 57-61. 10. Day CJ, et al. Am J Kidney Dis 2010 ; 55 : 250-8.

3. Sugiyama H, et al. Clin Exp Nephrol 2013 ; 17 : 155-73.
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1. RPGN DiRBLEZHR - BB E XN T D CQ Dfil
=)bj
112 RPGN OFFEIZZ T & G H I3 2 7 v T
AL B LORILT 5 CQORIH) DALEDIT 2R L7z,

AEICEITS7ILIU X L

2. ANCA BgiE RPGN D;8EICRIT 5 7I)LOV
YN
212, ANCA B RPGN OE#ICE$ 5 7 v
TYVALBLVCQURIA) OMEDIT AR L. B
IRESEZIIFR 1, IVCY HG5EIIR 2 2SN

Wy,

RPGN

| ANCA, fiftith, ®mHAL, WGBMAHBAE |cal, 2 3

ca4

| stk (eI 07 U2 £ B ABBREH |

2wy i)

Pauci-immune (#§ & % 5%) & FERR AR
| (FiGBMiL{FEY)
ANCAREH CQ5 ANCABG 4
CQ6 MPO-ANCAfZ14 PR3-ANCARZH CQ6
cQ7 =# =

GCE M : cQs8

ERAE GC+IS: cQ1o, 11, 12
RTX, PEx, IVIG etc.: CQ13, 14, 15, 16

HEiFaE GCEM % /- (Z1SHtA cQ17, 18, 19

*RTXHEZEBE N3 CcQ13

RPGN : rapidly progressive glomerulonephritis
PEXx : plasma exchange RTX : rituximab

1 RPGN D#RELE2HT - j5FE CQIER

GC : glucocorticoid

24

IS : immunosuppressant

IVIG : intravenous immunoglobulin




ANCABEERPGN cai, 2, 6

Sl |, caQ7, 12
BIEE - Fi - BN

BRAREEE Ior I

70 ELE or R 70k or B
P Yes NO Yes NO
/A5
FEOGCH 2704 KNIV AEE+HEOGC A7 HA KNV ZEE+HEOGCHCY
(PSL 0.6~1.0 mg/kg/H) (mPSL 500~1,000 mg/ B X (mPSL 500~1,000 mg/H X 38
3H+PSL 0.6~0.8 mg/kg/H) +PSL 0.6~0.8 mg/kg/H
(ofel:] cao IVCY 250~750 mg/m?/B/R or

EIERE © MEEAET LAY oAy ) 1
ar FO-LVFEERBELRE cQ10, 11 2
2704 K73V 28% or CYEFERTERVES, %/ IiTT

IVCY 250~750 mg/m?/B/B FBEEDRTTAOEEE,  |cqis .
or #OCY 25~100 mg/H RTXDEMEERT % s
EEZEEMI T, MmiFxi cQis J[?

DEMEZERT S ]

El

v v v ?

)

BOGCHEEE % 8HLINIC20 mg/ B ki (PSLILE) (B i

. v 5
FOGCRME /- 13 S EI St i

cQ13, 17, 18, 19

TORELETIE, XAFAA RNV RFERETHEVEE, E5ILHI 150 VRBEHOAEELERES NS,
EPEERTIE, ER - BEEEICIAEDST, THCEBRULASATARRI V7 LT LAEESLERES N S,

GC : glucocorticoid PSL : prednisolone mPSL : methylprednisolone CY : cyclophosphamide
IVCY : intravenous cyclophosphamide RTX : rituximab

2 ANCA B8& RPGN D8EICBIT 57 )LTU XA

=1 BARFIRORI7{LIC KD EEEDSE

237 mEZL7F=> | ks | RE | B CRP  BRIREMERE | HADT7
(mg/dL) * ) DFEE | (mg/dL) * Grade 1 Q~2
0 [Cr1<3 <60 i3 <26 Grade II I~
1 3=[Cr]l<6 60~69 26~10 Grade I 6~7
2 6=[Cr] =270 B >10 Grade V | 8~9
8 HITEE

* BRI D RIEE

K2 FhEBEREICKD IVCY AZEHAE
O e BSR/BHPR -1 K51 > (2014 F8ETHR) TOEH & &
3.4 mg/dL & 3.4~5.7 mg/dL HEEIC KD IVOY OB EFZEAZRT. FAELLYDERS5=E
DEEH S, BE, PHO 3 A2 BEMR. LUEIE 318
60 Bk 15 me/ke/Hl 125 ma/ke/Hl cESN, 1BE, WH ] BEME, LI B

MRETRETH0L LTNS. bAEDRFEFILTUX
COMELETORMT | 125me/ke/El | 10me/ke/Bl ) o pemmur ) s g g, | HAOR

71 mE 10 mg/kg/[El 7.5 mg/kg/[al S5HBECHHIRICERET S.

(Ntatsaki E, et al. Rheumatology 2014 : 53
2306-9. KW5|H)

i
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7)) U - BRIZBIT S CQ

1)ANCA B T9 47, ANCA - i GBM Hi{FaDi¥ i, ANCA OFEPERmEBEE

CQ 1 ANCAAIFEEDEVNG ANCA EBEMEROZHT S THICEETEh?

ANCA BIFEEDELE ANCA BEMER DU - JEBMHTMICHETS. DLk
&%, ANCA BhEMmEROZE - EEEFMEICENT ANCABEEZDENEERT DI EZRET D.

ANCA HIEAICIE, TLARDIFhIk ETOMRESERAL CTaaka1T D BRI AE (indirect immu-
nofluorescence : IIF) &, HFEEXCIMEDREE & £ BICEEEDIT ONIBERZRAIEL(enzyme
immunoassay : EIA) BBWLS TS, EIA (ZIE enzyme-linked immunosorbentassay (ELISA),
W EEFRIZHIEX (fluorescence enzyme immunoassay : FEIA), {tZ¥tEHERERE . (che-
miluminescent enzyme immunoassay : CLEIA) IC &% ANCA BIEDFIMZRIERE L TEBEINT
L%,

ANCA BIFEEDENE ANCA BEMBR DM - EEMFTMICKEL, REDAEHEICHITS
ANCA AIEEDHEIHE TOLLEBITTE AL, RKRIRBICEVTIIERINTORAEREISERE
LV, AEOEEDH D /HEPIEDDOREZDAEREREDLERICEWVTIE, AEERZEEICHIET S
VEDPHD. FEROHEERE CRAMAZITOHEY, AEFHAORRSBEREHERTIHBAICHEN
T, RAAEAZZERTIBEDHD L, HEkE/ AERRICKYAEAEDELEDHZEICIE, 1
IHETOLEBDPTELEWIEZTRICEL. B - BEOHE, FERTHNISEHREIORER IF &
EIADEBETAET S ETHRMLEZHERT 5.

.Hﬁhﬁ’ =) 5 1 ERS ANCA KR (I XU N—7 ) IZBNWT,
F 12 & B0 ER O Qe kB A &, fh Bk % JE R
ANCA 1%, 1982 4F Davies 512 & 0, B HIKE g F LA E A (perinuclear ANCA : p-ANCA)
FEPEIAE % % 7R 9 B I P BRI LS 3 2 H MR E SO F AEFRRCIR IS G T 5 Mg E B (cyto-
itk LCHRE SN2, 1985 4F van der Woude plasmic ANCA : c-ANCA) 2 EN 5 & & 12,
I% GPA (IHFE Wegener WZlEfiE) T ANCA 255312 E I PUED R E S, p-ANCA @ FE 2 xf st
BEa 252 & 2WE LY, 1988 4RIChf S 7 FASI zu~)t F ¥ ¥ —+¥ (myeloperoxidase :
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V.8 &

MPO), c-ANCA O FEZxfIoiEins7a 7 A F—+
3(proteinase 3 : PR3) TH A Z & DHL L 4o
729,

ANCA OFEIZIE IIF DA, FFRA 2RISR
DFEGEE & bIZERENE SN D ELISA %% EOFE
FoBENEEEIA) B HWHN D, bAETI,
1993 412 ELISA |2 X % PR3-ANCA ifll5g, 1997 4
IZTIF 12 & %5 ANCA #fil5E, 1998 4F12 ELISA 12X %
MPO-ANCA % ONECTERFEIE & 1, ELISA 12 &
% ANCA BIEN L H ST & 72, 2012 4E DUFE,
ELISA 3 (F v M) ©ZH R, FEIA % CLEIA 2
£ % ANCA fil52 & B %S & LR IRIS FH 25 S 7z
Z b, ANCA HIZEH:0E S ANCA BE I
KOTW - BRI EE ST 2089 203 Ea S
nTCTx7/.

SR D % 5D ELISA 12 & 5 ANCA 3D
BZEICLY, ZOMEREFMEIIR722 L
5. 1998 4E M I — 1 v S KW 7L — 7
(EUVAS) 2 & 2 EF LT ZE 0 729 0 ANCA ll5E
IZBI§ 2 AL ORRE & TV, 1999 412 ANCA
LS IZY A ERAEAH SN0, EED
PO B &) UETOLEMEAE S T
W5e,

CDE)BEENS, ANCAMIEFEDENIZOWN
THEET A 2 HIWE L7

@ ms

1. E2Hf

IIF |2 & % ANCA [FEDLEMEIZEI L, ANCA il
SEEHEICHT A EBRAEVICBVLTIE, IFIZL 5
p—/c-ANCA [%E & ELISA 12 X 2 PUBE OYFELRY 72
FEDMEZITH) T EDHER SN TS, bDAET
X, M FTEIZELISA IZ & 2 HUERIEAE K L
T&72. ZHhiZid, HATIZELISA 12X % ANCA
HEEDSIF 12 & 5 ANCA FEZ L 0 b SBI2 BRBI
WEN272OIZELISA DIFI DAL ER L2 L
&, IIF (308 & IMRET 25 W C 6 2 12 &2 3 5
7 EOFAMIEESR D D ), ANERATER & b
D) EEIA DA TIIF 12X 5 ANCA JllE D
KR ENTO R WEEDE NI L E L L

ThIFToNb. HIEOLWRIC L) MAREE AN -§
T2, WA %  OMEREI T EIA ©
AT ANCA [F%E - EEAYTONL TV L HIRL S
MERSTETWES, LALAAS, IIF Tk
MPO-ANCA % PR3-ANCA U4td ANCA b [F%E
T& 5 FHE, EIA SHEEM OE VDY ANCA B
EROBW - WEEIEREAGC R LIS 5 BIRE AR B
Z NS, BIEATIRIF & ELISA (EIA) O %
179 S PR ENTVEY . i, COMEE 1
A7y 7 CTHELL CEHiis 2 v 27 A b TS L
Twah,

2. EIAGEIC KB E2HT - jEEN ST

ELISA %% EIA 12 X 5 ANCA 5 13 5%
TRl 2 O ERRA S S, ik S
WITEBIARHEIC VWO N TS, L L F7Z2ER
HAPHKE—-INTBS T, Hl%EEH(ELISA,
FEIA, CLEIA), #itlssA& N (EHESE LR, Fv
TFx—HK, Tra—HR) R, YRS ED
EWIZL VPRI E b — 7R v N TR
Al EEMEPSAHE—-ENTBLTF v b
(2 &0 LAl HIERFHANR R D 2 & SRR
ELTHITHND.

N FE T ANCA HIEE O ERE L O R A D % &
NTETWHY ANCA MIERSEREETAED
AL 22 0T, 2011~2012 4R 12 H ), ShET
RIS SN CEREO—Hof k) Eh/:7:
D2, MEDPESGHOBREL > Twh. BEDODLH
E T ANCA SRIEOREEE 2B L Cid 2001~2002 4E
FED [R5 @E AR PR e RS - AR 2212
B9 2 FRATIZERE ] 12 & DR S, BEFDASET
il &N T 7z 34 ELISA [ CRIBFFEIRM, &
BEUER, HEBBMEOME TIIEF v M OEBEIRE
WEP T A FF 4 2 OHHEQ0BLLT) Zii/z LB
T b &t S N7z (B4 8)E BRI e R
A AR 2B A AT FERE AR 12 4R -
TR 13 AF IR ZE RS E) . F 72, 2004~2006 4F
FloEishzea—<v o34 Ty AFREE
[ANCA B KO AR - BRI C O E R 5
B L OBWEE & imRsc BT 25 EE] T, b
AENZ BT 5 MPO-ANCA 1B AL PEASHE % : 0 58 \»
WZEBHDTRE LW EDRFDOTIZ, HBEEbAET
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PEAKFR ELISA RIED K - FERE OME % BRI
B, KELBEREIZBWTHOAED ANCA O
WA fiE (X 55, EIRS LR L Ze IC R T e C
HHIEVRWMEESNTY. ThSOBRE DS,
ANCA MI5EE I B 2 IREE /B 8/ U T % v
7oRHB ORI & LT, AR (BURM, PR
B G ER#SINL Y b — T oE), [EH
T, FRMEME, MESLEE DS OB, ZOihEE
H, REMNEORE - FeE RO ERIC X
HIFREOE, LOMEREZWT 572D DKED
DEMEFEICED, ZOMHEIZFRL 5 SIEEDLEE
THHIELHRBENTVEEY,

VLA MPO-ANCA $UE O T ¥ b — 7T 12 CTHe
EIHENE L AHBE A B L IR O BRI SRS ST B
D, SHROBERISHNOREIHF STV,
PUEHE R PUR OREA % 2 L /2% 7272 ELISA
#$Ex, FEIA, CLEIA I2X % ANCA HllsEICD &,
FHE S - RSB BAEEOE N IZOWTHIE
A L BRSO B EMEDOMGRE DL EE T d b D M7
59, ¥ METR, EEEET B -ERG R
MREDLEETH 5. BIFE iU CTEIES 72 ANCA 52
B - BRERE I Z LS, BEINIZB W T,
2012 4E F TIh < Effi ST 72 ELISA 12 X A ll5E
EFNPIBRERENT WS CLEIA 12 X 2582
T AMEED S A, WA B2 IEOMHE %2 29
(r=096, »<0.0001), ANCA B I %L W B
AR - FFREICHER CHEEREIALNS
Mol EHRE S TWBY,

Do k) 2B 278 L, BREGIZB YT

Ptk - BRI EE, WHE T d AT R O HlE R
IIF & EIA OWZE THIES 5 Z & THIM 2R
5. F70, HHENTOWLIEREICEE 2L,
HEOERH & > 7254 R I 0 ONtisk T O ERE R
DR MEDOM R L OIZ BV TIE, Mkl
DA TER NI &2 STHICHE . FBRICESN
Je7 E D% fiax [ T OERIRNIZE 24T 9 B b A fiE T
DR TE LW EPFEAITH S Z & 2 SHHICE
<.

@ S HitRER

L Hk X PubMed(% — 7 — F : ANCA, IIF,
ELISA, sensitivity, specificity, epitope) TxJ5H
& frE Iz L7z,

@ SEZ(CLITRER

Davies D], et al. Brit Med J 1982 ; 285 : 606.

van der Woude FJ, et al. Lancet 1985 ; 1 : 425.

Tervaert JW, et al. APMIS Suppl 2009 : (127) : 55-9.
Savige J, et al. Am J Clin Pathol 1999 ; 111 : 507-13.
Csernok E, et al. Autoimmunity Highlights 2010 ; 1 @ 39-45.
Sowa M, et al. PLoS One 2014 16 ; 9 : €107743.

Suzuki K, et al. Microbiol Immunol 2007 ; 51 @ 1215-20.
Roth AJ, et al. J Clin Invest 2013 ; 123 : 1773-83.

PR w0 0 o

@ 5| A3

Hagen EC, et al. Kidney Int 1998 ; 53 : 743-53.

Csernok E, et al. Rheumatology (Oxford) 2004 ; 43 : 174-80.
Holle JU, et al. Ann Rheum Dis 2005 ; 64 : 1773-9.
Trevisin M, et al. Am J Clin Pathol 2008 ; 129 : 42-53.
Ito-Thara T, et al. Clin Exp Rheumatol 2008 ; 26 : 1027-33.
Hirose O, et al. Mod Rheumatol 2015 ; 25 : 230-4.

S O W N

CQ 2 ANCAfBIZRPGN #2723 ANCA EEMENDEENE - BROISEE UTERNM?

ANCA fElZ RPGN 2279 % ANCA BEMERDAEMNR - BMROIERE L THR
THd. D7, ANCAEZEFEIR - BROIEIRE L TRAVS ZEERET S.



V. &

ANCABEMERDIZFBICH VT, BEREIGEREEICKVMERICEDEBRFHEDET LIIKE
EEHRSN, BRICKOTERETDHILEZEHEAN, BHENPET I SRAZERN, BERIHERFS
NS EAERFR TR, BB &L Vo ABREAZELEIC, IERDEHERED
WMRMICHKIET D, HBHVIIBEEYT HIREZIET. RPGN ICEAL TIE, BFEAMAMICEVTEREIZE
AEDETHEIEL, BRERFIRDERLIIREBZO, BREE—EER LU /IRED S BR MR
REFVETLPBEETL, BREOREDSBERREEET EENTNSY.

ANCA (ZEXX RPGN (2X T DB RERRL, MERXRDEFHEDETEESICZOENET
T2, KREPEERRTZHZYOT7 - b —D—ELTERTHS. ANCABEELICIERIIEZE
TBHIEDLDHY, BREEEHATDHEICIE ANCABHILDOAZIBIRETHDTIEEL, ANCA EE
TEm, BRKRERVPIEDPDEE - REFROLERELZRENICHITEIEHNERTHS.

ANCAEIFFHCBIEZ O MERDBMROERE LTEERATHS. EFFEFRICHITZE=4—I(C
I 1~3HAZED ANCABRIEZ#RT 5. BREMIFAD ANCA ERICX L THBRTFROLHDA
BAADENMEZTRRT DREDASNDIDPVKIEHRD DY, SEOBRHADFLND. 0D, &
FRAEIFEAD ANCA LR ZRBOHEICIE, BROTEEEZRTICAN, TERRKERZHERT S

REDDH ),
DHB.

¢ &= - BN

—fH91 ANCA 1, ANCA BN 4612555 %
BRI, TERIZIEE OMEAMET 5 57
O, FEEEEEE KT 20—ty = -k L
TEHEEZOLNS.

@ 3

ANCA %% ANCA BaH I 45 0% B b Bk % 5wt
THEDE ) PIIOWT, 1985 4, van der Woude 5
(&, BIRESCOEHUREE (IIF) 12 X 5 c-ANCA 125 B
GPA @ 926% (25/27) \ZFtkTdH B D1zxt L, Rk
B GPA T3 125% (4/32) 12D AT - 722
ED, ANCA IFHEBEGEMELY L T 5 L #d
L7zY. 20k, 1991 48 Gaskin &, 70 Bl c-/p-
ANCA B %% 50 7 A B UL E o BERIc 5
WC, RBRERERII % 8 L T ANCA 23k ¢
Ho2 190D H 5, 6 FINEE LI L, B
#2# T ANCA P&t A e L 7 18 B IZ 38 1d %

BRERILICH T D TKEBRKRIER P IZDDREFMR O IR BT LIEAWICHIEI T 54 E

<, c~/p~ANCA BRI BEE & 72 o 72 33 61Tl
O BIDFEZE L, FEIFICIL c-ANCA 23 MEfL L T8
D, COIBIH6HEIZHENT, HEE TS -
ANCA @ LR & o 72 L #E LT 5. 1992 4
Pettersson 5 1%, 20 51> ANCA B 7588 (c-
ANCA 14 B, p-ANCA 6 ) D 7 EB OEILZZIZ B W
T, EEGEHEORT & FFEC IIF oFEallE s
X% ANCA DIETFTAALNIZELTWE. 215
DIEBNLFEI 257 H TEMICED, BWiK -
ANCA B 14 Bl 5 5 13 6ilik ANCA i1
L7275, 2D b 1BloA THEEIZHZY) c~ANCA
DEE 2 s L7z, —H, p~ANCA 1% 6 #H 5 3
TEMGEATBELZRLZELTWAY, 2001 4
Girard 5%, #i) & ERABRICSIN L 72 GPA @9
%, ANCA 2SHkEERg LM% L1572 50 B2 BT,

BRI D - ANCA &AL 68% (34/50) 1245 5 7z
—77, c~ANCA F#fiel B 1E 18% (9/50) 12 A4 & 4L
T2EHE L TWAD. F72, 79% DHRER] TILEERAER
ML EHET T ANCA IFEK T 2w LE®EILL,

ANCA fE D& % I3 E A & B R R 1 )5 B
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L7 e L TwaY.

—73, ANCA (X ANCA B i RO EE BT
DIEE L O VETHHEDLH D, 1993 4F Kerr
SiE, 72600 GPA Bl Z MET L, EEGEEME L
ANCAE2ZSHBE L 72681364% DA THY, c-
ANCA D EAPHEEZTFE L7201 24% 12 &
FolzbHEERLTVLY

CNHB\BEDFHTILIF 12 & B EWRIEICL S
b DA% \)S, ELISA TOEBREIOFRIEL LT,
2007 4F Finkielman 5%, iAW X FRHEEIZSL
72 156 51> GPA @ PR3-ANCA L\ )Lz ket L, F
1) PR3-ANCA fEIZBEHFERM L B LK T 55D
O, EBEIEHN L OBIZIZTTVHBE O AT, EHE
® PR3-ANCA O L FIIHIH L FE L 2w &R L
TWAY, o ANCA il BIH B 2 5w L
LWBIDS B &) BEMN RGNS, KEOF A
FZ A4 126, ANCA OfIlEMHE & e & ORI
B BRIE % <, ANCAfED AT K o THIZEHIHIHE
ERRETLRETIE AV ERZBENL TV LY,

p-ANCA % MPO-ANCA ZB$ 2 isciad 7w
7%, 2009 4E Terrier & (X ELISA Tilll5%E L 72 MPO-
ANCA 73 BOFEI % 2 Sk % 20 &9 % 38 Bl
MPO-ANCA P %83 (MPA 1551, GPA15
%, EGPA (IHFr Churg-Strauss fEMEEE)5 6] TH
LAY, Chicks e, P2 HABTERICES
BS, MPO-ANCA 13461 T T L 7z GR35 478
IU/mL, {H#EHFE 41 1U/mL, p<0.0001). F3
5.7 71 B DGR, MPO-ANCA & 74% (28/38)
DIEBITREMAL L, FRbikatE % R L7261 26% (10/
38) TdH o 72 HIEHI DO MPO-ANCA Of &, Ik
e IR, EARAEREIM (G340 4 B) L 32T
D MPO-ANCA fii, #5#59# MPO-ANCA i DK
TORELOMIZHBEIEFED bk o 7225,
MPO-ANCA f# ! Birmingham Vasculitis Activity
Score(BVAS), Disease Extent Index(DEI) T/R
FEIEEMEA 27 L IEOME %2072 (BVAS, r=
049, p=0002;DEL r=049, p=0002) & #HiF S
TV,

Doz & <, ANCAMEIZRPGN # £F %
ANCA B # M8 4212509 2 I0HAR & 5 %
ANCA BEHALIC BB~ BT H 2 E T 52 L0 %

, FNEBELZEST LI L HDL. ATOAL FR
S INEIEE 2 W3 A A 121, ANCA oMb r
BIZ L350 TIlE7% <, ANCA fEDOK T, R
JER DT, JRATRCGE, CRP BMALZ: &2 REe1
W2 2 ESKUITH L. ANCA & MEFRDBE
BIREES—BE T, BRI > Td ANCA &8
T 2 7R & 2 WBI S fETET 525, ZOEICIE
B PRAEIR D B35 =2 12 > DAL T /L OB 2 JE R <
B L, GBI HM T 5 LD 5.

ANCA fEl3 RPGN Z=29 % ANCA BhEMER
DEROIERE LTERAM?

¢ =5=-B0

ANCA B#EIMEROFREY FHT ok s LT,
ZNF Tl ANCA fHOMKE)E = ¥ — O FE
BRBENRTE2ZD00, FEROFHAZ S I

ANCA ff L5 2 3818 & L 72 e B o A2
B L Cldimmai T & 7z

@ =
1. ANCA fE®D ANCA BSEMERBIAD TR
RSk

Terrier 5 12 & % 3861 MPO-ANCA 1M 45
(FEBRGI 11 B, FEFFIRBI 27 1) DMETCTId, P35 54
B HBOBEMEAICHRLZ116095 5 96l
(82%) 1Z\ 5 72 ABEPEIL L T2 72 MPO-ANCA @
HEAGTHY, 16009%) BN T F TOFB
T, F&D 161(9%) 1 MPO-ANCA ¥t b 517 5
DERTH - 72, IEFRHI 27 HITix, 1H1(4%)I1C
MPO-ANCA OF EHAPH -7z 0D, 17651(63%)
(& MPO-ANCA 23Hefiebatd: <, 5% 0 9 61(33%) 1%
ANCA E#batpl Th o 7. oz ABMILL 72
MPO-ANCA OB ALIZ TR L OB IZHRVWA &
B A R 72 H8 (F v A 1175 95%CT 9.4-1450
»<0001), MPO-ANCA D5kt & B mFpk &
OBICIZAELRBEEIIA S N2> 72. MPO-
ANCA OFBEHALRICHBRIRI 5729609 5 6
B(67%) TIXFHEELE S FRE TCOMMIL 12
HRALUNTHY, Y 3FTIEENL ) ELIRET



V. g &

FEOWIM 2 2L 72, BEMMERRI X MPO-ANCA
GG T, Frpthatifl & A B ICE - 720, 2
NSO EHS, H51E MPO-ANCA I F A D51
1275 i C\wh, —75, Kemna S I3BE%
£ ANCA FpiEIm%s 75 104 Bl & BHE 2 b 2 v 62
B, FH166 B 5 ANCA OF LA LFHHKED
B DM 2 W L. BHEZ ) BETIEHR
11.09, 95%CI 5.01-24.55 & i\ B R 5 7z 0
2P L, JEBHERETIZ HR 279, 95%CI 1.30-598 &
FAEMEDS5S D 5 722 & 05, ANCA OF LA OF%
FHNIBEAHEGICBWTERICERTH 5 L
SIFTWwAY. Yamaguchi 512 & 2 HA A 126 il
ANCA BB IS ZOME ICBVWTH, EFEFo
ANCA fi® F513 HR 174, 95%CI 842-36.0, p<
0001 & F#R L OMIZHE 2BV EEDN D 2 &
HENTHBOY, BRERME) & %£I25 VT ANCA
DOLEFATHROEEL LTEHEEZEZONS.
ANCA i 5o s iRk o m bic B L <
WL OGN H A, Tervaert 13 58 Bl D E i
oD GPA BFICH L TT v ¥ 2 LItk % i
L, 17 AZEDIIF 12X 5 ANCA Hl%E T ERAD
AONTEBE LT T V¥ MRS & IEFERERE 1S
IR0 R L7z, FRGEREICIR D i Sz 1161
9 B TEIRD A S N72DIxF L, ABREEICIED 5
VS 9 B TIIEREIHM T OFREIIL &< o
722 & (p<0002), AEFERICHFER THEEZD %
Mozl M E ANCA EFI2HED < BEpf]
AL ST TR ICE R TH B L EL72Y. —7,
B 51X, MPO-ANCA TR 14 biRg (2 PR fes & 72
Do 7z 18 [MNIxf L, ik 2 il L7z 4
FXwv3nd ANCA L L 7zoizx L, ik L
o7z 14109 b 4 NI HREEMAL L 7278, Btk
AL 721000 9 B 8MIASSFHIR L 72 Z & 23 L
TwaY, &5I2 Yamaguchi 5 ® ANCA B4 i
BRIZHET2HAMEIOMHTIZB TS, ANCAD
I EADI IS 72 57 BT Bh 19 72 502 0 5k A L g
FExRFERLT 22 B2 BWTIE 161(45%) DA LA
DA LN o DI L, i b % FE0 L
o 7250 35 BB\ Tl 29 61 (82.9%) |2 A
WA OLNTZ &, P REG %555 L 728 & SEhE
Loz TRIFERCIL T 2 EOFEFRIE

MARONTG o= e EMD, TR 2 5 ENH]
L% ST A HEZ LT\ 5?. —J Kemna 51
ANCA OF EFDA S NER D 9 B 1EUNIZHE
WRIZHOENTZDIZZDOFHU T THho72Z Lhb,
ANCA ¥ 5 0 B % 85 SR S i b & S0t 9
RETEZVERLETEYY, 2014 FEROEE D7
A RFF42ThH, ANCAEDEILDOAIZ X - THRIE
Pl 2 S 2 RE TlE 2w & O RRDFLR S
NTWBY, Zo X IZhyERSOHEN,SIET
BEHIGE N A DAY EDRIE SIS DS, SO
Wil - A FIA4 VI EROD Y, SHREEN S
HEETO M=V EED, S5RLIET Y ADE
OLETH 5.
2. XIEMHER

HEEEAY ANCA €= % — A% ANCA BEH I 72 12k}
T HEHBNR L W LFROIRE L 22 0089 2
DWW, Tomasson 52 & 5 A F fBITOMERIIEFE
Eh7zY. 1989~2009 4F £ TO 15 HkASHH S,
D% T, OEFHO ANCA H EF (9 ik, #
BEHKB0360) &, QEMMERF O ANCA ik 1%
(9 STk, AR 430 B) A3 RO TR % Tl LS
LD MBE SN MR OFEMPo
ANCA H L5258 o 7235 5 OB L EE g 2.84
(1.65-4.90), ANCA F EADZWE ORI L
12 049(027-087) TH V), ¥ DRV OHMETFEMIIC
HEZMEZEZ. £/, EEpbo ANCA F EA,
hierarchical summary receiver operator curves
(HSROCs) TR 7= HE 2 KL 56 %, F5IE 82% T H
BRAEFH LSS &G L7 AEREE ANCA W
TEIATIZOWTOYFTHITIZT, 3AHTED
ANCA gL 1 71 HZ & @ ANCA #llE % kL,
WE AT ) P FRZ L ) K CPWTE 218
MERLEZEERE LB ILEL: 37,
WoE 144 vs 1 7 H T &M% 443, p=012). F7-,
c~/PR3-ANCA |2}t p-/MPO-ANCA D13 ) 7%
figrh > ANCA # EA-DH#Z X0 Tl L 7z (B
JE It : c-/PR3-ANCA 1.35 vs p~/MPO-ANCA
1003, p<<0.01). @EMHEFRH D ANCA Frelm %
Pt JC b 1.97(1.43-2.70) T, ANCA Fifiehs 037
WA ORI 0.73(050-1.06) TH O, et
FHNITE I TOREMZ /R L7z, HSROCs Tk
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O 7 HEEIRE - FFRE L Z NN 38%, T8% TH -
79,

BAEROBIRIZ D 72> T, A ZBITISMZ S5
Ca SO —VEGETTE, ERR RO ESR,
ANCA Ff LA 0%, ANCA HIER o ez ik
ANCA FLAZDOWBHEF DB RL L LR E) DT
0, MEHEEAEEZIINES . LELEYS, Eif
HeFE o ANCA HEFERGHIE X, FROTFHNZH 2
BEEHTHY, 52, AlEOE=%1) X 7IlB
WT, p~/MPO-ANCA @ 7% 38 7234 12130
RO E TR L T A IREMEAE W Z EAVREN
720 =y ) v T RIROE S ASEE T 0%
HANZOL LU REMEIZEI L €, Kemna 53 ANCA
AR A WP ERAS L2 BEE 4 BRI OB L THIRT
WICHEERECDD D & OKREHE LY,
guchi & OE Tl ANCAEOFH EA»SFHRE T
OHI O R IAEIE 06 7 H (IQR 0-2.1) TdH - 722,
T8 Y TOMBSERL UL, BRRICEITT A
ANCA DR LHRA v bEREELTLE ) WHE
UREELEDEEZLNL. INLDRERNIS,
EEAEFEICIE ANCAEZ 1~3 7 H Z &Il
L, B LEADPARSNIE T ROBRO M REME
PRIFICANT, EERC(WEZHBEIREITH S
LEZHNA.

Db Z & <, ANCA BN 4 CRMHMER o
ANCA s & OFEE LA TIVIFHZ K5 2 0
o HDHVCITEMFHER O ANCA L5 & FIRTFI
DIz DEFENADENEICOVTOIE T ¥ AT

Yama-

ZLL, SROMEDPRINDL. ZO7ZOBRET
(&, BEHEFE O ANCA ERA 2RO 7256121,
PR O T RENE 2 BB I AN ETR < BRREIR 2 Bl
TLLEND L.

@ EMRZR

W Hk X PubMed( % — 7 — ¥ :predictor of
relapse, recurrence, vasculitis, long—term follow
up, ANCA, sensitivity and specificity) CTxF 51
rIREETICRE L2,

@ SE(CLIETREFR

a ILERIREA, M. AWFSREREE, EESE - AL
&AM REME B R — X v SV — T BA R
SRS e Al D < i TR R AR BOR PR 7E S 3 R v M B A
B3 % SAIFZE T 26 4F FEEARTS - 3 4HF7E it 2015 © 52-
60.
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1 GBM i (IS RPGN =29 251 GBM fRD;EEZIRDISIE,
BRROIBIEELTHEINSH?

i GBM ¥i{AfEl: RPGN % 23 551 GBM B DAEMRDIE, BIMOiEEE LT
HRATHD. 2D, i GBM IAMELARDREDIGE, BIROIEEL LTHWSZ L ERET 3.

it GBM ik, #1 GBM mOZEBIEHMATH Y, ZHEEOFEEBE L THLWSLIATWS.
1 GBM JADOX ISR, BEEBEONEIZS—5>2a3%ab ® NC1 KX > (non collagenous 1
domain) ICTFET 5. iF, MEBEXPIE N—TORAEIEA, RERFCEEE, FREOEED
ABEEATUVS. NC1 RXA>D55TH, NKiHf 17-31 fI07 I/ EERE(TEN—T A EA)
ECKIFA 127141 IO 7 I/ BERE(IEMN—7 B EB)PREBEDEFGRERTEUE L TEES
1, Yang 513 a3 D EA £ EB ICH T BTADBFRICEEL TOWERELTWS. i, Jia 5l
a8 D NC1 RAXAVDRHEDNTF REFHREDEEZRE L TS, S&, EHEPFROEZREL
TH GBM A D X S R BT DET TIREED H 5.

RPGN Z£7 511 GBM imDAEF DI GBM FAEDHRIC DN TIX, RCT 134 < EFIEFER
ICEEEDRD, MBENTLITHBETHREY, BRECOHICEEILLEETIREDZL, ABE
DROEIZICEATHDEEZEAOND. £, BHMEOH GBM iKElE, mBEELELS, BFER Lw
FEAREF THDEEIN, MBFERBUCEZIEPHEBFREDSBEREEINTNS. —HTh GBM HifkfE
PEED S O EEME TREDIERR T GBM MIARBAMEIE SN TS, ZOKDKREFICHTS
EFEAEACETZIIET VRAEZLL, SEOBREADPURETHS.

i GBM mOBMEIFMELS, RAFRICETHIHEIZDRV. BROIDOHFSICHOTEHH GBM fiilk
BEDHEEDPALONTHY, BROEBIZEELTEEREZEAONS.

CQ3

ENTW 5. 4R L DY YA & OB

BR BN
ORISR, EAEER T & OBEATEH Sh

OO - B E

Pt GBM HLE IR E 122DV, $t GBM Jifk
bt B3 OB lis2 o il L 729k 2 v I E L
728 A, PURD RIS LARIRMAE £h55E
ENEBRTIHEPH SN TS, HLGBM Hifk il
RPGN Ot HIWZ, ik L OREERH2 T
EEN, IMAESRRE 2T 2 EICX DV ETR
MEFEL72E$5RCT IRENTW D, HREREEE
I AT A NVE T T — 7 V13 6 fEHEHD o $H (1-
)N TIATDH)L, a3-5 THEIN TS, T
GBM HfE O ELIE IZ a3 R ab D NC1 F A A ~
(non collagenous 1 domain) (28 1, ] 5 2> il L
WX DPUREDS M L CHUREEDFEINL EE R

T2, i GBM Hifk%l RPGN OEF#HIT\VF 72
CEDLOTARTHY, PLGBM ikt €E=% —7
B EFIZOWTIHESLT 2P,

@ ma

1. 1 GBM HiFFRBENSLVILTH S

PL GBM JHH 2 B 1T % 5T GBM HLRMM O
IZ2oW T, < DEFERHRT LD 5. Lock-
wood H1EHTGBM IR 7 FINZ ok L Sl iaE & i
e A AT L, EHRREDSTE L7z 3 FI Tk e
2Pt GBM Fufk2sis b L, 4 61 CldHt GBM PR D
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TIRBEETH ) MEHBNICE > 72 L 5 L2V,
1976 4, Johnson &% RPGN & iz 2 L 724t
GBM ¥% @ 4 B2 S BTG & M4 383 2 % it
1L, RIRBIIARRIITERYGE & & L I2HT GBM T
RS B TIT Lz i L7222, RCT dzw
A, PLGBM BUAMEIZEMR L & b IEE b Lz §
DIEDNL L, HEDROBIBEICENTH L LEEZ
S5hpY.

2. 1 GBM HiADRIHHR (T E ~b—2)

Pt GBM FifkoxtiodiliiE, REBEONI 25 —
a3 ab DNCL KA A VIZHFEET A, #@ED
IREETIZPL GBM $LiAp = ¥ b — 71E, NC1 O FEH
BN LT ngds, BEYR/ME, toxic agent 72 &
ICE B EKEEEICL ) 8 F—TEET 5 L,
RIERICLYIFAT LB S L, $LGBM $LiEA%E
HEENnb, JFLGBMAUEAO Y b —T12DW T,
VAEZ OIRFT A, NC1 KAL D) HTH, N
K 17-31 6207 3/ WA (¥ b — 7 A EA)
& C R 127-141 Lo 7 3 FRIRFE (Y v — 7
B :EB) 2R L OB ERTHME L THER S
TWw5. Yang Sl a3 $80 EA & EB 128§ A HUMK
DEFRERE L Tz & il L, Pedchenko 5 1%
a3 850 EA, EB I8, ab $50 EA FHISAHLE D4
EREUWMTHLZEZWSPICLAEY. &6
Jia 5t a3 $8 NC1 % 24 X7 F NI L a8k
WA FREOMBREARALEZA, XRTF F 15N
K 151-170 £i7), 16(161-180), 17(171-190) Hfk
PG Cl3 A BICRIRIE 7 L 7 F =~ (Cr) f#
MEMETH Y, RT7F F 16 PrRBEE CIEEFHA
ANETRTF F 22(221-234) Prik B 61 <134 67
BHARETH 729 L8, HHERFHROEEE
LTo, $iGBM Pifkd & & 72 2 fFHT A5 T 1] i1
V5.

3. i GBMiiMELEFE& - ERFRICDOVT

PLGBM HUAME & F 12122\ T, Herody 5 139
GBM Bk s@m i Td 5 Z L&, Z Wi Cr 600
umol/L(6.78 mg/dL) DL E, MR, IEHESREREA
v, ERMEEAEDSS N L L LY ICEEICE TR
RERFTHo72 L HELTWBT. 2001 48 Levy
S5 25 E NI EIE DT b L7z 85 BldFt GBM
R D B IS HRAR L & SIS % BEH L 72

71 B % 1% Cr 5.7 mg/dL &, IfiE Cr 5.7 mg/dL
DL CEM AEA (13 61), 72 W LN AT 22
(39 B1) D 3EENZ A0V, A XN A T 572, €D
KR, 1 EBROATR L BFAEFFIZELEE T 100%,
83%, 65% & 95%, 82%, 8% L BN HLETH -
THEBIOAAER EBEFRIIARTH Y, HP A2
BRI & RIS LB R T LR E N
728, 21 BloHm A BRI TIE, 2704 FEB
XY 7 akA 77 3 FICA CTHSEAS R & 4T
HHEICL D, BPHHR 060, p=0032) B L Uk
@ (HR 031, p=0001) DUFEIZEHTHHZ &
ARENTVSY, F7-HiGBMHLiAfEIZEELTD
AL L 72 P HIRTCdh o 72 Efliodt GBM btk
HiTmEE bM<, Brk, EaFEARNTFTHS
EEN, MRS X B D e BRFHE I &
ENTWD. —J, ¥ GBM FLiREDKAED 5 v ik
Btk C, BRARAY - LRk 09 Z8E O JE LR 1 HT GBM
PUEREROGEIEIERE ENTWEY, k)%
FEBNZ AT 2 BEiGEEICET L ET Y AT Z L
, SBROMHPLETDH 5.

4. it GBM HilffE & BIA

Pt GBM FLik B 2 0 BRI P12 B 5 2 i 112
LAV, BERBOFRIFEFEICENTHY, =
NFE TEBIOFREIDHE SN TW L0505 REL D
RAERELTWL61L H 5. ANCA [RIEERG BTk
P GBM PUikHARBE G & 0 b FRATZ W E A2 B
5. Eo&ET v — MRATIEP GBM fuik R
RPGN O PRI 11.6% & ANCA B2 F~ K
fECdH -7z, 124512 2 MR L 7290 GBM PUiAEIE
%8 X OBt GBM i O #5 B2 3\ T & T GBM it
RE & RIS A S, BB L LT
HEHTHAHWREMD S 5. £72, Alport SEMBREEEIC
TR RGEAT 21250 GBM Puik sk S, Bt
GBM HifA IR 4 20 GBM R Z HIET 5 Z & A3
4. Pedchenko 5%, ¥t GBM FDRBEIZBIT 5T
GBM #ifk & Alport SEBERE OB RBAEZ O 7 T HLAD
IUE M =TIZOWTHERE L5, R
Pt GBM #§ O Pt GBM Fifki, abNC1 HiiEfkd EA
FHIN B £ N a3NC1 HE R EA, EB fEIIZH 5 4F
EDIYE M—TIHELD, 24 T4 70D«
345NC1 ZEEAEA 6 BIRICITAEE L e o 72 DIk



L. Alport BHiZE KEH TIX, 7 aPiRIZIEs %
6EAF D aBNCl Y 722w b D EA FEIICHES L
=L LT sY. Alport FEERED BRI
PURRETE OFLEIZ D 5 b O DT 2 A3 5 Hit GBM
PUEDEHAL T 2 B Y, E=F —F 2li{ED
hrrEiIoNHY.

@ SRR

CHkZ PubMed (¥ — 7 — F : GBM, RPGN,
Goodpasture syndrome) CTh Rz IHE T 1M
L7

@ SE(ICLIETREHR
a. Pedchenko V, et al. Curr Opin Nephrol Hypertens 2011 ;
20 : 290-6.

2) BER

b, BHGEFT SR ERIRE K2
2011 ; 53 : 509-55.

¢. Hirayama K, et al. Clin Exp Nephrol 2008 ; 12 : 339-47.

d. Nasr SH, et al. Kidney Int 2016 ; 89 : 897-908.

e. Troxell ML, et al. Clin Kidney J 2016 ; 9 : 211-21.
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Lockwood CM, et al. Lancet 1976 ; 1(7962) : 711-5.
Johnson JP, et al. Am J Med 1978 ; 64 : 354-9.

Johnson JP, et al. Medicine (Baltimore) 1985 ; 64 : 219-27.
Yang R, et al. Nephrol Dial Transplant 2009 ; 24 : 1838-44.
Pedchenko V, et al. N Engl J Med 2010 ; 363 : 343-54.
Jia XY, et al. Clin J] Am Soc Nephrol 2012 ; 7 : 926-33.
Herody M, et al. Clin Nephrol 1993 ; 40 : 249-55.

Levy JB, et al. Ann Intern Med 2001 ; 134 : 1033-42.
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CQ 4 RPGN DBEAHZERETIHICBLERITERERINDN?

B4%IE RPGN OBBAHERET DEHICERTHD. D=5, RPGN Diak
FHDOREICEOTITFEMRIC KB HEBTMZIRET 5.

BERDIER,

EFRUEPRGFCZOIRE CHIHAICIIEERDY AU Db BREZERT 50

REDRAZBERICKVFEDZENTE, BFRUEPHFHF TERUVEGINDGR 4 Gz ] 28 (F

BIEHICHLBERISERTDHS.
T, fifmHtREL ED2HIRE
BERODBEEZEBINETHD.
ANCAKEE
HICREY 2 RBIERAE T ISHEIL L TORLN.

H AR B 2312 & % B A MRE 15 8% (Japan Renal
Biopsy Registry : J-RBR) @ #) [0l A= #4012 (5 & 5

RORIBFHIEDODPEE KOOI —OV D SRIBIN TS D,

—7 T, ANCAGtE, i GBMABHEDRS P ER > TS RPGN
TR, BERICHS EHEHEDORKREDPBVWEEETRDIHEHEIL,

I SFHmEDER

RPGN O [b#1% 2012 4E 5.8%, 2013 4 6.0%, 2014
7% LAELBIML TS, L L, BERICIZE
M, %3 7% EOEPHEN S O (H REIRF S OF
10~12 £ O F 5Tl H i e AL RFAY L & S LB C
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o 7HEBIE 1,000 A7) 2 AFEEE)Y N A
T4 v ) RAT R L CEIS 2 W 5 B
HbH. DL HEERIZHESE T ZTIERPGN 124t
T AEEMOFRAEERT.

@ s

RPGN IZIZ S FEE 2 FEEDOLONEEN, K
BPTRC L) BT RRR0EE 0T B BOSE S
BT ENTELY,

1. BEROEREFER

RPGN DG ¢t % HHEMOREFRIIED W TH Y
15727 ¥ % 2GR L 22\ A, BAMET R &
B LB L L AR, R oA e R
BB EM TR L OBE TR L7720 Oh 0
EHDH Y RPGN Oif#IE, LITLITKERIE
B AT 0 A N3E% & eii)) 7 ol # 205
&L, BRYE, BHEER EORBICHE ) FEER
PE55, WIRBEIE AT L 4 2979 B hSES
HFFCEXBWETHLLEICIZENERO ) A7 3%
LG Y EfE T 2 LEEORIL A BFAERIC L V%5
ZENTE, BPRIGEDPIIFETE R WIEFI~ND#H
T 70 SRR PNH & BT A 7o DD BEMRIIEHTH
%. F7z, ANCA &, Pt GBM Prikatko e ©
X, BAEROBERIIBROFEPY) &0 b, —HT
ANCA Bk, $L GBM JURRGEAEH S 20 & 72 o T
% RPGN T, Miiffatbiinpiss s E o gRERR, &
AR A IHER B O ERENE WV BEET 7D
BEHAENL, BIROBLEEETRETH L. BH
JRIEE | TS HTE FBI AR 2 12 BV THIE D S VIRE T
HOW, BEMRTA NI TIREROEB L LT
HIF5NTV5Y. ANCA Y RPGN TH - T &
BUNEIIRIEZ 5 L CWA 2 ERH Y F45kAa
Y7 —hFRarvky b EBERBOEERZBES
BOVWEETH 5.

2. BERRR LB FE
> A. ANCA BSEB R

% OF LTI T 2 B P A BLE R 1L BRI
AR A IEHREMEETH 1Y, EHERZE (5
B A, MR AER)Y E T4 7)) A N
PN LTIE, 127 HBHHVIZIS T ABROD

GFRUERTTH A Z L 2T ITERSH D, IR
M RN T, RIS R, HUERAE L, PR
ERDETFHREMBE L7 OWEDD 5. HES
e BEROEEZHEEH DL LTIEEUVAS
12 & W FFb itz MEPEX O 7734 59

[ BHGEITHE B SIEBETE O ZESREEE 2 iI21E,
DHE T ORBMARE & PR OZ/EI TR I N

TWh. ZO%PTEAREEE, FHEWEH, R
M - HERZEOIREIZ L) 237 %220 TR

MR 2 27— 1, T, ML 728w
FRELATHIC &L 1) 1998 4F LLRT OJEF] Tld, KB A4
NOBATENERELINHETRETH 72, Ll
1999 SELIEDIEF D6, ZOITETIEEFHRORE
BALASHEE & 72 > TV 72¢. HHE D RPGN D
R RS Z L A SHEICE W CHERTEHGZ £ H
Bk L, EUVAS MY 082 ) AN Tt R
FMELDED 2R T EPEE SN ANCA
B IMAE R DR/ ST A — & — S, RERE, R
EHE, MRS X ONEEN, 2R 2008
FIHORENZZTY. L L, SIS DIREREEK
ek & OB EOFHEIIA T TH 5.

2010 4F Berden 5 23215 L 72 ANCA Bd#EE %0
MR LR BRI E OB L O A2 L > T4
2D Class 125 H5NTWBD, IEHLRERKIE, K
RERME, EebARIREOVT N EEED A
HOTWEPEDPTENENHIRE, AR
LI L, SN #ERICH 72 v b DR E
Bl LTwa. 1000 ANCABEERZIZZ D
Class 77 % 55hE L, REIRFT R & OB 2 M5 L
72 Berden b O R TIX, HIRA 16%, FH KA
55%, AT 16%, WALH 13% D5 THh Y, A
Mg, 14E5%, 54EROEERE & Class 2748 (HUIRAL
FHAR RAH, WALEONEIZEAERE A T) 2%
FICHIT A Z EDTRENT WD, & 5 IZRMERH
B R T 3O DOMMBRFEN X T A — 5 — (RME
ZHE, B oMM, FRAE %) 2k LT L T
b, RIMEIFELDOARTHEL 726 L BEREE L O
BVEICHE BN W L 2R L, ANCA BB % %
RERIRIRZ O A T EAIZ DT 2 20 h ik
2, BRMICEHTH A 2 FRL T,
Berden & AL L 72 100 510> ANCA B#EE D



V.8 &

UL GPA 39 %1, MPA 611 TH 0, MPA A3k}
EOLDOPEOFEIRE IR >TVWE. ZOFE
%207 T Muso 513%, HA 3 figk To 10 £ D5
FMHMERIZE A BFREEZNSR L LT Berden 5 D%
HAMAEL 72, 87THI&BH MPA ThH, HIRA
46.0%, IRAT299%, WEALEI161%, 1 HAEI80%
DFHTH o7z, 5EBFEHFETIZOWT, Berden b
D Ik — NTIEHEIRT 93%, - HMAEI 76%, A1
619%, FEALEI50% CTdh > 72Dk L, Muso H D3
A — b TIEHIRE 100%, P HARH 83%, RA&HR
96%, WEALEL 29% DAERTH > 72, DHBEDH DR
& L TId Togashi 5212k 5 54 Bl ak— b b3
PLTBVREMOEFERVPEFTH o720, Iwa-
kiri 5202 & % 122 B0 3R — b TIE, BEFERIC
F84 % Kaplan-Meier 7 — 7 /%% — > {% Berden
SOfERLIFIZFABTH oG SN TWE, #
DL ZE D S FBOFMIRE D D % 05, ZOkEHE
IR ) DONT Y XSS5, SEBFEFRICHL
T Quintana b OIEE - A XA D 136 BIOENT T
WEHEIRTY 96%, PRI 86%, AR 81%, AL
T 61% & #Hi5 Z MY, Tanna & DOREE D 104 FlOf#E
M CIEHARTY 100%, A HI 74%, (RET 77%,
TELH 25% & G SN TV Y, fERS—E LW
B & LT Ford S I3 LR LIS 0 ML ES W O 81
RHEB COFRBAMEICHEDN D 2 getE 2 fafi L T
%13)_

DB, BEABI R EETFRIZEL TEIW {220
FRRIFZE AT b T & Tw5b, LA L, ANCA Bs#
M 5RC, BRI RIS X 2 EREREZ ML /2
EF Y AT,
> B. 1 GBM HifFBUES N

BF I AR E ORI CO R, AR
TERGEE TR L T 5. FRARTEREE50% DL & f
WCTEMiLTWwabbdE LT, Johnson &¥1FkH
RIERLER 50% A Clx 8 Bk 161, 50% L ETiE7
BIH 6 BB NTEARENEIT L LR,
Merkel 5132 B TR 50% LA o> 20 611 19 61
SHEFRBIT I 72 o 72 & OFERE, Levy™ 513 A1k
TR 50% DL 1 0 BB 0 23% |3 B RE AL IE L, R
IR BN 2 L8 L LT AREREE 100% T
Hol-BETLHISERENEEL 2o/l

BOBOWEL TS, L) E0HEEE TR
fliL7zd D& LT, Walker 522 X 5, 2k H B
F85% L oo 11 B B R R L 2 B, FHKRE
J 2R 85% A 11 B EHRREIEIZ 7THTH 72 &
DFHBRFN DD L. WEOHTA KT 4 VIZENILE
b Cr &FEARERETCTO—F v — b %
o T2 o Alchi 512 & % 43 BIDfEHF T
b, MO P TEFRTFICERTH 5720
A RIEREEDO A TH - 7228, BRI 7 Z R~
ROZE D EWEFHRTFHEFTHY, ZROD ZIE
BN BT RO B PRI BT 2 FHME
Lozt HELTWER . —F, birE®
0ILEDHA B4 12, [TERRIICEE OB
REREE 2 3 2B Z IR e\ LEESR DERF] D 702 52T
b, FED S O AT < BRI D MM
e HAKR [ ORRHMEL AR C b AL B RE DT
RBODLEGELH D7D, BEMRE AT L CHEE
JIBDIEEMERTHZENET L] EREEN Ty
% KDIGO TIHIGERICENBLETH Y, 7o
= HARIZRCEE 100% THEAZ I AS 72 Wi & DA,
YIUKRATZ7 7 I FERIBREEATOA NIZAT
MAEASHEE 2 IG5 2 & 23R LT bY,

@ SRR

HiZ2 & PubMed (¥ — 7 — I : crescentic glomeru-
lonephritis, rapidly progressive glomerulonephri-
tis, ANCA, antineutrophil cytoplasmic, RPGN,
anti-GBM, microscopic polyangiitis, Wegener 3 &
U* renal histopathology 3 & O treatment 8 & Of
validation) T4T- 7.

@ SEZ(CLTiRER

a SIF—. HESE 2005 5 47 1 76-82.

b. HAHEYE - BEMBRZRSE. BERTA FTy 7
LV BERLBERE TS 572012, ®EESML, 2004,
S, H B 4EE 2005 47 1 73-5.

JEIGEA—, fil. ANCA BIEMEXZOZEN A KT 14 >~ 2014
SECRTI. TR AR 57648 a1 e A w23 2014,

MREE—, M. HE 452011 53 : 509-55.

HOFHN, M. HESFE2002 5 44 5 55-82.

Yates M, et al. Ann Rheum Dis 2016 ; 75 : 1583-94.

Jindal KK. Kidney Int Suppl 1999 ; 70 : S33-40.

KDIGO Clinical Practice Guideline. Kidney Int 2012 ; Suppl
21 233-42.
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Berden AE, et al. ] Am Soc Nephrol 2010 ; 21 : 1628-36.
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Togashi M, et al. Mod Rheumatol 2014 ; 24 : 300-3.

Iwakiri T, et al. BMC Nephrol 2013 ; 14 : 125.
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17. Joh K, et al. Clin Exp Nephrol 2008 ; 12 : 277-91.
18. Johnson JP, et al. Medicine (Baltimore) 1985 ; 64 : 219-27.
19. Merkel F, et al. Nephrol Dial Transplant 1994 ; 9 : 372-6.
20. Levy JB, et al. Ann Intern Med 2001 ; 134 : 1033-42.
21. Walker RG, et al. Q J Med 1985 ; 54 : 75-89.
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ANCA [£1% (IF ;A THIEM) D pauci-immune B RPGN (FRFAAIEE R) [CHLY
TH ANCA BZ 14D pauci- |mmune EIRPGN & EFORENFEIEENHREEINIh?

ANCA B (IIF ;5 THEM) @ pauci-immune B RPGN D& L Tk ANCA

BHHICE /AR EIRET 5.

DOYPEBIVFENEDOREZHAS E, pauci-immune B RPGN DR D ICIE—EED ANCA BHEE
BINFETHIEPHIAL TS, LHL, ANCA EHEE ANCA BB DOLERICE WV TRIEF/A

EZREBEEVEVNDIDHDP, FRPREQDEE,

ETB—ELERBIEL. A

BFRICEALTEED»HDEVNSHDRE, RED
BICEALTERLTVWBRBEDEL L, ENHDD L ANCA D

pauci-immune & RPGN QEGRIGEDFEMIESWVVEZRASH TRV, FIRTIE ANCA FEHERERFI I3t
LTH ANCA BHEFICE U /REERAE TSI EZIRET .

Pauci-immune # RPGN ® 7% 1213 — 2 £ D
ANCA F&MEAE B AFTE L 2012 4F Chapel Hill Con-
sensus Conference D43 FAAEIZ BV Tid ANCA &
D ANCA BEME RICHTEHINLBDEEZ D
NBY. LhLans, EFEIDE L ZDORKE
RHHOFEMIVELZHS A TR, T 2bb, ¥
DR 5 70 E O THAT O F Tl R EE
7 ANCAIZX B2D%, Fitk H ANCA &ide&<CH

RO VHRATH 2O AHTH 5. FEEE ANCA
&1 pauci-immune %! RPGN 19 10 B2 PTA
R AP iE % e 7 & F A ERY, 11 B4 8 T
i b LAMP-2 tfh D3 A 67z &3 5 i e &
H5Y. PUEDX) BRI SRZFIHETL LT
W7\ ANCA 1o pauci-immune %! RPGN D5
FEETH IR L CHGES 5.



V. g &

@ mE

ANCA BP0 ANCA BIEIME RO ICE L <
EAMEI D 5 1%, pauci-immune B RPGN @ 27% & \»
3 FEH S OFEY | pauci-immune F1: B AT E
FRERIEE LD 329% L\ ) HED S OMEY, 254%
L) AR YL OHEI R ENDH L. bAET
b HEITHEE S RPGN R0 2E 7 7 — Ml
HORERD S5 MPO-ANCA, PR3-ANCA & b 12F&
4@ pauci-immune 1% %513 pauci-immune #
H AT A BRIAE 250 101%, MPA @ 61% & \»
IKERTH o7z T2, BREAFHEET— 5 O
TiE, RPGN # R L7- MPA BB 4416l &
MPO-ANCA, PR3-ANCA & & (213 15 #l
(34%) T, RPGN % 2 L7z GPA B 62 I Ti
561(81%) Td o 72V,

EUVAS 7* 5 1% ANCA &1:# & MPO-ANCA B
PR B W TRESFN R AR I o7z b L T
Wz =7, mED S O TIE ANCA BRI
ANCA B & g L T35 < (39.7 7% vs. 57.6 %),
FREFESR A 7 80— BIEEFEOAIREI &N o 72,

F 72, BAREOERRIIED o 725, BPHIER
BTHorY, BEDARSL VIS DOHETY

ANCA [E1ERE (29 1) 12 ANCA % (85 1)) & Mk
LTH < (5487 vs. 62i%), IREH=IZ L) HE (31
g vs 1 g/2485) THh o775, BHEREL ~OV BT
VB BEOEEICHE L CIkRES%ST, BYUREDS
W, BrPHeEaTHREELAETHo 7L L,

CQé

SO I FZERNO BER HRELFRETH -
7z L TwAY.

COEIHIZTET Y AT T4 TIE RS, BIRT
& ANCA &% pauci-immune % RPGN (2xf L T 3
ANCA B pauci-immune %! RPGN (2 # | 721698
EHEAE S5 E 2 RET L. LR UENBDL D%
$, IBESVER T #H% EOERGEOFEIIA T
HY, FEFIEREICL L ZOLBENESHOREEE 2
bNb. F72, ANCA B pauci-immune %! RPGN
TOBFAMTOBFE R AR EGIER2HIME LTS
5 2L RMERE L CTh b RIEIHIRE L 15D 5 XE T
HDHLZEITV)FTH W,

@ kR
WHkX PubMed (3 —7 — K : ANCA, negative)
THE L7
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Cong M, et al. Nephrology 2008 ; 13 : 228-34.
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SEAT YRR SO R O RIREN T 2 ML H B &Rk 2011
53 1 509-55.
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3. Villacorta J, et al. Nephrology 2016 ; 21 : 301-7.
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PR3-ANCA E2RPGN & MPO-ANCA B4 RPGN D;8E(EE U TEILD?

ANCA B8:& RPGN O#IHFAREICE L TId ANCA DY 7214 7 KV BERKREEREIC

ELUIBRERETS.
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BRKTlE PR3-ANCA # RPGN A%<, HHETIE MPO-ANCA & RPGN HZL). ZD7=8%H, K
KDaHEIE PRG-ANCA B RPGN OB NZ <, BARDBREZZDEFODPEICHEAT I EICIE
BEZHITIVEDHD. LHL, EEEOERKDHA RS> TlE, HHAEBEKIC ANCA DY TEA
TORBICEBZDOTIREL, BREMSBOEREEFREEOEEREICK > TERSNDEEESRICED
WTBEREZEIRT 5 2R LTS, EE ANCADY T XA T DEWVIFEGFEPE FRICK
EBERIFZIBEVWCERIDDPETHERRTEREENTNS. LHL, PR3-ANCA BITIFBHEICXH LT

EKVERZILDBEDHD.

¢ 5=-B0
ANCA B9:# RPGN O & LT ANCA o7
7 A TVIE 7GRS B RIR T 5.

@ 3

1) FKiE PR3-ANCA # RPGN 254 <, b »3HE
TlZ MPO-ANCA %! RPGN %%\,

2) WK DEHE DL PR3-ANCA B RPGN O f#AT
AE A%

3) Wk T HARTS EiREIERE 12D W72 iHE
FOFREHEIEL T 5,

4) ANCA OH 7% 4 7 DiEWIZ G TFHRLB T
BICHELY RITE W,

5) PR3-ANCA BICIZFHRICL D EEZIL O X
XThH5bH.

COMBEEEZ B 720121, bAEE WK T
BRIZBITD ANCA O 75 4 TOE W% &I
B ZITFIUZ % S 72\, ANCA BRI M 4812 12 B
il 2% 5 M & (MPA), £ 58I 95 14 A 3 i
(GPA), WFERBRMES 51 RIS IEAE (EGPA),
BRI RIMAT % (RLV) D 4B E TN S, GPAT
707 A —¥ 3(PR3) FiEEMY 2 ANCA DRk
NEd, FPO3ERTIIITAXNLVEFF VI —F
(MPO) #5197 ANCA DFFIERAE . ANCA B
# RPGN @ 9 5 PR3-ANCA [ RPGN %% 30~60%
BEZEOLRCRERZRY, H2EO RPGN &
MPO-ANCA BVER AR TH 5. HHETOD PR3-

ANCA F% RPGN IE, MPO-ANCA Ff% RPGN &
10% KT Y, HAED MPA Tld MPO-ANCA
Bt 955% T A DIzxt L, FCkiBETIZ MPA
? 30~50% AT PR3-ANCA B TH 2. 2o
L9 IZhHETIE MPA OHEEDIEFI1I2E <, ek
DGPA ZHLETAIEFT VAL DEERZFD
FEDOLPENCFH AL Z L ICIHEEL T 505D
H5b.

L2 L, BifElx EULAR/ERA-EDTA V) I X »
7 —3 3 v (2016 4EE5ER) Y, BSR/BHPR /74 5
14 > (2014 EHETHDY DV ANCA DHF 7%
A TRIFRN X D TIE 7% <, BENEZ O & i
AEEOHEERLIC X > TEFRSI NS T SHIZE
DWTIHEE T BINT L2 L 2R L TWE, bS
EZ BT 2002 4FICHIAT S L7z RPGN O
$HYTIIFREREEICE SV ZET L T XL
PRI S, AT OREG 2 L COME T AT
BFURHREREERICEHTH 2 2 L s T
b\%}zﬁ'

B, ETHEEES RPGN SR& O &R 7 ¥ 7 —

MR R 2 O IZEMN TR, BPRICBELTHRETL
ok R, ANCA DY 7% 4 Fidndhicd B8 % 5
27072V, F72, Harper & OIEEH 5 D 233 fiE
Bl AAV BEEOHE T LA ANCA OfEFH I
Lo THERIZEIRVWEENTWSY,

7272, Pagnoux 513 ANCA B A5 41253 5
2OM Ik — b (43441 & 354 6) % Mol L AT AR
FEBEEFELIE A, MPO-ANCA BE#ICH L
PR3-ANCA Bk 13 1.66~1.77 FE D) 2 &7 A3



L, SR ENRD A D DI OMEEFIZ N
1.56~1.68 fEFMRD ) A 7 BB G LTV b,
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RPGN [Cx1d S #HE; ?ﬁluﬁlj'ému REATO4REELT, BOFICEF/INIL
AEEZEBINTAC L, BFEBIUERFEROUEDHICHEINDH?

ANCA B3i# RPGN ICH L\ T, BADETHEL REOHREBLVES, 50
MR EDEERLEAMEEESEAIC, BIATOC K/ ULAEEOROZERERAFOA K
EADBMEZRLTHE.

W—TABLICEDRPGNICHENTIE, BROETHE
52 \EPIRR L — 7 ARG E DBERENSHHEEESBEIC,
OROBBREATOA NEADBMERETS.

71 GBM #1448 RPGN (BT, FimE/#ES 7 GBME CIREH FHREREE
VB0, BROREICHHDOOTEEATOAC RK/NULAREEHET S, MBMEbi B8
WT@—&k%ﬁwLﬁwéﬁfﬁét . BHERESEFTEZEAIR, BIATOA K/ ULAR
&@ﬁﬂﬂ%&élrﬂ%h%mew&ﬁﬁTé.

ANCA B, SZ®Ra % (SLE), #il GBM #i{AED RPGN (CX39 2 HHARICDOWVT, SRED
BIBREATOA MEOREZATOA RNV AREDEGFELVODLBETFRICHTIHRELB L
RCTIRRZH75%L. LHAL, RREHEOSVLUTOBRICIE, BPDPDOBALRRELS LJURE
MFEHRZHFL T, BEATOA R/NLAREOROBIBREAT O FEADENEERT 5.

ANCA B8E RPGN (CHW\TIE, OBHEDSRREICELT DER, OfFHMAEDERRBIVERE
HFOES, RBEEAHAE RPGN(SLE) ICEWTIE, OBHEDTRICEILT DES, HICBEEMTVE
(active) 22 L, MifaMELI3RERREFAGZZ{ROBZEE, OBMERELT, HREIL—7
AVt EDRO2H MERERDPASNBES, 1 GBM HifkE RPGN ICHWLTH, OBRKEE
PRBICET BES, OBRDREEICHADPDLOSTHEMDASNBERNTAT O K/NVAEEEE
BRI 2D, —RICEDUEDIEL, BAR2OETHRVCY, BIBREATOAM NEZZRET HAEHTD

CQ9

<BEHOHRZR/EZVES,
3%13517' I:I*( "/\)[/7\’%/%

EFTHESERD.
JORO—ILELTIE, BEXFILIL K=V O>500~1,000 mg/H% 3 A EHK CRuEstt L,
BEEELTILRZVYOY 0.6~0.8 mg/kg AEARORST 3.
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RPGN (2R3 2 WIiIGH & L CRIBREAT A
NEBREEIT) A, BOERICEEATOA F2O0
AFFEEMT 5 ENEFE Lnh%k, ANCA B
R, REHEAMEN(SLE), 1 GBM Hifk#l o RPGN
(25T CTHEGRES 5.

@ 3

1. ANCA B8;& RPGN
@%&EX?D4FﬁD£’Z%U4Fﬂw2$
FaBNT 52 EOEFRICE LT, ANCA BIH#EE %
Ete pauci*immune Zi'l RPGN #f5 & L 72 RCT (&
FAELZWY, Adu b3 7L F=varBL0y s
IR A 7 7 3 NOMFE O R#E OV AR LR IHR S
L, FEOMRELEDTNLDS, FIFREA



FUOA FEDFGFHEIC L BIEE TV WY,
Bolton 51, pauci-immune %! RPGN 3 & NI 45
FEBNCRE L, 7L = v Bl E# (5 61) Tl
LB 40% CEITEERBIE 2 225 72 DR L, AF
V7L F=va VI K BEEATOA ROV A
HE(2561) TIX80% TLLdH, 74% H3ENT % BEWL L 72 &
s L Twb?, Jayne 1, IfiiE Cr 2k 5.8 mg/
dL L o ANCA Bzt o+ B 4B % RPGN 3 %
WRIZ, BOFL F=v (1 mg/kg/H) &Y
JURAT 7 I ReN—23E LT, MO
BELHEA T OA N5V ZEEE B O ik g %
1TV, B PR RS A B Ot F B o B
HIERWMELEY. 5L, 2704 RSV AE
MR oM EZFHT A2 LT, Hrios
LR LWEMMEOLNLPIZHL N TIE R,

—flZ, EHEAT O A 2OV ARSI
ATE TR RN R B & OWLRIER) RS
W TE 2. bHED RPGN O FZ#igs T, 2002
EOMRY £V, ElE (70 L) £ 7213080 B
T, DPOMWKREEE DK (Grade T T3 1) 4
A&, WINEEICENEA T O A ROV AEE AT
AT EMNHEET VT AL TRENTE . JEES
84 OHELT B RS RPGN SRt &0 £E 7 v 7 —
NAAETD, 2002 SELIFEOIIRI T, ERET IV T
ADIZBWTHEHEATOA KOV AEI R SN
% BHRETIE 201 Bl 148 $1(73.6% ) THEESIZETE
AFOA ROV AREDTbNT WY KRET
EATEA ROV AFEEOBINAFRI SR &
TIHEBRRDPEND L OFERIIBF LN T WS,
BFROETHE L B ORR LB VEE, HDH v
IR 7 & DO EE R LS ABHEX D HEIL, A
FUA ROV ZEOHHZEB LT L.

AT HA ROV AL TS A%, AFVT
L F=v1 ¥ 500~1000 mg/H Hi#E% 3 H M T
9. IHEHEE LTAFLTL F=vr 1000
mgA500mg LN E-TWVWBEEDIET Y Ad%
{, IRPU OV E RS 130 O BRI = 4T
I YL 500 mg/ HASEIRE NS Z & 05% v, AT
O A F2OVAREROBRREE LT, DAETIE
7L F=vur06~08 mg/kg/HAROHKG- S
5.

2. REESFE RPGN (SLE)

W CIIRRORIB R EA T O A FERIZL DHEREL
HHEA T O A N2V AFRE RO L7216 & R
L7 RCTIERBZ5 %, v— T AFRIZAT
% PR ENHISE O RYR & LR L 7285l D UEHF O B R R
BRIZBWTIX, A7 04 ROV ZEEOPEH AL A
AEFNTVLREE 29 Tldh VRO & DR
LT3, 212 Euro-Lupus Nephritis Trial” Ti&
EEFIRIFIC AT V7L K=V 8~ 750 mg, 3 HIH
FMEETIT) 70 I — VIl 5 TWAHDS, ALMS
HER T AT O A P2V ZREE AT L 2w &
H—ENTUTW AW,

TAYH) I FEE(ACR) A A N4 v LBk
M) 7~ T /BN B isE AT Bl 4% (EULAR/
ERA-EDTA) YV I X ¥ 7 — 3 3 vV ClaiaB G
WCATOA RISV AREEERITT A &%, T
VAR—=ATR RS BEOBERE L CHHERELTE
D, KDIGO #'4 FF 4 YO TIZEMEBNI BT AT
O A RSV AEEZHLEL T 5b. $7- EULAR/
ERA-EDTA TlZAT U A FS)VAFEEOERE L
T, HENREEEBDLZT TR, ZOHODATO
A4 FRIEGEPBDTLIELHITTNDE. B,
HASETIE 1990 4EfEIC L — T ABLICxT 5 AT
VAT OA ROV AR LR 7L K=o vk
L ZEEMRCT TS LCTwWb, X)L
APEH(AF V7L F=V 1 » 400 mg/H, 3H
M, 4HH XY 7L F=vua ¥ 50 mg/H)IZIE v
AE(TL F=vor 50 mg/H)IZHART, IiEF
7 DR 2 & AR S hzf)

DRy, —#icix, OF#EI 28I E LT 2
RPGN JEBI, 4FICE AR TIVE (active) * £ L, M
Fathk & 72 e AR 2 £ C RO 2 6
EAMER & L CTHARE L — 7 A R5R 42 B I S
ROBENDIEG, 7 EREBFBEO S E I
(&, HR DO R PIAE B & ORI R %
WMFELT, A70A SV AEEHRET L. AT
04 2OV AT E (TS AB8, KEORIE R E
AT 0A FERGAZ L 5 EGIERCMAE FA ) A7
D37, SLE BHE 2B W TIT ARSI 5
FEFLETH .
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3. i GBM #i{4EY RPGN

Pt GBM HLEER IR 2212 BT, ROEIE K
BATUOA KEATUA KOV AFEL EFEER L
72 RCT 7. DA E O TILAEREIREIE B
BATUA FEEZATOA KOV AEZOVTNY
B ENTWRY, WBcB T, 71O
GBMFE DO EM T4 % F7- Levy b Qs TIIARN
BIEREEATOAL FE(TL F=va v 1 mg/kg/
H)DHW SN TWBDY | MO R &%
BGES 54 o lbiabaclx, WiGak e L CiiE
A F 0 A4 RSV A FFEHERR ST 589,
KDIGO DA K74 T, AFNVTL F=n
Y 05~10 g #HFE 3 HMD AT a4 K23V A%
THETAR L L ORL TV Y.

DiED X912, —fI2H GBM HifkRLRERAR R 45
TEEMEDTE C, BAREOMETL RV, iRt
FAERN T & DT GBM JURELE O R 5 2 JIH A5, B
KB IO BIMOEED /2O EE R L EEZS
N5, Rtz 5085 250 GBM f{Cld, Ady
FHROUWEHELAIEHEL T, A704 RV AEEEE
T R BRI LA T DI D 2 LA\,

@ SRR

3k 1d PubMed (3 — 7 — K : crescentic glomeru-
lonephritis, rapidly progressive glomerulonephri-
tis, RPGN & ANCA Bi# 8 T3 ANCA, antineu-

trophil cytoplasmic, microscopic polyangiitis,

Wegener, ) — 7 A% 45Tt lupus nephritis, #T
GBM %I CZ anti-GBM, # & UF methylpredniso-
lone, pulse, steroid) T, 1966~2016 4£ 2 H H M
THE L. £72, TNURBROEZE D LEITS
CCTHRALZ.
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a. Pauci-immune focal and segmental necrotizing glomerulo-
nephritis in KDIGO Clinical Practice Guideline. Kidney Int
2012 (Suppl 2) : 233-42.

b, SHAEFTHRIREE RS HIREHERANZES. H
2002 ; 44 : 55-82.

c. AAMATVSREREE RSEIRER G ZRS, H
2011 ; 53 : 509-55.

d. Hahn BH, et al. Arthritis Care & Res 2012 ; 6 : 797-808.

e. Bertsias GK, et al. Ann Rheum Dis 2012 ; 71 : 1771-82.

f. Lupus nephritis in KDIGO Clinical Practice Guideline for
Glomerulonephritis. Kidney Int 2012 (suppl 2) : 221-32.

g. Hirayama K, et al. Clin Exp Nephrol 2008 ; 12 : 339-47.

h. Anti-glomerular basement membrane antibody glomerulo-
nephritis in KDIGO Clinical Practice Guideline for Glomeru-
lonephritis. Kidney Int 2012 (suppl) : 2 : 240-2.
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CQ 10 RPGN O#EaEE LUTREMHIRIEFEDLUERFRERETHH?

ANCABZERPGN OHHIERE L TRENFHRIIEFRELVESGTFREXET D
AL HS. D7 ANCA B RPGN O#HERE LT, BBEOREICEDLE, BIBREATO

1 FRICMA TEREDHZOHAZRETS.

@IEES AR (SLE)RPGN O AREE L TREMEIZIE, BFEPL0ERTE
ERETD. ZD/-DRBEESHAE (SLE)RPGN OWEAEE LT, BIBREATOC REICMA TR

RMHEROHRBEHETS.
HEIL— K 2D

i GBM 1A% RPGN D#JHR/aRE L CRENHIRISER FREWET S rIRED

Hd. ZDHin GBM fifFAE RPGN OFAEERE LT, BIBREXTOA REICIA TREMHIE

DHBZERET S



7. ANCA Bg:& RPGN

BRAKICEVWTIZEARICEIBREAT O NREICRENFIEZHBT S I EPRERRERTHD
B, BDHPEICEVTIIERPMEICKDETDEENFNIEKY, 2002 FD RPGN Z2EEHD S, &
FOREICEDEAET NI ALPHRINTE /. JhiCKVERTFROZXEDFONE. —F

TBETFROWEICIE, YIOKRAT 7 I RADPERTH D EDBRDPRINTND.

TRRFREF DR

REEE, Fip, EMRITORELEZEZEBLLDOAT, ARUEDES CHEINDBEICK LTI,
FEYIORAT 7 I R/NVA@REAOYVORAT 7 I RTHRW) 2HAT 5.

@ e

1. BADIET VY RAEHARSAY - UIXY

F—3av

Wik Tl £ 58 M 22 ME A 3 IEE (GPA) I2 & %
ANCA BN £05% . GPAIZBWTIZATH
A FHITIIFHRARTH S Z L IZBELRIZHHS
MATHY, 1970 FR L VEIBEREAT O A FHEL D
7 URAT7 7 3 FOBFHFREDEEREN 2 TG HR &
LCHWSNTEZ. GPA #Eva72 ANCA BE#E Il
BT ROBENE LCTlE, 1996 412 Nachman 575, 5H
MERIN L 5N 98 (MPA) & B30 B (R M 5%
BRI L oF 107 BloHim & O a3k — b & AnT,
BIBREATOA FEEMERBEREATTA
o ruRAT7 7 I MRS LI CHs L
TWwWaY, MEREIC BT 5 SR, HMEET
56% 2 L CHEHBET 85% & A EIZEWV 2 L AUR
XN FFBRERICBWT O BMBEEICH LT
HETIZ03LBERETH 7. & 512 Hogan 51
FLakr—bF2HWT, RITREAT A FEEH
FECHL Ty 27 akRA 77 3 BRIV T AR
THRIPWET LI EEHE LTV 5 (BEHEETIEE
D018 f5)2.

ZHLTEFyADY &, KDIGO, ¥ (BSR/
BHPR 2007 4£6), kN (EULAR), #—ANF )7
(CARDOWIFNDOHA KT A4 v - ) TRV T—
TavilBwTh, ERREEAREE L CRIBREA
THAFEIIMAZTREOY 27278 R8A7 73 F(Q2

mg/kg/H) F2E3EHEL 70K AT7 7 I K28V A
i IVCY (156 mg/kg % 2~3 38 &) Off A HESE
anad,

Z D% 2010 4E 12 ANCA BIEIME 223t LT, v
VE T T YNGR ICH W 2 0 0K S ER
(RAVE 382, RITUXVAS 3ERY) O Biih 55 S
N, ET72F0BOBHRAEY 2o b@Esn, VY
F IR THMINEEOZERL ISz 515 L9 12
72572, BSR/BHPR #' 4 FJ 4 > (2014 s i)
2 EULAR/ERA-EDTA V) I X ¥ F—3 3 » (2016
FEYGERD Y TIE, ANCA B E I 4885 0 B s A
kL LT, YA RAT77IREYYEFTITO
WINDERIBTREATOA FIZBHT2 2 & %23
BLTCWDE, 72370k A77 3 FOFKGIIF
L RWEE R, B I2BWTiE, Vydo~
TraERTHREEL TS,

B, RO 7aRsA 773 FEIVCY ZIbEL
72 4 D DERIRRERD X ¥ T IZ BT, TVCY DI
3 A%, FMEREA D 7 A3 (RR 053, 95%CT 0.36-
0.77 : p=0.0009), F I %\ (RR 1.79, 95%CI
1.11-287 : p=002) Z & i ST A", BSR-
BHPR %' 1 5 1 » (2014 4£ETh) Tid, IVCY @
ZH) 2R 70k A7 7 3 F &) [JinEkigd»4
BWZE X )EGg) A7 LA AR D B &
LC, IVCY ARG 2 S8R, LItk 3 k)
TOHGZHREL T 5.

2. PHAEDRREAA RSAY
HHENZ BV TULEGIE OB ER LI TR m=
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Z &5, 2002 41T E 72 RPGN OB #faét &
v, ANCA B8 RPGN (ZxF LT, REBGE O
IRERERE, 4, BMTOF I L) REIHIEEO b
H % BIRT BIGE T NV T X ADMER S 729, B
IREREE DS < (Grade M F 7213 IV) 2 70 ik AR
DIEENEZ T, WEERE LTI 70kRA 77
I RS A E RSN Z L TERDSL
DEHTIE, FFIEATOA FEMREZITV, Z
T O EBIERES T 24121, BFoey
REEABR L) AT, Y7052 773 FOBEN
AR A Z LRSI N, BB RAZoOT VT
) XL TR D e SN2 2 2T, BRI T
1212, EGTROWEIME LN LS, ETHE
% RPGN Rt & 0 &EH 7 v 7 — Mk R T
b ), 2011 FEOBFEFRE OUERR T 2002 £ D
WET VT X LHIRITF E Y L L
Ty — MRATIE, BPRICEAL T, vy uk
2773 FOEGIZEhESNSL 2 & (HR 0683,
95%CI 0474-0.986, p=0042) HVRENY. Tz
VTR 2013 EUE R Tk, TRIIIARE IR
BEATOA FEMTHBESINTZBEFIIBNTY,
IR E AT O A RASRETTRE L 2 ) I REEMED
a0 M= VENEEE Ty 7 URAT 7 2 FEBI
THI L, BFROBELSIIMEIHET S0
LEZLNL] EENT

AL R4 TH, INETOSHIEH DGR
TIT) XL EMALDD, [HEMRERETIE, -
FREEICZZHOT, TR L ETHET ~
7% PGB LERET 5] 2R, Al
BDEHMENDBFEICH L TEIVCYGRO Y >
OARA77IFTHIV)OFHEREFTTLZ L%
332, VX2 TIIonTIE, bAE Il
MM 4B S A PR FZEHE ] 12 £ D RICRAV i
Bt S, GPA Z L& L7866 - 5 7
HITOMAREIREY SN TV B, ENTO
ANCA B# RPGN 12359 % 1) Y ¥ 2% T OHF R,
REVIZET 57— 3T ZATHTH L. Bl
TWY 70K 77 3 FOHFGHES 20EE (R
i, YY), BIEREAT UL R+ 7 0KRAT 7
I FIRHEICEIUEEZ R THA, AIBEREEAT A
F+270kRA7 7 3 FIEREICHRT 2565120

=1 FinEBHEBECKS IVCY HEHE

Ja. ;& Cr ;& Cr
"’ 3.4 mg/dL &% | 3.4~5.7 mg/dL
60 A 15 mg/kg/El | 12.5 mg/kg/[H
O ETORELT | 12.5 mg/kg/[l | 10 mg/kg/[E]
71 Ll E 10 mg/kg/El | 7.5 mg/kg/[a]
(&R e) KVYBIA)
VERITOMH 2 HELET 5.

3. VJ0RARAT 7 Z RIESEDHREE

P ukAT7 7 I R CR#E =T 5205, £
O IE R O R AP HERER 3R 50% & i ST
WaY BEEOKTICEY S 70k 2 773 PO
VT I VAT T 4720, IVCY B OO
JURA77 I FOFEGEITEHEEICLVRESTS
VBN L, &2 7aKRA 77 I FEGORE
&, MERRAN IR L CRRICEE 2T 5. IVCY B
OO Z70KRA7 73 FOBRGEFEIZONT
LITIZRT.
> A.IVCY

IVCY 4 HdH B WIdHIH Iz ilE L HEs
TS L. AER, BRI 2EFEERTIOR
T EEOBREK TOREMEAFICBNTY,
IVCY 5.8 % 20~30% & 5 2 & 12 & V) ) 7%
AUC L 22 Z e HEEN TV D, F@ENHEIT
BBEIEEICL DY 70k A7 7 3 FOBRFEEND
7o, Y UuKRAT 7 I FEG 128 ML SR %
WETBHZENET L. —F, ENMETEALT3 )
AU EfEE L 72ER TIXBEREORIES TN TH 5
72%, KDIGO {4 K94 > Tld¥y7akxA 77 3
R OG- HEAEE S TV BY.

&5 ZMERED IVCY D4 H b B\ IEHTH I FERR
3%, IVCY KifTRI I FIER 4,000/ 1L A, Bk
2000/ uL Kiili TH A2, IVCY Z2EH L, &
FIMEREL A MERE L C, FImER 4000/ 0L BLE T2
T ER 2,000/ (L BL 2 % 5 725 25% & L C B
5. ZOBICHMIKRY, FHEkEd %2 &7z L7
a2k, MMk HECHET 4. RO IVCY 10
H#EH 5 WD IVCY £ TOMICIMERE MRS 5.
F 12k nadir 3,000/ (L A:iif§, #FH ¥k nadir 1,500/ 1L
K OB 21E, ko IVCY BRI O FImEREL 4,000/



V. g &

pL LB T8 hER 2000/ L LLETH > TH LT
W) ICHEEZT 5.

O IMEK nadir 1,000~2,000/uL & % W i3 Bk
500~1,000/uL Ti, HilAED 40%HET 5.

@M Bk nadir 2,000~3,000/uL & % I35 ER
1,000~1,500/ L Ti&, AiElED 20% =T 5.
BSR/BHPR %' 14 K 4 > (2014 £LETH) THO4E
i & BHRAEIC X B IVCY O BT AR, REY
720 oG sk S, WE, o 36N 28
Mk, DL 3HEAMBTHRET550L LTnA.
DAEDOERET VT XL TlE, REERFEL2) O
BHaENREES N, 17 HO%RGHMBTH S rIcH
BT 5.

P B.BOYIJOKRTI 7R

LLRT o BSR/BHPR #' A K5 4 > (2007 4ER) Y T
&, BEEEAL LTROY 270K 277 2 F2mg/
kg/H &AL 3 7 Afkfi 3% 2 LS EE S T

1 . REES{FE (SLE)RPGN

A, PR ERIRAE & B S 720, AR 60 DL 1
25%, 75D I 50% METRETH L. MERED
A RO 1A Ri3EHE, 27 HABE 3 7AHEIX
2HMTE, ToRIFBEHIE”S S, HIMEk 4,000/
(L A, G ER 2,000/ L A2 L7z A3
Iy 7uaiRA77 3 FE—Kaichibd s, [Ek
BAEE L2645 b 1 HR S8 % 25 mg E
LCHBEL, 20k 4BAMIEEREST L. EELR
HIMERR A, A BRI A (B 1Ek 1,000/ 1L A, &
HEk 500/ UL Fii) & B W IEEET B [ IEkEA, 1T
HERIR A (FIER 4,000/ 1L A, 37 ER 2,000/ 1L
WAS2 AL E) %2 X 72 LA 130y 7 ask
A7 7 FaedikL, HImMEREEEZIC 50 mg/H
THM LT, HMERBDSTFEHPNTHILUEL, 18
Ml IcHERE CHET S, AIMEK 6,000/ uL £
il T O LRI LT 2,000/ 0l BLERT L2354
\21E 25% S 5.

RERICTHAREBPEEEREZ VO ERKNIC RPGN 223 I —T7ABRICHEWVTIE, &
BREATOA NICRENFHZE(C/7ORAT77IRHZWNNEITT7 I/ —IBE7 I FIV) ZHALE
VEERIHREND. BICERL RPGNICEAL T, BADIET Y APHOHBETDINETOME

R &KV, IVCOY DIRENZIBREEZS.

1 IW—TRABERE RPGN

V=T AFRD ) LERRO SR RELZ RSO
&, F & L ChREkEo2MEREMMELE Lo E Y ISN/
RPS HHOINE (N F AL — T AER) TH D, I
(CIVEITAE A IR B IR DS L T H L5
4. RPGN O#%# % 72 &% . HHE D RPGN fEHH
T, V=T AERKIEIRPGN @ 37% % HH T
%. WE® Chen 51, 2003~2013 4EIZH X AET
B R AT L2V — 7 AR 2833 61 9 B, 101
Bl (36%)NSRPGN # 2L TEBY, FANV(xV)H

1,300 B2 FR 5 & 931 (7.2%) HSRPGN T - 72 & #
HLTWaY,
2. 0RAT7IRODBAHIET VR

1970 AR & 0BG Y — T A K2 hL & L7
HEEV— T AR T AL 70K AT77 I KD
BRI R R T I SCDES i Sz, 1986 4RIk
][] 37 fi A R RT (NTH) @ Austin S1%, &0 7L K
=v'r, CY(IVCY, #&I), 7HF+7T) r&2H»
72T a3 — VD RCT 285 L7210, KRER
Tk, BO7L F= BB & L, IVCY #f
ABCTHBEICETFROUED A SNz, NIH 7V —
TIEEBIZIVCY OFREORETT % 720 OB D
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RCT zA7\v>, IVCY (ZHFHEIE IV — 7 A EF R DAY
HEE LCoMM RRE L7, LA L, NIH At
£ % IVCY TlE CY O#HEG-EHZE { 72 1) JHHRARREA
R R ENPBREINS. INEHED CY TD
B E e 5 729, Euro-Lupus Nephritis
Trial 28547 2 1, 2002 412 Houssiau 5 12 & b #Hif
sz ARBRIEE R IVCY (05 g¢/m% 6 7 H
MG, D3 A ez 2k s) K
®IVCY (05g/H, 2B Z & 123 7 Al#ESG (5H6
M) ® 285372 RCT TH Y, WM TEMERE
L OFHIRFICE 2 D T o 72, 2010 1A BR D
EHFHROEREPBRESNLY, BRHAELEHE
IVCY TEMEB L EGTRICEEZRD Lo
7»:12).
3. 237 x/—IVEEE T = FIL(MMF) D%

IEFVR

2000 4£ 12 Chan 5 1%, WHO %338 IV Bl o> i 8 4
V=T AEgEMNGEE LT, MMF &0 7 0k
AT 73 RCEER, 7HF4 7)) VICEE)ORCT
ATV, 1EMOBEICBWTHETREH, Bk
BE, EMERICEAROT, BYYE, EAK HER
EOEIEHIZ MMF BTA W2 & 2l LY.
ZOH220 N EBSILEIHEKRAKRE LT
ALMS sERHSFE R S 721, ARHER 1L ISN/RPS 45
MM, V, VEOL— 7 ABKEx %12, MMF #
Q1g/HLYEL, BE3g/H. BIEHOH 5356
132 g/H FTHEN)185 44 & NIH Ko IVCY #f
(y70akA77 3 K05~1g/m*%HHE6 1l 5
BiE)185 %4 T RCT AT S M7z, 6 7 HIZDZRED)
213 MMF % 562%, IVCY #:53.0%TH 0, 44
DHWTH A MMF OBEBEII RSN 2h o7z
2010 4E®» Kamanamool 5 25T o 72 X 7 AT I B
Td, MMF &2 27 0k A7 7 3 FIZEREARL
BAEDFERDFETH S Z L HTRENT VB Y,
7% BIIL, MMF & % 7 1) A 2O (< v
F & =2y MEF)IZLY, IVCY % EH 2 BT,
HE D% iR RCT THG SEH S Tw
59 KRBREIMA, VA, VEOEENE LN BE
3624 %R HRICLZZRCT TH Y, FELY RS~
FCH 5 24 BRDOEEEHRIZBNT, VT ¥ —
y MEEHDIVCY BEICHRTAEZICENR TV

(45.9% vs 256%, p<0.001). HFEIIBIDFFEHTT D,
RPGN #2422 L VWNEIZBWT, LT
Z =y NEENIVCY BEL D BN & OFEREITR
ENTWAH. LA L RPGN 721) % /R L 72f#HT 1
BENTBLT, SHROMEAPLETH 5.
4. BHNDHARSAY - UAXIFT—=V3 Y
2012 4R 1K EN) 7~ F 42 (ACR), BN o~
T 5 /RO B i 7 A #2485 s (EULAR/ERA-
EDTA), KDIGO &), ZNEFTOILET Y A% b
LI, HRWTLN OBENA 42 - ) aRXy
F—YarpEEEnN. wFhosA4 Fo4
Ye)aXyF—va ilBWTHMAE VEOF
BV - T AR LTIy 7u0kAT7 73R
(FIZIVCY) H B\ id MMF 78 030l 35 o 45 — 52
RIEE LTSI TS, KDIGO DH A K54
UTIEFEOIR, VALK LT, ONIH G
?DIVCY (05~1 g/m*/ H, 6[6), @Euro-Lupus Ji
XD IVCY(AVCY 05 g/23, 611), @O 71
RA77 3 F(10~15mg/kg/H, #5150 mg/H
FC 2~47H), ©DMMF (3 g/H F T) gz s
Twh. L2 L RPGN % & OEAERNIZR L T,
NIH XTI RCT THHMEEARTZET ¥ ADdH
% DIZxt LT, Euro-Lupus F3 12 & 5 IVCY ®
MMF OV F Y AE+5TldawnweE LTwa,
EULAR/ERA-EDTA DY I X ¥ F—3 3 9T
&, MR, VAELZH LT MMF(EZ 3 g/H) 7212
Euro-Lupus /73 ®D IVCY #HEdE L TS, Fi4
AERF (B ERERT, £ ofiat): Rk
LT 4T A R B H LA, L)EHE
IVCY(0.75~1 g/m*/H, 6 7 A) T3> 70
RA7 73 F@2~25mg/kg/H, 37 H)%#@HLT
LIwELTns.
5. DAEDIRREERT A RS A TOHELE
CNHDWNDOIE T ARTA R4 5,
FRELFT RS T AR R EEIEPEIR 2 & ARV R R 1Y
IZRPGN # 242 )V — 7 ABFRIZB VT, RBIEL
BAT7uA FIZRENHIZE(C 70k 2 77 I ME
72\ MMF) % BE 0 L 7200 2 HE3E 3 4. 4FICE
¥7: RPGN 2B L T, YO 7 v AR bH3E
TOINF TOMARREL Y, IVCY AHEHER 72 iH
WLEZD.



V. g &

7B MMF 2B LT, EINTOIL — 7T ABRITK
4% MMF Ofii I ERERA TS AT S, AHH
XD 2015 IV — T AP DR E H A3
LNTwab. MMF OffHEIZE LT, MMF ©OZ%&
MR ICH 720 s Nz [V— T ABRICHT S
337/ = VERET 2 FIVERICET A AT — b

2. #1 GBM #1{484 RPGN

AU M WICHHRBMENTVDA, EEOEREH
# CRERRIE B <25 mL/%3/1.73 m?) TIE I i
WEL BB ENDHHDOT, 1A% GEIZLgE
T H2HE) OFHA»#RESINTEY, RPGN B
TREFEEVPLETH .

1 GBM #1142 RPGN (IR 6 EH 4L RPGN ORE EXN TS, KERBOIEAERE U TRz
A (A7 OA RNV AFRE+ RREAFIE) EMRRBFEOHBBEERUNETS. Z0D5, RE
HZEICEALTIE, BORBREATOA REOQOATIEHRDPA+DRVLIZEIBRERAT O NERES
BOFBEHRAES TIZRBMHERECCI7ORKAT7I K 1~2 mg/kg/B) DHADPHRIND. 7/

, BREETHICHLTIE, REEDBRELZVUIEREEZRITIUEDHS.

@ 3

$iL GBM $ufA% RPGN 1, FFICBEFHRIARTH
57:0, ZLOMETEIBOMERLEATTAF
O ruRA 77 I B X OISR O
L 72EREM b C\w 5. 2001 4512 Hammersmith
Hospital ® Levy 525, T GBM ¥ 85 5l 25 4|2
b7z b BEHFHRIRE SN TWEY. 209 57161
BEEO7L F=vuor (1 mg/ke/Hd 51T 60
mg/H), Y70k A77 3 N(2~3mgkg/H, 55
Ll 3 e, 2~3 7 A ) B & O (50
mL/kg/Al, fx K 4L/, 14 HH) % B3 2 G5
ThbNTWD. FEREICE D, IRBIER O I Cr
<57 mg/dL T > 72 191D 1 8B L Ok AF
FIIK 4 95%, 100%TH ) RHFHRLBIFTH S
ZEDRENTWS, —F, E Cr=57mg/dL T
Ho7213FID 1EE B L OEREFRITR % 82%,
83%, {GIEFHIAREIZ ENTRE 2 LEEE L7239 Bl 1
FEB L OEEAARIZE 4 8%, 66% TH D iHHE
FIGRE OB L 0 BV RB L OEa T RIVEL
TLILEARENT VD,

S HIZ 2011 4RI IE Cul B8, HEO B —Hiaz |l s

\F B 5L GBM i D 2 5 [ % BT IE % i L 7220
X HRIE, 1998~2008 4E F TIZSHE L 72 Pt GBM IR
21 NTh by, HEEL LT, ORIEREATOA
FEEHMIGHE, QRIFREATOA FE+ 7 ask
277 3F, QRITREATOA FE+T 7 0KA
77 3 N+ ML TE PR L a7
BEME L7z, 2O TRIBREATOA FER
Y ak A7 7 3 FICZ CHUERH 1T iR
BIIEFHRBLOEGTFREIGE L (B2
F 5N — R 060(95%CI 0.37-096), p=0032.
TEARIEIZ X9 % N — R 0.31(95%CI 0.15-0.63),
p=0001). 7z, RIBKEAT O A FEEMEHRI
LTy Z7akxz7 73 FoOBIMIAEGTEZLE
L7z UEMAFEIZ3HS 2 35— R 0.43(95%CI 0.21-
090), p=0024). —F, ¥ Z7aKRA77 I FOBE
FEIBREAT O FREEMGEICIL L T PR
LELARP o7 (N — FH092(95%CI 0.56-
149), p=073].
PDibkoxres v A6, $it GBM HifA# RPGN O
WENER & L CRIEIHERIIEGTFREYEET A1
REMED S 2 7200, BHRRE R BHEE L 72 S 2 oo B
HEZET L. —FH CTEREREOMET L 72RERIC
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BWTE, BHRENUETIHAEVRL 25720,
R 72 SRR E 2 1709, BRAFRYTGRHE TR
TALELDH L.

@ EMERZR

731X PubMed (¥ —"7— F : ANCA, renal vas-
culitis, GBM, lupus nephritis, systemic lupus
eryhtematosus, immunosuppressive therapy,
Immunosuppressive treatment, clinical trial,
meta-analysis) T, 2016 4E2 A ¥ CamME L7z %
72, ZNLROEZECE S LEIIG U TR L 7.

@ =E(CUIETRER
a. Pauci-immune focal and segmental necrotizing glomerulo-

nephritis in KDIGO Clinical Practice Guideline for Glomeru-
lonephritis. Kidney Int 2012 ; Suppl 2. 233-9.
Lapraik C, et al. Rheumatology 2007 ; 46 : 1615-6.
Mukhtyar C, et al. Ann Rheum Dis 2009 ; 68 : 310-7.
Menahem S, et al. Nephrology 2008 ; 13 Suppl 2 : S24-36.
Ntatsaki E, et al. Rheumatology 2014 ; 53 : 2306-9.
Yates M, et al. Ann Rheum Dis 2016 ; 75 : 1583-94.
DTSRI KSR EHME A M ZE B &, H
2002 ; 44 : 55-82.
h. ZEEFT PSR BRI

2011 ; 53 : 509-55.
L BEAMEIMAE RICBI S 2 AT, BT RIS %

FZEFAAsHE, ANCA B OB A KT 4 » (2014 4F

® -0 0 T

lﬂ%

Eags

TR AR ZR S H

ANE
=~

JHE
B

AL

CQ 1l

YETHD), 2014
j. Hahn BH, et al. Arthritis Care Res 2012 ; 64 : 797-808.

k. Bertsias GK, et al. Ann Rheum Dis 2012 ; 71 : 1771-82.

1. Lupus nephritis in KDIGO Clinical Practice Guideline for
Glomerulonephritis. Kidney Int 2012 ; Suppl 2. 221-32.

m. JEAGHERAR e E A A - HEE R B SR BRI SR (0
i [iﬁ,ﬁﬂﬁﬁﬁn$¥> H O o BB 2 B AT 7R E.
V=T AGFRINTAHIa T ) —VEEE T = F VI
135?'627‘—})‘/1\( —Hhi) 2015.

@ 51N

Nachman PH, et al. ] Am Soc Nephrol 1996 ; 7 : 33-9.
Hogan SL, et al. ] Am Soc Nephrol 1996 ; 7 : 23-32.
Stone JH, et al. N Engl ] Med 2010 ; 363 : 221-32.
Jones RB, et al. N Engl ] Med 2010 ; 363 : 211-20.
Geetha D, et al. ] Am Soc Nephrol 2015 ; 26 : 976-85.
Jones RB, et al. Ann Rheum Dis 2015 ; 74 : 1178-82.
Walters GD, et al. BMC Nephrol 2010 ; 11 : 12.
Nagafuchi H, et al. Mod Rheumatol 2015 ; 25 : 603-8.
Chen S, et al. Rheumatol Int 35 : 709-17, 2015.

Austin HA, et al. N Engl ] Med 1986 ; 314 : 614-9.

. Houssiau FA, et al. Arthritis Rheum 2002 ; 46 : 2121-31.
Houssiau FA, et al. Ann Rheum Dis 2010 ; 69 : 61-4.
Chan TM, et al. N Engl ] Med 2000 ; 343 : 1156-62.
Appel GB, et al. ] Am Soc Nephrol 2009 ; 20 : 1103-12.
Kamanamool N, et al. Medicine 2010 ; 89 : 227-35.

Liu Z, et al. Ann Intern Med 2015 ; 162 : 18-26.
Yasuda S, et al. Mod Rheumatol 2015 ; 25 : 854-7.
Hara R, et al. Mod Rheumatol 2015 ; 25 : 858-64.
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ANCA B8iE RPGN [CJO0/KRRAIT 7= RZEIES5IDIHE, EOL

BTN E B SN BIEETRB IO ER HIREKET BH?
ANCA B RPGN IV OKRAT 7 X N5 25A

, RACEETEMETR

BELUERTREAET DD, REUEOBERDOFITOREZRETS.

HHED ANCA B:E RPGN DR ICH VT, BREIRIFORAKEERE (Grade), Fin, B
HITOREICKY, 4BICHBELTEREDREINTVS. EOLEHNT, Grade I RLIZTEHDEBEIC
BOWTRIBREAT O FEEWMAR CTRBESMED R SHEP, 70 MKl C GradeM E7zlEV

HOBETIIROS/7OKRIAT 7 X F(CY)(25~100 mg/BH) £zl I/ OKRAT 7

I FREFIRE

R(IVCY) (250~750 mg/m?/B/R) %89 5. ANCABERPGN I CY 21259 2154, BROL
I CRINGBMEPEEEROEEICEZRDD D, BREFESLUESTFRICIKEEZROLRL.
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MEROMPER L LT, 1970 £ 5 0 BB R Y
AT0aA FEEL CY OBOf LA 7 W) G %
ELTHWwWOHNTE ., £ DERRIIZEICTCY ©
HHIEDTRENRTWE—HT, CY DEIMERICX 5
FEGGIELMEE 2o TWwh. 202 CY D
PG5 h, i GmR G MBI 2 E b 1Th
NTE BIOCY & IVCY ORI L Tid, &
NET42ODRCT HEERTWBIY,

2009 4£12 EUVAS 75, ANCA B9 Im%E &8
14925t & L72T v & 2L s S 1L
TwaY, KF7eid, IVCY #: (15 mg/kg/2~3#H
&) LR CY B (2 mg/kg) [ZHRY 4300F, FEfE=S, %
fift 8 AN HET 2 WM (EZEEPMIHE ), B RE O
B, AEFR, CYREIGEICOWTHE LA 2
D9 HEMFEANTET LM, GEMGHZI 7 HHE
DERREE L OFHERIIMFETELRD Lo 7.
FokBmPOBRECHLE REHEA T
(BVAS), BIUEDPRES M CELZ RO LD -
7. BIMERFAED B E, IVCY B CHIE MK
Ao 72 [HR 041(95%CI 023-071)]). CY #&f5&
1%, IVCY # 82 g(IQR 595-1055), #I1CY # 159
g(IQR 11-225) TH Y, IVCYHTA Lo 72
(p<0001). 7L F=voryE&GEdmFETEr
RO %o 7z, 2011 FIBEE R ILE 43 O R
B ORI BNEE S he® EeaTie BT
BRI CHEEZ RO o205, FRERIIRO
CYHTHEZIZES2 > 72 (HR 0.50(95%CI 0.26-
093)7.

5122010412134 DD RCT IZBIT 5 A & T
DHEEN TV EY . ZofEE, IVCY BEIZFEOCY

RELIL T, BHEBIUAETTRIZEZRDR
Do 7z [ BIER OB RR 1.90(95%CT 0.92-
391:p=008), FABILHRDEAIE RR 0.77(95%CI
044-1.32: p=034)) THho/z. —7, IVCY #T
(&, RO CY BRI L CH BRI AME DB 72
o 72h% [(RR 053(95%CI 0.36-0.77 ; p=0.0009) J,
FRRDE o 72 [RR 1.79(95%CI 1.11-2.87 : p=
0.02)].

Do Rz#ad 5L, ANCA B:H#E RPGN (2
CY #8457 256, #1EEETHBRERAHESR
FOMBIEIEZBO LN, BRET R L UEGT
BRICITEZRD L VWEEZ NS,

@ IR

SCHK 1L PubMed (¥ — 7 — F : GBM, ANCA,
renal vasculitis, cyclophosphamide, intravenous
cyclophosphamide, clinical trial, meta—analysis) T

AR 2 R EE IR L7z

@ SEZ(CLTiRER

a. Ntatsaki E, et al. Rheumatology (Oxford) 2014 ; 53 : 2306-9.

b. Yates M, et al. Ann Rheum Dis. 2016 ; pii : annrheumdis-
2016-209133. doi : 10.1136.

c. KDIGO Clinical Practice Guideline for Glomerulonephritis.
Kidney Int 2012 ; Suppl 2 : 233-42.

d BT AR E AR HEIRSHMER G MR B S, HE&EE
2011 ; 53 : 509-55.

@ 5|
1. de Groot K, et al. Ann Intern Med 2009 ; 150 : 670-80.
2. Adu D, et al. QJM 1997 ; 90 : 401-9.
3. Guillevin L, et al. Arthritis Rheum 1997 ; 40 : 2187-98.
4. Haubitz M, et al. Arthritis Rheum 1998 ; 41 : 1835-44.
5. Harper L, et al. Ann Rheum Dis 2012 ; 71 : 955-960.
6. Walters GD, et al. BMC Nephrol 2010 ; 11 : 12.

57

CERRY N

DO N T i




58

TETYVRICED S EE THENAEREE RPGN) 24 RS> 2017

SZERBHENT I ERTR RPGN (O3 U CRE NIRRT AR E i L

Ui PR ZLES DicHICHIEINDH?

LUEHBIT AU EL ANCA BE RPGN TR EEIMHIREILETES SOEHTE
EREIEBD, BRTS.
LHRERPBERIL— T ABR CHEEMFHEEIEFEELOESTRENE
SEBED, BRTS.

TEZIVEPE) i GBM HifkE RPGN TR EilslEE a7 L CHBFROREERAD RS
BDZNED, REMFREISTLHHRELARL. ££L, MDA CIRESFROREEIF
TEBHREMEIEEERET 5.

ANCA B8Z RPGN THELBEEZEZH# 554 IC1E, EULAR(the European League Against
Rheumatism) i KA VICEWTIEHBEIBREATOA REESIVORAT 73 N, MPRBEEED
WRIN TS, ZHEENZET S RPGN THoTH, FICBERICEVWTEERKAEDEIEHR
ENTOWBBARICIEBFREZRESES. LHALEDS, RRIFIEAIERRELHRETIBREDS
£5720, SHEBPEGREDPTRLEBETIIESTFREBIILIERESGH VIESICKRET T I2HE
PHB.

W—TABRICHE VT, ACR(American College of Rheumatology) i1 KZ4 > TIEM/NE D
BREAEEIRBEEATOA N/NIVAESE, BRIV 0OKRAT7 73 R/NIVAS L L IE MMF H
BEREER>TWS. BNZETRIN—TABRICEVWTHEERREICKY 6 HARIC 59.3%H&E
MEVEERREL, EFCRIF111%TH2EEVWDBREEHD. RERMFFEICKY BHRERENSED S
P, BERZEDEIEHNZVBEICIEEEDI#H L < LDED, BERPEII—CHUZITOIENEE
Lu.

1 GBM #ifA% RPGN Tl&, ZMESEHPUERSZE ICIIRBRIFIEEZT > CHBHKEDORED
RIABHBWZ EMNLZL. EOEHERELGEREZHEIBEICIE, £HTFREREZT SHLHEEMFH

BEDREIND.

¢ == - 8m

TR T CTIZEN 2 ET 5 &9 RBEAEOMEST
L7z RPGN D54, FHA%E B B HEEAS [AI1E
TAHMERITT L, SRERHIREIC L 250D A
IS 720, REMHIERLEO XY v b - T A
N2 EZ ERIRATIVED D L. — IR
ML, BHEEOEILA Y — FOSEVERF B EMR
2BV TEHEALIFHE D 2 W AEB] T B RE AT
VECTH LW HEMED D 5705, ERRREARHTH > 72

0 IRFEIER 7 W2 B IREEDR B O 72 O B AR
JEAT T & % \WBI TSR BN O SUGHE 2 51 L
AL D 5.

Z ZCl3 ANCA B3 RPGN, IV — 7 AERIZ L
% RPGN, $T GBM A%l RPGN (2B 1) 5 Gz i)
HEEDREIFIZOWTHEST 5.
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1. ANCA 88 RPGN

European Vasculitis Study Group (EUVAS) 12 X
AHHA KT 4 2 TldCr 566 mg/dL YL EOEAE®
I a, EERICHESK, BIBREATOA R
Ly r7ORAT7 7 IF, &5ICMBERHIHREZ 1T
AT ENHIEEN TV LY, CORSOMRE LT,
Jayne HiE, T &) LEEEEEZ ) EFNI T
LT3 HBIAERLENTN 22T T wEEG %M
R7zLZhH, BIBEEREEATOA NE KOV 70k
A7 7 32 FEFRCS5mg/kg/H), A704 K3V A
BEET- BT 49%, BIEREATO A R
IO 7 akA7 7 3 M (25 mg/kg/H), 1%
THIRE AT 12 BET69% Th o 72 L L, 1A
LR FEO BB DT ) DB EED [ME A BIF T
Holz LHE LTS (MEPEXHIZ) Y. Lee 5138
FER R E A fE ) ANCA B I %% 155 61 (5 T E
87% TENTHRIEN L) % B HIICHRET L, 87%
Ty 7 ukA77 I FHEEMTbLTEY, Y70
RAT7 7 I FRGELIEKELY 70K 7 73 Nk
WARERLIE) 24 7 A% Tk, HETH%R
(BFPH+AEaTHR) EDICRIFTHL ERELTY
%2, %72, Pepper 5|3 UIEEN % 59 5 B S
BEE 2k ANCA BIEINE JIZ BT, Rk
PrURAT 7 3 ROV AL GEERIZIG U C 75~
125 mg/kg) &, RIBREAT O A FIE, MHEscHE
ERMATL 37 ARRISEN 2 SR L T zdl &%
PRI E T A 634% Td o 72% . 1ERITEL LB
O HERE LIS 7ERNE 65% TH D, T ORI
I URAT 7 I NIGELD QBRI 7 0k A
77 3 FIBEDIZ) DS L EBROEMTER, BFHES
B THLUREEEZRTEDTH 7.
EELEEEZEH ANCA BEIMERICB VT,
IR BB EE DS IE S 2 0 &) 22 % Tl 5 B
BT % 7285053 5. MEPEX WF2E0 4 7'
MClE, 1FEROERIELY FHTL2HRT L LTl
Ko Crfl, 1EHRERMEEL, Fis, S4B L0EN
DOIRAMEMERE R BT, 1 EBROBNBERIZO W
TIRIEEABREEEH T T B, —FTLlee
\&, eGFR 10 mL/43/1.73 m*Kiifi iro 18 ML RR 22

FBHEMEOEEREEFN TSR, 14% L) %< Dk
BICEEREREO TSN H L 2 L2 FHIL T
52,

DBOENZBIT 5 ANCA BE RPGN 2B 1T % {HH#
feetcid, MEATVERBEE 2B 3 2 AR 7E L St
THERSFEOFAIZ L ) RPGN OB TIEKE D
FIB0%IZEGIETH o 72728, [A—DIRAETH o T
b s R BT RS TR X 2RI
DG E L B 720, HRNEZ —B550 5 2
o TWD. FD70, BREFICENZ2ET 5
WA, YrakAT7 7 I FiEEIITDRWIEE
HeroTwaY LaL, BHEESTHMPO-
ANCA B I 4 89 Bl b ASE D 2 HHRAYATFE T
&, ¥ 78RR 7 7 I FMBRIIEGTFREIGESE
% LR_Twa (HR 0.20(95%CI 0.048-0.84 : p=
003)). BFHRICE LT, 5BIAENEER L 72 & 3
ENTWDEY, HEENFICELTEER LTV
\/36).

I 7xbH, ANCA B RPGN I2BWTIE, #hr
BT S B 22 IRBE T d o T b R ICIEH R Bk k78
o TV DA I ERAED IE S 2 "B D 5
728, SEINERE SR SN L DS, RYYE % BF
TLWERMELE T L2720, BT RENRE
EBI CIXEE MG 2 LED D 5.

2. L= ABRICL S RPGN

V=T AERIZBWTRPGN # & 260 %
I, EHRERIRD 50% VL EITIRZEARBD SN A
PV — 7 AB S EMIEN S ISN/RPS I BT 5
NHTd b, 201247 A1) Y 7~ F%#4(ACR)
MORENTGETA T4 TlE, II/VEOE
ffE A A 70 A4 F(GC 7%V A, GC 0.5~1.0
mg/kg/H)IZMZ, #7087 7 3 B8
v A (I & 500 mg/2 38, 5 H & 500~1,000
mg/m? BSA/H) b L < 1Z MMF (2~3 g/ H ) A&
HREZSTVDY. FER LD EEIRM Y 2 0k A
77 3 ROV AFREDIEEGHR Th o 7205, EAHE
RETHRRREEE DO 2> & X V) L4 ]
AR 5N T & 72, Kamanamool 512 K 5 X ¥ fif
BrCid, A704 FEERFREIC B 2 EEIRG S 7
ORAT7 7 I NipELEOREGBRICBWT, MMF
BEHBECIIE MRS A SRR EGYE % 5O -mEHIC B
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W C RIS b2

Liang 5 3 EM 2 BT 2 8MBEEL XL
W= T AR B EAMEIF L 25,
BIEREATOAL R, Y7 0fRRA7 73 FEEIZT
R AL & BAT L 72AE R, 6 4 H 1R IS EATHER
L 728413 59.3%, JETHIZ111% ThHh -7, EH
HORBIRB Y 70K A7 7 3 PRI BRI
End bR A 4R L7z, BREEO I & MR
LIRNT R L7z 2n, HRAY), BAE05
FE2 O GEE COMB RV &, =a— R A
ANEAE L TwDH 2 L, &P IER, BEHREORIE
AERFTHo7z. BREEONELIREL, W%k
REMHIEE T 2561208, B LREORE
AT A Z EAEETH Y, BEMDTRE 2 ER]
T UL chronicity index z, BAEMMDBNETHI
TEEROAELZATBLLENH 5.
W—TABERIZBT HENFELEIZIONT
EULAR/ERA-EDTA 54 K54 » CREREEN T
FEERGHED ) A7 BT 2 (T A LX)
2), MEHENTIZBVTEP) Y IREPURRGEE Tl
7Ty R7 7 ADMtE N7 7D T I Enb
NTWA(ZETYALN)L3).

3. i GBM #i{4EY RPGN

Hind 5%, ZWEEENTALE 7% RPGN 48 iz
WCHEIBEREATOA F, Y Z70fRkZX773IF, 7
FF AT Ve EOGIEIGIE D & A &
TV, BB X UEGTHREHRLY. 2o, it
GBM #LA% RPGN Tl & BB HEA X IE L 2 225
72o\Zxt L, Bt GBM HifkkatE RPGN (WG, PN, i

B a—i2

FEMERER) T 63% CTEMAN LB L TWwWiz. 20
RS, B GBM HifAR RPGN ¥4, X b Hill

R & RERAERGSEE TH 5 LT T 5.

Levy 51380 GBM 5D B E 71 % £ 5 0] X 12 fiF
ML, ZWREOER LB TREFT HEIETE
Bl MEE g, BIEREATOA N4, v 70
RAT7 7 I FEEZ T LTz, GEMGR O Cr
5.7 mg/dL i O#EIL 1 FAAFEE100%, B F1%95%
ThY, HEMGRKO Cr 5.7 mg/dL LLETH - T
DELEMEBEL Do TO 1 FEHOAELFHD
83%, BHEHGE U THo12DIK L, BEaENE
HLHTO I FEROEFTRIZ65%, BAFRI

8% L BEBEME2ET LHTOTTFRIZEDLDOTAH
BTho7210,

COLIICBWRPLENZET 2 L) a1
(&, SREIIHISE 2 L C D B AR o [l 413 N T
Y, BFHBIMEHFILINIIE A ) v MiEddhuvin
I#E27)7bH 5. Flores HIXZIRRPMER DD V) LW
e 1) SEAT % B L 7250 GBM 9 Lk L IS vs
ATHOFTITRBEIPHFE D BEE L2 Th %0572 8
BIOFhE RIzE ZH, EBIMERRENTIC 7 - 72051
GBM ik LB AL LI & BHE DS o /2 &
WELTBYY, RIEEROARDOERT EE LT
ARy

HSENZ BT, 1999 4EPt GBM HLikfi i Asft
BRI SN THLDT ¥ — NI X 2 PRl
ATH, MFELHHROMITRIIIEZ T D L0
DI Cr 6 mg/dL LL Eo$it GBM HifA&% RPGN o
FHRIEIAROETETHE. LorL, ZOREDLEH)
TIRIEIIHEEZTb R VL) IT- 72139 2%
FRIEZIVEIICH D, FED S O A  SHE
FLRRE A VSRR T B AR - OFHEL 2SI C b
L, BREEOUEZROLGELH D20, BE
Bex iifT L CHEEIL ORI R T A I LT
LY,

@ HitRER
kL PubMed(F — 7 — K : GBM, ANCA,
SLE, lupus, renal vasculitis, dialysis, immunosup-

pressive therapy, immunosuppressive treatment)
TR A e T IR L.

@ SE([CLITRER
a. Yates M, et al. Ann Rheum Dis. 2016 ; 75 : 1583-94.
b. BEAEITIEARIREE LBHIREER AN ZE S, HERRE
2011 ; 53 : 509-55.
c. Hahn BH, et al. Arthritis Care Res 2012 ; 64 : 797-808.
d. Bertsias GK, et al. Ann Rheum Dis 2012 ; 71 : 1771-82.

@ 5| A3

1. Jayne DR, et al. ] Am Soc Nephrol 2007 ; 18 : 2180-8.

2. Lee T, et al. Clin J] Am Soc Nephrol 2014 ; 9 : 905-13.

3. Pepper RJ, et al. Clin J] Am Soc Nephrol 2013 ; 8 : 219-24.

4. de Lind van Wijngaarden RA, et al. ] Am Soc Nephrol
2006 ; 17 : 2264-74.
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. de Lind van Wijngaarden RA, et al. ] Am Soc Nephrol 8. Liang L, et al. ] Rheumatol 2004 ; 31 : 701-6.
2007 ; 18 : 2189-97. 9. Hind C, et al. Lancet 1983 ; 1(8319) : 263-5.
. Hasegawa M, et al. Mod Rheumatol 2016 ; 26 : 110-4. 10. Levy JB, et al. Ann Intern Med 2001 ; 134 : 1033-42.

. Kamanamool N, et al. Medicine (Baltimore) 2010 ; 89 : 227- 11. Flores JC, et al. Lancet 1986 ; 1(8471) : 5-8.
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ANCA BJiE RPGN (X9 2 9EakE LT, UV IY T ERIBREARATOA N
OHAE, BFEPLVEHTRENETIURESSS. 0D, BHERLREICKYBHEAERITT
ARVDEBTBABRDSHIRTTHDBE, HAVIEEREREYT ANCA BE RPGN XL, Zh%iR
ES

RPGN 2293 —7ABXDEBEAARELT, UVYFITTIR, BF b
WRERFRERETBZEDTIRIET VARV, EDICAEESRVESICEZERLTEN
(RBEALL).

# GBM#AEL RPGN (g 2 U W v T IC K2 MERAEIE, BFEbHDIEE
BFRERETBEDFARIET YV RIEEL.

ANCA B RPGN Tl&, ANCA BEmERDKEFKICECTATHS ANCA EEHES L TL
p2&&Y), BiifazRiE LIaRDPERASN, &iED 2 DDZ 2 X LMELLBEHBROBRZH LIS,
BK, BOWTODEICEVTS, EROBRICERYE, H2VEEROBRPERTERVIRELIE
BEO MPA, GPA IS LTI YF X TPERMEE ROz, BADHA KA TH, 70K
77 I RPERTERVGRICIE, VYFIITERBREAT O REOHADEIH SN TS, L
DLEDS, RKROHEE, HHPEICZVEBRREED ANCA BEER RPGN (51 MPO-ANCA %)
DEIGPEMEDLBICOVWTIIE#H L THESY, &k, BEEDIRY, REPODZL2ME, HICEME
5. BEREDORE) AJICDOVWTIZBASHTRWYD, IhE5Z2ZR L DODERICHIT Z2UEDD
%. VYERIITEEFRAICIITRBRAI U —Z2J %470, BYLRBRETHRZHELDEEDIC,
DY IR TEREPB IORERICEVTBREEZSCHEEFROERICTERT B.

REEEGHE RPGN(SLE) ICHEWT, BERAELEREEGAET KR ZNHT2EMNT B HMikk%
2=y NELEBRDPAAONTVDD, IHETOH RCT TIHMRESRICHT HBAMIFFRIN
TWRW. LEDPDT, VYFIITOFERIL, B AERIEY RN, BRA)HDVISEHERRE
DI=HIFERTERVZRICEVTOHR, BEEICERENDINETHD (OHETIHREIEER).

1 GBM #i{A% RPGN £/ 1351 GBMEICHE W T, BAOICHADEEZMEITE ) YT THHA
S5h, BNEDRENPEFELTETLS. LHPL, ThEDEHTIE, RRFICMERE X704 K,
PUORAT 7 I RBEPHAINTWVSD, VYFIITDIRDESDISHASHTHRL, RED
EIDHWRIBDICESTABIET VAR,
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¢ 5=-B0

RPGN 2/ 2 #WIHHGEHE, & 5 WISHERRE L L
T F I TO#EINEHEREZ, FLEN
ANCA Bg:#, A4 (SLE), $T GBM $ufk%l
® RPGN [2DOWTIRT 5.

@ msi

1. ANCA 8:& RPGN
> A. FIHRBRE

ANCA B NS R OFEFKICH A TH %
ANCA FEADHEG L TWwA EEZLNLZ ELY,
BN ZHER & L 72 A H 1Y, 2010 4E125%
KENT2200DF ¥ ¥ MMELERESY O H % 12
Wk, fVCThAEIZBWTD, BAREOMEDS
A5, BRI T & vy MPA, GPA JE
B, & HVITFEBIR LT v F o< 7R
REL 7o 7.

I—a vy NEHmLE L8RS ML
RITUXVAS#ERY TId, B2 &0 L 7216810 &
V ANCA B IME REBEZHED ) LAT T A RV A
FE 7 L IMAESSHR 2 RUSAS B O 44 51 % 5 5
12, )Y ¥~ 78 3361 (375 mg/m?, L 4 ) B
(IVCY 2 [m#%5-% M) &, HEkd IVCY #5958 11
BI6 A ALY 7HFF 7)) v THEFR) O T —
72NNV DRCT 17> T b, BHEBE(eGFR) 1E
) F < THNE 20 mL/4/1.73 m?%, a3 b
0 — VB 12 mL/53 /173 m> Td b, EEE
bLenzng24%), 161(9%)&FN Tz #
R, 12 7 A OEEERZE(76% vs. 82%) 1L [F]5
T, BMWEHZEHRS B EERLE LT v~
THTRRLWEIIEH S D DD (36% vs. 27%),
HERBIGED IR L HO CMEEOMICEEL RO
ol BEEERICOWTIE, BEMIZ eGFR XY
VE YT THET 2039 mL/5/1.73m?:, a3 hu—
VEET 1239 mL/%3/1.73 m? L S 2 38D 7258, &
EOEAVICIIEEEI R -7, ZOROIBHH
EFETIX, 24T ABOEEZY FKRA 2 FFELE, F
5, BATEA)ICEIE %, KBEAEREZEOHED
VY ETTTHE%, 2 b a— )VEZ0% TR T

Bt Fra, KRABROBEL S RICEMBE
VXU TEBEROETHROBESER S, Bl
2B 2 ME O CD3+ Bt T Mgz o R
127 Ao, RMIESHEOBREN12 7 HB LU 24
HHOEFHDENENTFURT ThH o7z L5 S
nTn5Y,

—7J5, Atk 9 fizk TIrb sz RAVE #kid, It
BEE OFHL £ 72 1L % ANCA B IS KB H
197 #1(Cr 4.0 mg/dL Vh_F &Rl <) 2 kt5 &
LZZEEMRCT TH2Y. #HRIE, Vi~
BE(QOFI) & v b — L EEOR I (RIS 7 1k A
773 F2mg/kg KE/H, ERHIETFF+ 7
JNE ) OMT, 6 7 HOBISEHK TR STIZBT
% IR (64% vs. 53%), EIVEMFEHEIZE % 700
otz FRONZEIE, 67 HICBI) 5 EfE
ARF) YV FIRTHTHRBEIE > Tzl wn),
ZFOHBOBHHETIE, 12—ADY VX< TE
H1%18 7 HOREHTYH, FRERLEMAMERERICEG
77, BREESEZKSRIZ L7 post hoc FAITTH
IR R eGFR O X [A% Th - 72¥. eGFR
20 DT (CF#512) o FEE % £ 5 ANCA B #E % 14
BlaRRIZL-METH, VY F I THAICE
D, MEENELEE L7 6IR 5 F256 B HIZiE
BEC X, BMEEZRC 6 71 A% eGFR 1XF
33 12YEL T Y,

DHRENZ BT I BPIOFERHRE, S 5I240i%
F[FERFZE (RICRAV 3ER) 125\ T 7 B0 AR &
T3 SEGIEE D 9 Flr 7 F THBITEE R0
728, 2 BN B, AL E I TIE T L 7
RiICRAV #ERIZESR S N7z 7 B 5 BT 22 88
REBDD, Db 2413FOBAMRLERD 72O
LTS,

)Y ¥ T T ORGP 375 mg/m? & 4 B
TG T 200K THY, HARTHFAEOETF
BRI CH L. Y raRAT 7 I FEFREIZHW
BT LD E D PIZOWVTIZED BV E OGS
LYY, WELRIEFYARARTSTH L. E
BREATOA FEOEGHELE L TR, £ 0
HTATHA K29V AHE: (RITUXVAS 13 1~3 [,
RAVE X 1) gL LT L F=va y 4
WH5MNTWA. RITUXVAS, RAVE REETIZ 7L



V. g &

F=vnoryahkE 1kg 4720 1 mg/H% B, i
Tl 3~6 7 HT5omg/H F T, BETIE677H
BETIZRIEELTWS, L, VYR THE
ORI EEA T 04 FEOMPES =, #HEA
V— R, 5% S1I2onwTET o2 Dld e,

)Y FR T ToOMEE LT, BRREICL) HE
RRET ALER LN ERH T NG, 72,0
VX IR TERMECRESHEIR, MBI L2 E D
WE D <Y, BB TIE, SIS cRIEC
AAERHF ORIV EEZ 5N5E. L
ML, ERNOEGIHET 5L T L L
TWanize, FAIIZIERG 38O 5z, 13
PITTERFEDR R WA IZR Y, G#F EOF ML
fabtt % bl 20 &) S aEEIHRTT 5

Pibo & 912, ANCA BN 5D 4 BEik o A
% 56§, ANCA BLREBRICH L TH, ME®EE L
TIYFRIRTPY27aRA77 3 FERESEOER
PWERTZEDPHL IR > TE . KDIGO DA
L FIA4 Ty r7akRAT7 7 I FIC#EDCY, 3
E % EULAE/ERA-EDTA O H A K54 ¥ TIEH
—BINF L LTI 70k A77 3 FEWYLCTRRE
ERTVBPY,

LA LaAs, TNFETOHRETIE, RPGN OJE
BINEOREEINTVINIIRENTESY, %
7o, EEEREEDZ VG, WhWw L BIEREE O
ANCA B3 RPGN (2K § 2GR WTIE S
PTIEZRV. ANCADOY 7% 4 712X 5 stEo7
(2B L CiE, i, PR3-ANCA B0 fEF Tl ht
KOCY XD F < TIhT 5 MED X
{, MPO-ANCA TZZEDLh -7z & OHMED D
52 HH3ETIE MPO-ANCA B 4- ek % b
HTWERBEOEE LBV, TOL) YT s
W—TIZBTRKROEESZD0 F FH#H S
WIREE D H ), SHRHAMBEOTE TV R % 5
TLUEDNHS ) .

)Y TORWERICIE, MEICHE D e 5E R
IRV LT LV EF =G, HEIZIE IgG O
LR R NS EERICLAS T ST K
YiE (R54%, BEIUFROSE, A M AT A )
A, Za—FY AF A% EOHM KGR L),
FFREE D3, FEMEREE T4 2 B VR NE O

SSEM RIS S b CW A, HIERGE ST
XL OMELHHHY, Eiko RICRAV HERTIE
EYIE O A BEASTEAEEE (7 Bl 3B 12 A ST W
Z)b,c)_

DEDXHI1Z, VY F Iy~ THGICIZRGSED
VA7 EEY, RYOREMIZOWTE AL
ML, L7k o T, AN BRI &% &
CIEAYEDO TR A2 ) —= v FERITWV, HFEICE
bA L fEREE TR LZ) 2T, VR
YT ERMEHT L) MEREICHET 5. AT
B, @Y THiRA#ELL L L OIS, BRYEY
BUEERROBIUCT /TR L, BB - H#E
DIZODEZY ) VT EITIRETH 5D,

P B. UYFIITERSEROMREL(BRIEZS

)

)W F <7 % ANCA B I %% O 7 e et
FELTHWRZEOMEI SN TS, ZOHE,
RS, B MIRRREnEE, EMS U~12H L)
R EDOTENE 2 5N 5. Cartin-Ceba 5 1% 54 D
GPA BE D) Y ¥ v~ 7H P, 58 Blifas
MEFD 20 1d ANCA EEFERZASNS Z & &R
LTBEYY, wFhd Vv F < 7Om%E TEf
HFTWL,. —F, BEREAR) Y XY TOEN
HFEGLRALNTEBY, T L ) ERORN
HeRr, HRERORL, BIXUEIBRREATOAL FE
I IHIZE M OB R Z RO TV BY . Rl
ANCA B #IM 4% 3t R & L 72 MAINRITSAN i
BRAEE SN B ARG OMERE L L
TIYF =706 7T EoENEKS & 7FF+
T URORGELRETLE, VY FRIITHOIZ
) WEREMR L, AFERLES Tt v, 72
721, 513 F eGFR 60 RifA O LAY B R E 0%
BEOEFTHY, BFRICOVTIEHL A TIE SR
V. OBUE, HERREEICBIT S ) VX U T OB GE
2B % PR AR (MAINRITSAN 2 3(E5%) A3 AT
THhb. D3, ANCA BEE I 55 OMERRE: &
LT, VYFR I TENESGHRE T T4 T Vi
% I 5 RCT (RITAZAREM #t8%) b A7 T
D, HERIBFEINDEZATHS. VYF VY TH
P 5-08 A F < — 91— (B ML) 12D T o
UMD SNTVDYS, FELL72D DI,
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2. REESFE RPGN (SLE)

EH%T) 7~ =7 A(SLE) &\ LV — T A%
KT, REOT.LE 25 HOHUREER GEES
BHEVERUC BHIBREASES L Tnwb EE2 bR,
Bilfax % =27 b L7zEE() YR <7, XN
VAax7, 727 V) AT hE)PAALN TN
%Y RPGN #7R9 2 & Dd A ISN/RPS S IV L
CNFEAENV—TAFERICEHLTIX, A704 K200
AT GORIBREAT A FEOKERS L
RIS (P 7aRkAT773IF, BkTldIarx
J = VEEE 7 = F )V (MMF) &) O BF kLA i
HIiEHE L 2> TV B DY BRES AR5 TH 5
bbb, BEREORLEIERZ EOZOIZER
Hoanwnwzeddsb, 2oL BERMO—EIZ)
VR TG SN, BRMEE R TEREDERE L
TWB Y ERERIIEE LV END B D5, FhHE
ff, B ED D L 50%LLEDOREF TE DL
HBERROTND, (EROEE TRIRAT 5 % EHI T
ARSI SN, Fl2E, EERETEo V-7
ABRIZBNWT, VURF T REG L7225 Bk
22 51 (88%) CHb iR F 7213 e &M IE SN T
VB WHEDL— 7 2B EOEFIHIZR S T L AR
X 50%LL EdH Y, Diaz-Lagares b D5 TIE,
VEDY — 7 2B RO 22% TrRemEMR, 41% THE
fREFEOTVEY, EIRIZ12~24 K HIZABNE Z
ENnE v 2L, MAENZRRD E VRO
BINAEIEE B L &, RPGN Z /R HAERF TILMER)
THol2 b DHHEDL H 90 bHETH HHENED
EHUET) TN —TAUKIIF LTV F UV
TEMERT 54— 72 TNV 2 HERERAHAT X
N, TORENFAHFESINTNE, HEEELV— 7
ABRIVTBREGR SN, ZOXEIULEN) v F*F o~
THEBRETUELTRBY, F-8U4BIIBITLHES
KL WL RV TH -7,

RCT & LTI, #W5D N — 7 A4 144 Bt L
MMF Hpfi#E & MMF/) v &Y~ 7 (1 g % 2 3%
5.) B FIBE TR % Lol L 72 LUNAR 3BRA % %%
FEFZ, HUDNA Hifk 7 & oI e o 1%
AbNLHO0, FEFHMIHE TH LB ROTELE
fEEIZEE LB 122213 A ST, EERRICHT S
BENHIETEH SN o7, ZD7-0WNOT A F

FA4 T, VY FR YT TIIEEREOREA T
HHCFRWEHO DA TE LR WED, RED
B L L OB bR T 59,

)Y R THHAOZOIEI,OFEE LTIE,
FREATOA FROFMWMEI DTN 2D, &
Jt, Lightstone 5D 7 )V— 7%, #WGEHEE LTV
VEIITEXAFLTL RO VA R EET
2 ¥ 5- LR & L C MMF O &% v 72 Lituxi-
lup IR —MAZ T4 OREREEZREFRLTEBY, &F
ELTI%DIER], 75 AND N — T AERKIZR-
Th 50% LA LRI CEBRER L7222, BIEEE
A7uA FEEEEL LTHALZVWT 0 ha—
TR DS, ZOFREIC OV TIIEEREE O
WG L > THEICHEET 2 LEX DA, £
7o ARHERCIE, RPGNEFIIHI SN TnwD 2 LIl
bHEVPLETHL. B, BUELHiHLFRCT &
LC, AFNV7LKF=va /LA +MMF % X—
A, BORIBEREEATOA FEG@EH) Y v F
v 7 % WY A RITUXILUP st 725647 S T
B, SIEHHIEEOHRIRIZOVWTE, VT AE
LLOPNZBNCTY Y F I THMELE )Y F U<
7/IVCY BB Z e L, R RI3E DS b olz b
DHEDH HHD, WELE—EORII V. )Y
F T OMEHRIIZERGE 72 EOFEFRIZHE
BAxdh) (AiEHSH). KETIXSLE 6T 5 ¥ %
7RO 2 B2 BV T HEIT IS B RN E
FERED G STV 5.

PDlbEo X512, w— 7T AFHRKIZL S RPGN 1239
50V ERYTTOMMIL, BEAARBEOREDSAT 5
PRIWEH 72 EO DI TE R WEAIZRY, &
FLTdIwrd Lniawn(/z/ZL, DHPETIIE
BIREH CTH 5). VY F v 7 HREHEOELRE,
BIW) Y F I TOMEHREIZOWTORET S
TWBED, WEZFHIIIET > T\, Fidkd &
IS, BEROBREFEIZLDENEDOECIZONTD
LSBBET ALEDRH S .

3. $1 GBM $i{48¢ RPGN

Pt GBM HifA%! RPGN OF #1X RPGN @ 72 H* Tk
DA, 1963 £ Benoit 5 DG TIE, MEIGED
BEOETH#IZ2%, EaPiriidnFELIART
& - 72% . P GBM Puik B 4 T3Pt GBM Hifkic



V. g &

LR EEBEOWBESIHKN TH 2720,
GBM $itfk b X U EAIFIASEFEO BIE & 2
e, A70A F&aduml) 2z azinslse &

BT D BEFRIEATTH I, KDIGO 4 NF 4 ~

TOHOETFPHRPWFFTE L WEEMA Z T2 in’
HERENTVBY, BTH AEGTHRe LUEHELA
SNDEH, ShBARTHLILIZEDLY 7L, H

VR A A D B A 213 EDOTRETH
5.

COLH)BEROT, WIIHURDEA % I+
B0V F T ERE LCERS R, T
GBM PUARIE 75 38 & UHL GBM Ji~ D F 51 HSHiE 1
WERLr— A ) =X 2P LICERLTETY
5% ZHETHE SN 6619 TTH GBM i
ROREMEALAFRD A, 3BIOENEE T 2 6] TE
M7 & OBERL,  F72 2 BTl IO EH A 5T
Wh LAaL, Wb FERICMmEEscHE, BT Y

DT

AFOA F# J70RA77 I RENEHIN
TBY, VXTI TORENE ) DIIWETE %

V. Ak, BRI EE OB AL E L) A, 13
BIRED R WA Y X = THE I 78R
&éT%ﬁi%é# ZD 72O BRI

iofﬁ%%ﬁﬁfé%%ﬁﬁéi

@ SRR

CHKIE PubMed (fF— 7 — K : crescentic glomeru-
lonephritis, rapidly progressive glomerulonephri-
tis, ANCA, antineutrophil cytoplasmic, RPGN,
lupus nephritis, anti-GBM, microscopic polyangi-
itis, Wegener 3 X U rituximab) T, 2000~2016 4
4 HOWIECHE L. 72, T DHOEZCHR
DLEIIN TR L2,

@ SE(CULITREH

a. Pauci-immune focal and segmental necrotizing glomerulo-

o e o

h

nephritis in KDIGO Clinical Practice Guideline. Kidney Int
2012 (Suppl 2) : 233-42.

Ntatsak E, et al. Rheumatology (Oxford) 2014 ; 53 : 2306-9.
Yates M, et al. Ann Rheum Dis 2016 ; 75 : 1583-94.
Gregersen JW, et al. Nat Rev Nephrol 2012 ; 8 : 505-14.
Lupus nephritis in KDIGO Clinical Practice Guideline for
Gloemerulonephritis. Kidney Int 2012 (suppl 2) : 221-32.
Hahn BH, et al. Arthritis Care Res 2012 ; 64 : 797-808.
Bertsias GK, et al. Ann Rheum Dis 2012 ; 71 : 1771-82.
KIDIGO Clinical Practice Guideline. Anti-glomerular base-
ment membrane antibody glomerulonephritis. Kidney Int
2012 (Suppl 2) : 233-42.
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Specks U, et al. Arthritis Rheum 2001 ; 44 : 2836-40.

2. Keogh KA, et al. Am ] Respir Crit Care Med 2006 ; 173 :

180-7.

Jones RB, et al. N Engl J Med 2010 ; 363 : 211-20.
Stone JH, et al. N Engl J Med 2010 ; 363 : 221-32.
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Rhee EP, et al. Clin ] Am Soc Nephrol 2010 ; 5 : 1394-400.
Guillevin L, et al. N Engl ] Med 2014 ; 371 : 1771-80.
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CQ 14 hEzsesE s RPGN DBBEET RS LUERTRERET A HRTNZN?

BELRERECMEEMAR S %S0 L7 ANCABERPGN TlE, BHgsTHENE
TRUEMD BB, METREEOHAERRT 3.

IEEELE CRBRWRIT+D Th o 2B ESAE RPGNUL—TABX) TIRE
BT RPLUOERTRERETIREDSH B0, MEBEEESTT 7 I LY AEEOHA%ER

£9%.

i GBM #1445 RPGN Tl3, BT RS LOERTRERET DI H B~

&, MPEFEDHAZHET S.

1 GBM #ifA% RPGN Tld, ®REMHIFEICMA, MRRVFCEOHAZHRTS. ANCA BHE
RPGN P& EEA AL RPGNUL—T7ABX) Tld, EFICH U THRZWEEDOHAEZERT 5. &
., 11 GBM #ifA% RPGN(2016 &£ 4 A&Y), RPGN Z£7 % SLE (3R KIEREDRIRE R RS
TH5H, ANCA BiE RPGN IIMREEERER E R > TULRL.

@ 3

1. ANCA F8;& RPGN

IMAE S HLE 1T ANCA 5 B 1] o0 A 1y s 2=
2 & DRI ESIEE C & A HBETH 5. 2007 4
IZ Jayne 5%, ANCA B I 0 S AHk: &
L CIn#Esciigi: (PE) £ A F V7L F= v o8
VA (MP)EED T > 5 s AL E B % s L 72V,
1% Cr=5.7 mg/dL @™ ANCA B&# 1M % 4 4 %
L L, 7o PE % {19 % # (PE #: 70 ) & MP
FREE % W73 % B (MP B 67 61) (2 2R 5 128 ) A1
TEAMFREME L7z, GHREFAGH%3 7 HOBAE
FHRIZPEH 69% CTH D, MP H# 49% 2L L TR
THo72(p=002). F7HEBERMGER 127 AHOE
HArEES PEBETH9% TH Y, MP HED 43% 12 L
THEETH-7-(p=0008). PEHIZBITS 127 H
B CORMBEAREZDO Y — FIid 047(95%CI
0.24-093: p=003) TH o 7. —J5, HEEEFERIL
W CEZ RO R - 72, RRERTIE, PE X MPj#
FEEREL T, BAEZAH L7 ANCA B meE
RIZBUT HEREETF R 2 UGET A WHEM AR SN

7. 2013 AF AR MER OB A HE S hvTw
2% BRI gL 395 AE DB AL, PE B
67%, MP #51%, KHIEAZONY— FIiL 064
(95%CI 04-1.05;p=008) T V), PE HEDOEA (L
WL Tz,

X512 2011 4E1Z Szpirt 1%, GPA 125) 5 I
SHFE DR RO VTHIE L72Y . KBTI,
BRI O IME Cr>2.85 mg/dL DIEBIIZ BT
MAEAIREN L) BAEFENUET L T LHTRS
nTwns.

WEGHABED I AT T 14 v 7L E2—% 9 bR
DA ZRHINCBNT D, MEECHRE G R B GR
DEIABAE~NDHER) A7 2D &85 2 L0
HEENTWEY, Pl ¥ 5 X %32 BSR/
BHPR #'14 K54 >~ Cld, BTEZRBEENLE Cr=
5.7 mg/dL) % B0 ARG R E A 7o A R
Ly rukA 77 I RCY)ITMA, IMEEscHE ik
2AMPDANIZAL 2 70)Z0HT 22 LAVREN
TWa, 25612, DA olilgtimze & oHEEZR
BOHEZ 2 L7286 S ML o O 5 5% &
nTwa, BIELDEDL ML T, eGFR 50 mL/%"



V. g &

Fimi B L O/ F 7 il iImn & 5 EE R GPA £ 72
X MPAJEBIZ xR & LT, & 7 0 F ToOIM%Es
WAL ORAT 2 GHER L L, KIEAEB L
R ET Y N h Lk Lo KEBEERD RCT A3
1 Td % (PEXIVAS fiff78) .

—7J5, bAENZBITH ANCA B#E RPGN D 4HF
PEFIFECTIL, BHEREE AL T FC OGS T b 4
L OB & BT, AaTHROUGE LR
HDENTWARWY, ZOLDBEDEZ A, bHHE
I2B1F % ANCA B3 RPGN & 8 A 12 B\
TSR OB, SREIER] < G HEEPUH,
IS 2O X ) EIEEZEAT T A FEEL R
FEEORGARESICEONL EEZ ONDL. K
K ODWETIRIMEEGEES R TnE I b H
D, SHROSORILMEDPLETH L.

2. BEESAE RPGN ()L—ABNRN)

1970 4E4C 2 S EAED SLE RV — 7 ABRIK L
THHEHRFRED SR A H T & 72, 1983412 Wei &
\X, SLE OJEBIZ X5 E L CRIBRE AT O A N3
(7L F=vo ¥ (PSL) =1 mg/A=E kg) % 5-F 1L
HERRHIER I & S AT L 72 10 B & kFHR 10 51 Cril & 54
B2 AT - T a7 MBI i Tl B s
rya7) v b NTHREEEROIKT 272072705,
4 BEMBICEEBEICR > TB Y, AT
ERRO LT,

X 51021992 412 Lewis & 1%, WHO 43380 A,
VAL BGEMRAE R VEIZ 235 )V — T ABR
86 il & xt RAZ L Mk dL [ T » & AL B % 5
BLTWwaY, 209 H 40BNk L CRIBRE AT
a A FE(PSL 60~80 mg/body) +CY (2 mg/fAHE
kg) OFEMEFGH (2N 2 C ISR % pE L 72,
MmAEscifR O BB Cl, EHEEEREICI L TE
FEBAAE 4 8 B IZIMEPT ds-DNA Pufkfli, ) 4270
7)) U BLOEAROEA RSN, 48 H DI
M TEEZ RO Lo, 5121 136 BB
S BV TAEFEL S OB D MR ¢
DRI o T,

Z D Lewis b O DI, UG CIABRH
HAT5 T o 7EFR RIEIHEEIERE T E 2w
SLE %)V — 7" A& R OIEFN R L T ImEEscffuieid: %
ELT 7L AFEERHALNLT NS, Euler 5

i, V=T ARG GO EIESLE ISR L TE
H&EPSL & IVCY I MR 2 A &b 72
(v rar A XE) 2772 2AHEBITER)T
HY, S5 14600 S BT A B L 722 &
RS LTWAY, &5 ML T TR
< R S I A 245 2 (DFPP) R AU I3 %
B L e WIRIERAE R (TAPP) O B &)1 S s &
NTW5h. Yamaji Hix, WHO O A, VAL
JUOVEEZREST LV — T ALK L TIVCY 12
DFPP % IAPP Z#lAa b2y v 7 a4 XD
MR HELTWBEY, F72Loo HIFEREN—T
A Izt 5 DFPP & IAPP @ HEIC BT, 1]
BIROANECEZZ RO P22 L EHE LT
511{

DLEosisn s, ERAGEYT- CTHHnHE
(BRREEEOET, BEEAROFH) Tho%5H
RORSEINHIIE AT 5 C & e VIERNCIE, HiBhE L
LTOT7 7L AL SUHICE L LWEDNDH D &
EZLND.

B, DHED SLE (26 5 AL O Rk
BHOEMEL, ROO~BDWFIUIH N T HHE
FHLEnTnwb,

OHEBERFIRIITC X o TP B BERESRE &R
DHENTH.

O@ILF AR (CH50) DAY 20 BALLUT, flifA s
F1(C3) DA 40 mg/dL LT B & UL DNA Hiikd
HAFELLEL, AT A FEEIER F 72 3R
BV A IE Y 70 3

(RPGN F 7213 iy — 7 2 L Bl S iz 4.
3. 1 GBM #i{F8¢ RPGN

U GBM UL RPGN 12 B1F G5 1L, SoE i)
HE (AT 0 A B2V 28+ sl Ee) & insess
P e OB EZ I E 525, 221 BloEA1h
EBIEMIFE T, ML OBHIZE Y, B
BET 2 (B A4I2x 4 5 HR 060, p=0.032) B L O
& T GETIC$ 4 HR 031, p=0.001) D
WCHETH DI EARENTWAEY . —hT, Ik
CrftiAs 6 mg/dL L EDFEFNIZBWTIE, SpEipH]
F & MR O GF RS & 2 B GE i
BlOE A, I Cr A2 NLLT ORER] & il LT,
NIV L N2 ELHBNTWD, Lzdi-> T, il
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PRIGIZ T D EHERERE E 2§ 2 61 2R 7 LI
JROFEGIOEFRIIAETH ), BFHREDOLEILRE
DHENGZ N LDz, faliztE ) FE 722G
BIIEZ A ENEFT LW Lo, Zokin
SEBID 72 50T FIED S O A, JRBLHLR A
B & AT A AR I E O LA E Th UL
HRREDOUELROIGELH L7220, BERE
ITLCIHEBEISOEIELHRTH I EDEE LW

@ EMRER

CHK X PubMed (¥ — 7 — F : GBM, ANCA,
renal vasculitis, RPGN, SLE, lupus nephritis,
plasma exchange, apheresis) Txf R % f8EH
TR L 72,

@ =EZ(C L= x&E

a. Ntatsaki E, et al. Rheumatology (Oxford)2014 ; 53 : 2306-9.

b. Yates M, et al. Ann Rheum Dis 2016 ; 75 : 1853-94.

c¢. KDIGO Clinical Practice Guideline for Glomerulonephritis.
Kidney Int 2012 ; Suppl 2 : 233-42.

d BHGEITHRERNE RSRIREHMER A R R R &,
2011 ; 53 : 509-55.

EREE=T

@ 51N

1. Jayne DR, et al. ] Am Soc Nephrol 2007 ; 18 : 2180-8.
Walsh M, et al. Kidney Int 2013 ; 84 : 397-402.
Szpirt WM, et al. Nephrol Dial Transplant 2011 ; 26 : 206-

13.

Walters GD, et al. BMC Nephrol 2010 ; 11 @ 12.
Walsh M, et al. Am ] Kidney Dis 2011 ; 57 : 566-74.
Yamagata K, et al. J Clin Apher 2005 ; 20 : 244-51.
Wei N, et al. Lancet 1983 : 1(8314-5) : 17-22.
Lewis EJ, et al. N Engl J Med 1992 ; 326 : 1373-9.

9. Euler HH, et al. Arthritis Rheum 1994 ; 37 : 1784-94.
10. Yamaji K, et al. Ther Apher Dial 2008 ; 12 : 298-305.
11. Loo CY, et al. Transfus Apher Sci 2010 ; 43 : 335-40.
12. Cui Z, et al. Medicine (Baltimore) 2011 ; 90 : 303-11.
13. Flores JC, et al. Lancet 1986 ; 1(8471) : 5-8.
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A PHLIM/IRES A RPGN OB FESRIU LM FiEE

BDICHICHIREINDSH?

HIMFZEHRVESIC, RPGN DL L TIEEREXHAM/IMuE s ZR LT

H KON

BREFRTlE, RPGN OBFERB LUESFROKEZETBHE LIERABREPTM/MREEICH

THIET DV ARFHILLTOAEL.

LD L RPGN % X 7c 9 REXAVEE TH D ANCA BHEMER ICH L

TE, ANURTIT 7 ) Vg EOFUREZEP 7 AL X TA AP 2 T UG EDHUIM/IMREE
PEYPLILEVWDIEFREH/BR SN, REBROHTEHMEMED DOEREZTFHTSENTHAIN
TWBZEHZL. —FTHEMPHECERME VWS /ERTRAGMHEOEI VTS, RHEHAICIZEA
SHhREFSEHNA RN EZRAEEL, HIICTH3ERE LAY SREEREPRM/MREREZHAT

BOPHEUTHS.

RPGN % & 729 RERHIFE TH 5 ANCA B
HRTIE, EEGEBMEIE U CHEE 2 MR ERE %

ST LENMOEN TV DA, —J Thli i< H b
FHME Vo ZEE R MMMESIHEDEZ V155,
ARIHTIX, RPGN D{RfRIZ BT 5 Pkt sk R Hili
I DH RO TRERL T 5.
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@ mE

RPGN (2} 9 2 Pt B L P ML 12D
TOHEE I, 72 RPGN DJEKIZZIE I b7
%728, RPGN &fk & L CHuke B Pui/ Mg
Fo#EEwm b I LIdELV. Lo L, SREMEE
MIMEND 7 4 7 Y IEDSERD X 5 = X LI
CESLTwaZ i, BET Ve Hwziigtic
Lo THLMBHOENTEY, A/ v OPukEE
AP ROEBRBILICERTH 2 Z Ll snT
X719,

b hTiE, 1968 412 Kincaid-Smith 5%, RPGN
B L7 EHBIEBEE RIS 2 0EH# E LT
FIEIIHE S IIAS) YR V¥ ) FE— L x BEH
L, BHREENE O N2 L 2 WO THE L7220,
Z D%, EIIEIE A Y OPEIIIC & o TR
RECLE M O N/ L § 25— 1T, EERBMES
FED W &S N0T . T E 2T Fye 513, LRGE
MR 4% 2 L7 RPGN I LT, BIERE AT O
A FEEEEAREAY) (8000 Hfiz/ H) & HvTH)
BB AT, TV T 7))y EVEY) FE—-ILTHE
FRE 2T o 2EBZHME L TwAY. $72, B
HBARERIEREB 12 L 5 RPGN % & 72 L 72/ B oM
TlE, FRIEIHIEEICINZ T, A~ YR T 7
YERRGPUERERELRS 5 WIET YY) FE- VI
LY 2 B L 2B B TBFRB L O
T 5 L WEAIAS A & 72?3 Hirahashi &
&, RPGN % £ L 72 ANCA BN %0 ) b EiE
LDMEAPHED 720 AT 0 A KO S e
FEFNCRILCT A Y24 2R T VB

CQ 16

PFF CE MRS AT L7 Bl &2 S L v 10,
BRI TlX, RPGN OEFF#%B L UM FRoON
EAFHIE L AP EH R P MR 2 2B 5
BIVF Y AR LT, $7 12 ANCA B
M JIZ B TUE, PUstE R Pl Mo 12 B
AR X223 2. ANCA BIEIME 4T, %
ABIEEMEIS U CHEERMGEREY X723 2 208
MHNTWDAS, — T ML B & v o
TEELRAMEDRINESL. LKoo T, At
WZIZI S 2 GBI A 2 v e 2 & e L,
M T3 L 20 28 & Prt e e P Mo i %
HHT2ODZNLTH L. 20X ) ICHEAGEENEC
X9 AREE T 5 DIIES TlE e w)S, RPGN
%5 L7z ANCA BY# I AE % 0 B ffg AGH I o 2
THA ROV AEEIIBIT SR TR, &=
FEMERFI O B LR BB X OB ZEO P % H I
ELT, AN v EOPEEREREHET A Y
) N X BB MR E—&IZAIT b T 5 O
bHEFETH L. 4%, RPGN AT 2 Pkl
P MR OH TS O W TRIEALETH 5.

@ 5| A3

Silfverskiold BP. Scand Arch Physiol 1940 ; 175-82.
Kleinerman J. Lab Invest 1954 ; 3 : 495-508.

Vassalli P, et al. Am J Pathol 1964 ; 45 : 653-77.
Halpern B, et al. Nature 1965 ; 205 @ 257-9.
Kincaid-Smith P, et al. Lancet 1968 ; 2(7583) : 1360-3.
Arieff Al et al. Arch Intern Med 1972 ; 129 : 77-84.
Brown CB, et al. Lancet 1974 ; 2(7890) : 1166-72.

Fye KH, et al. Arch Intern Med 1976 ; 136 : 995-9.
Cunningham R] 1II, et al. Pediatr Res 1980 ; 14 : 128-32.
Hirahashi ], et al. Ann Intern Med 2012 ; 156 : 755-6.
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sEo 027UV KEFTEAIE, ANCA BSiE RPGN OB -Figd
KUK T RZENET DI

cHERRINSN?

G@ESO7 ) KBRS TE S, RPGN OBF RS LUOESTRERETHENT
SEIETYAERVD, ANCA BE RPGN ICB VT, B5a6ldh 5 U\ I3 EERLER & Qa6

EOHFICKUBRERIBREAT O FRELREIHREDHAREIC KSR

ICIEEEB L TRV URBRERS).
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REIOT > RKEETREX (intravenous gammaglobulin : IVIG) &, ANCA B RPGN (2% L
REFECH AN SMHEOHFICKUESHERIBRERT O NELREIFIROHBEEIC K SIEER
BEORERHELRFITT BBEAT TS a>D1 DELTERTHZUREDHS (REBEAS). IVIGHE
i%lE ANCA B3# RPGN OB FRE LVERFRZREZ T SHRIRELIHZH00D, REFLTIFIET >

AFARELTEY, SERDREIDVBETDHS.

ANCA B93# RPGN 125§ A0 & L Cm =l
BREAT O A NI E GEIIHISE OO ARSI X
D, ZOFHRIZFELILELZ, LaL, BHEHE
NOWMPIEEZR LD, BHERHICE D EHTE 20
BIRCIEGAE & DA L 0 BLHERR AT 2 e Wil b
EIRE LCTHIET H. TNH ORI L, #Hi7z
HIRREORENEZIN TN 5,

IVIG #E, MREMERTH 2 EHRTOLE
FUADTELEINTWDITH, FliAOBCHIERE
TOBMEDHE SN TVBY. ZOMERETIL,
HOHUEROHH, B4 b4 ], wAs e
W, 47445 A4 THARIC X AEH, BEk-EER
THREE QW] BRI PR, S Fe Lt
77—, EIYE Fe Lt 7y — gt b & Lk
IZb72 0, BORENET OBEBROER S CHMME
ABEL TR EEZLNLHO0, KRBT
LS EHERF LGEH ST TR wilsb %2

bsa,b).

) ¢
z

Jayne 5281991 4127 A ANCA B I 4 4%
(AAV) BZI20H L CIVIG 2 £/ LY, Z0E%1E
R LS 24T CLUE, AAV 23T % IVIG
DA RMEZ RS RERDS MG SN TE 7290,
IVIG 04 kg/kg/H, 5 HH#F&512X% 1 3—ATD
WEDNTE A ETHBHH, Martinez 51, FHHEHIC
&L IVIG 04 kg/kg/H, 4 HM A 1 a—AL LT®
H1ll, 6 a— 205 %2#HE L, 584697 H

R ri T 22 Bl 4 Bl ESHR O L L Tw
Y. ST RTAH—TUEBRTH LD, Th
(2 LT Jayne & 13 2000 412 GPA 24 51, MPA 10
Blzextg e L, IVIG O " HEMILERER %2 5 L
7T b REED 35% 128 L CTIVIG 04 kg/kg/H, 5 H
M GHET 8% & HHERUENRD b7z & i
LT3 FAEOHE & LT, 2016 FEI2FE SN
7275 v ADBITREES Y. LrlEdl
I— 2P ED IVIG %1372 92 il AAV % %t
RELTEY, WBR - HETRIIEATHLLOD
6 HE S TOEMERIZE6%TH Y, IVIG IZHEM
HERETH 5 L BTV 5,

Jayne 5 DENE L7z RCT 2 &, AAVIZXT 5
IVIG O k% METd 512 & A EORRIR R
TIZ RPGN 2SBphh e & 7 5 T B, 2SI, 4
Wora7z) YEFHIORMY & L TOREE, R
ValENEEERFEETAI LN REIN TV
DTHL. LHPLeASbHIEIZBWTEEERT

FERE L, mEeE TOIAE S £ Vv MPO-ANCA &
AAV 7% <, HRRBEHAEIC X ) BRI AT 2

BWREBNI R § 2 BB EN LI L STV D,
IVIG % #EE$ % H i TRPGN 12 IVIG %47 - 7235k
1%, 2004 4F Muso 5% &, 2006 4F Ito-Thara 512 &
% ANCA B# RPGN I § 2 HEDORTH L. 2
NS DR TIZIVIG 04 g/kg/H, 5 HM¥%5- 12—
A &MIAEFRE L CERHEA 70 A R/
W EREETLIHB IO bV TEBIN TS,
2004 4 Muso 5 D 30 BlOHETIE 3 H HE AT
HEAFIE100%, BAAFERIZSAERT 20 © OMEREEAT B
4B DAMEI &R CTREAEG 2 O NICEFZBDZ. 67
BRI IR AR 1E 92% (24/26), BaiIIC X 5 3E



% 2HIZ580, AfEERI1E 93% (28/30) TH - 7-.
R P, ERERIYEDSIE XA SN 05 /2.
BSR/BHPR #' 1 FJ 4 ¥V Clx, IVIG O
DWW, Jayne 5@ 2000 £ RCT & 2006 £E @ Tto-
Thara 6 O#HEXTIH L, EEEORELHT L5
BR, BT 2 BGUERIER ICEE LIRS 255
A, EHICHIRZ SO X o TEEAFOWBEITT
2R GIEBNI S B RHE L LTHERLTwa, —
75, EULAR %4 FJ 4 YV T, IVIG OffifIz>
W C Jayne 5 @ 2000 4= RCT & 2004 4 Muso 5
OfFEETIHL, EEEEORKARETHVWTHE
FEE AN S VB, 5 WIZFEIREN R 2372
RO 12 LTIVIGHH) EiFs5hTn b,

@ MitEER
WHkE PubMed (3 — 7 — ¥ ! intravenous immu-
noglobulin, ANCA, vasculitis, neuropathy, CSS)

5) HEHSESE
CQ 17 RPGN DB U TEIBREAT O/ REFBRAT L LUERTRENETEN?

TR Z fREE T ICmE L7z

@ S2E(CLITRER

a. Gelfand EW. N Engl J] Med 2012 ; 367 : 2015-25.

b. Schwab I, et al. Nat Rev Immunol 2013 ; 13 : 176-89.
c. Jayne DR, et al. Lancet 1991 ; 337 : 1137-9.
d. Richter C, et al. Adv Exp Med Biol 1993 ; 336 : 487-9.
e. Jayne DR, et al. Br J] Rheumatol 1996 ; 35 : 1150-3.
f. Levy Y, et al. South Med J 1999 ; 92 : 412-4.
g. Fortin PM, et al. Cochrane Database Syst Rev 2013 ;1 :
CD007057.
h. Ntatsaki E, et al. Rheumatology (Oxford) 2014 ; 53 : 2306-9.
i. Yates M, et al. Ann Rheum Dis. 2016 ; 75 : 1583-94.
@ 5|A3HER

1. Martinez V, et al ; French Vasculitis Study Group. Arthritis
Rheum 2008 ; 58 : 308-17.

Jayne DR, et al. QJM 2000 ; 93 : 433-9.

Crickx E, et al. Arthritis Rheum 2016 ; 68 : 702-12.

Muso E, et al. Jpn J Infect Dis 2004 ; 57 : S17-8.

Ito-Thara T, et al. Nephron Clin Pract 2006 ; 102 : ¢35-42.

SIS N

ANCA B RPGN O#FFRHICHNT, BIBRERTO4 NEIEMETEB LV
ERTRERETS. ZD/=HANCABLERPGN Ot ss L CRIBRERAT O NEAHIETS.
EBEEARE RPGNUL— 7 ABX) #FfEIch VT, BIBREATOA REIIE
BWHETEBLVERTRERETS. COLEHREEAHRE RPGNUL—T7RAB L) DiEEE LT

BIBEREATOA REEHRT .
HRI'L— K 2D

1 GBM HifA% RPGN OHFFEEICHE VT, 6 HWAREDRIBREATOA NED

BERIBEHETREIVEGTFREUETSD. J0HH GBM fifkE RPGN DiffriiL L CalIB

REATOA FEOREZRET .

RPGN OH#EFFEEIL, BROFHESLVOEMRBEPRBREAT O RRICKDZFEERRRED
BHEMNREMKL TITOUEDHD. BREIUBMRBRIERITRICRSEETE10H, Sl
EHAOHE BREPHESIORSEICEIELLGYPSRIBREATOA REEZRETIVEDNHD.
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@ mE

1. ANCA 88 RPGN

ANCA 3% RPGN & % WX IME K& 6L L L,

RIE R AT O A N L IR L HE I
L7ZRCT IEREZSRW. LALads, Ihb
DEBIZBVWTEIBTREA T 01 NEOH AT
MRS, HASEBICHEHSRTELTY Zh
FTIZRPGN H 2 WIIME L EZRNRE L72E LD
FERIFZE DS STV DAY, SO TINE KD
RIS B 2REIB AT 0 A NI, W
Bkt s ba— )LV EO PSL(5mg/
HAEl#) TR 2870 b 3 — UAsRAE L T»
72, 2010 4> Walsh & 0 A & fithr T, GG A
5127 HUNICEIB R EA T 0 A4 R 2 @ik
L7:# (n=517, 9 b MPA 91 61 17.6%) O RS
48% (95%CI 39-58) Th > =Dk LT, 12 4 Ak
\ZPSL 5~75mg/H % 721322 # H %125 mg £ Tl
WMLz 2 CRIBEEAT O A FEEx fkit L 728
(n=288, MPA 133 i 46.2% ) D FFIRZ 1 14% (95%
CI10-19) TH ) FEIMEA > 727, FIRITE Mk

BB LOEGTREELSE D0, BRI
BT AREIEREAT A FRERORS RS 5

BIEREATOA FEOESMIZHE L T,

EULAR recommendations Ti34 7% < & 4 18 7 B
LIk, BSR/BHPR guidelines Tidd %< &b 24 7
AU Eofkf G AR SN T b 2012 121
McGregor 5728, 6 7 HRi S £ TIZPSL 21k L 72
6951 (MPA 3041, GPA 21 1) & 6 % HE: 1 T5 mg/
HTd 7217 61 (MPA 11 %1, GPA 12 61), 5mg/
HULET® - 72 61 B (MPA 32 %I, GPA 20 %) o 3
HECTHEIRICED 7 L (FNBNFIREH45%, 76%,
57%), & 52 PSL fkHi i CILKYLIE D FEHE DS
Mol LTwb(ZN2N 064/ N4, 0.39/A
)8, F 72, 2015 41213 Pagnoux 5225, 65 #ELL
FOPAN BLUAAV EF xR E L7-RIE R E
AT 84 FEOESHMICET 5 7 v ¥ 2L
BROFERDHRE S N7z, EEEAZCY 2B &
OEEMERFIC AZA 7213 MMEF 28 L 729 2T,
O HHMEBEIEREA T 04 FEELHF L 753 4l
(MPA 21 %1, GPA 21 %1)Ti&, 26 % HREIE R

AT 04 FEEE PG L7251 B (MPA 2361, GPA 15
) &R L <, 3FEMoBIEMH OB O 1 B D
FELAEEFRIIV % (60% vs 78%, p=004),
FFRRRIEDS ol RE SN TV D (44% vs
29%, p=015)?. 7272 L WTFhOMEICBWTHH
REPNE N EIEEDPLETH 5.

—7, bAEOHIR X RS (MPO-ANCA ¥
HMIME RIS 2 EEEIGE T b a— VOFH
A2 S 2029 AR X BRZE (IMAAV) ) 128

W, {BENE & EYE & OB EIRE S Tw
20 BEREBOBIEREAT O FEOBRKES &

&, FERERGEICH L TAEREICSE o2 (p=003). F
726 BAAG 200 FHH TORIBFEE AT 01 FEOK
5B 3R 102+ 34 mg/ HIZH LT, BgeRElx
134%58mg/H %72 (p=005). T bbb, &
PUESIEREIZBWTIL, BIBREAT 0 A FEOH
TR EDSTE 20, HERFR DSR2 o T2 BEED S 5 .
HHRERFOFRDOKEHPEGFETH D Z L EE L
729 2T, EBRICEIEREAT A FEOHRG %17
IMED PEHIMT B, FFIEIHED ) X T D
mnE, ENER, BEELEMRBORESE, K
JEX A L5 8B (BRITF%., #k L) TldEl
BREATOA FEOHRGIMA L T52 L bR
HIRETHD. FRIEEREATOA FEOHKS
IZd 725 TIE, BIASERLEMERAED TFS - K2 AT
)T ENHERING.
2. BBESHFE RPGN (JL—ABRN

V— T AFROEFRMFHREICBWTD, FIER
B AT A NEOMEPEE L JEf T2 ER R L7
RCTIERB7-6%\w. L La25, BTHICE
JLEIEREATOA NEOHET DR S, &
S BIRBICHHENTE LB BIgRE A 7
04 F3EE CY PERBEOREN 7O b a— L Th
% European L ¥ A V' Tld, EfEE AL 481
1To 7272 PSL % 28 L1225 mg DX— AT
W L, AL 5~T75 me/ H CHEFRE 2179
ZEDRENTWAEY,
3. i1 GBM #i{F5 RPGN

LS 11 CTHU GBM PUiA% RPGN 2% 3 % L GBM
PUAHRBOMIHREO I LTV AT EbOTZL
VORBUIRTH 5. HLGBM Hulk D DS 6~9 71 F



THRICIEFE LT 22 05, BHEORIE R E A
TUA FEOMMH%Z 6~9 7 HLL kG5 2 &A%
%, —J5C, MIMEEIC X0 P GBM Pk A gk
FTHEHEN TN TH L L5, i GBM Hifkd:
HERLTOLBRYMHERFERELETEVEDEZ D
H5b.

2001 %2 Hammersmith Hospital 72* 5, #t GBM
5 85 Bl 25 412 b 72 » BIIRE S HE S Tw
AW ZoH b 71NN L F=va v (PSL) (1
mg/fkE (kg)/H & 5 \ix 60mg/H ), CY(2~3
mg/kg/H, 55 L I3 EE E, 2~3 4 HiE) B £
O IMHEscH (50 mg/kg/Hl, F&A 4 L/[, 14 HIE) %=
BT 2 BB AREDTOINL TV D, S5 I|ZHEF
BARERIIBOPSL #E4 1I0MEL, 6~9 7 H
THIESNTWS, KpHFE 70 b a— )2 X0 EE
MEATOA FEERIEL T 1EBDEOEL X
OMEEAEFRIIRE B L VW EAVRENT W
5.

Z O 72090 GBM PrfhF] RPGN DHEFRHREE T,
Pt GBM FLIE DI R0 MAE RAEBED TR e\ 2 &
AMERL 055 6~12 7 HEIZRIBREAT O A F
S T AP (MU E o e AR

@ IR

kX PubMed (% — 7 — K : glucocorticoid,
steroid, corticosteroid, GBM, ANCA-associated,
vasculitis, SLE, lupus nephritis, treatment,
therapy, clinical trial, meta-analysis) C, X5
TIRERETIIRR L.
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Menahem S, et al ; Nephrology (Carlton) 2008 ; 13 Suppl 2 :

S24-36.

e. Pauci-immune focal and segmental necrotizing glomerulo-
nephritis in KDIGO Clinical Practice Guideline for Glomeru-
lonephritis. Kidney Int 2012 (Suppl) : 2 : 233-9.

f BT RERNE KR IEEHER A M E R &,
2011 ; 53 : 509-55.

g RIGAK—, flifi. ANCA PIEINE ROBENIA T4 ~.
JE A G AR e a M B iR g2, 2011.

h. Turnbull J, et al. Best Pract Res Clin Rheumatol 2009 ; 23 :
391-401.

i. Hahn BH, et al. Arthritis Care Res 2012 ; 64 : 797-808.

j. Lupus nephritis in KDIGO Clinical Practice Guideline for
Glomerulonephritis. Kidney Int 2012 (Suppl) ; 2 : 221-32.

k. Anti-glomerular basement membrane antibody glomerulo-
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B

nephritis in KDIGO Clinical Practice Guideline for Glomeru-
lonephritis. Kidney Int 2012 (Suppl) : 2 : 240-2.
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CQ 18 ANCARERPGN DIEBABRICEIBREATOM REFENSSVDR-ATHEIAEN?

ANCA BiE RPGN O#JER/AE#Z ICE UL TIE, AIAeARRY 8 BELIRICTL k=vDO
E 20 mg/BRBETHREL, TALRIETL Ry ##ET 0.8 mg/BUTON—ATHRET

BILEERRETD.
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HHED ANCA B8:E RPGN O#JEARICE WV TIE, BMRBEEDAHEXREMEKL, FIRERIR
V) 8BERLUNICRIBEREATOA KEEZTL N=VO2(PSL)#E 20 mg/BRiEZzBiEgT L E&Eh
TW3. ZO—FAT, EETIEIHBMEHSBMLTHEY, HFBREOEEUDIRREINDS. HIFREICE
WTIE, 7L R=VOYVBET 0.8 mg/AUTOXR—ATRHRET B IEERET S.

@ me

WIERAORIEREA T 0 4 FEEEGE, HH
PUS % B35, {GHEHLG 6~18 71 H LI DK 5
THIET 52 & & ENTWE, HEFRREICBITAHE
BHREATOA FEOMGHHE & FR3EIC LT
1%, 2010 4E12 ANCA BI#E M 2% xb % & L7251 13
D RCT 2\ L ak— MDA ¥ NG S
TWBY, JBEREL S 12 7 A UNICEIE R E A 7
O A REZ WA L7228 (=517, 9 5 MPA 91
B 17.6% ) O FFIEEE D 48% (95%CI 39-58) Ty - 7=
DIZXF LT, 125 A2 PSL 5~75 mg/H ¥ 721
2271 AZIC5mg T THENRL 729 2 CRIBKREAT
O A R34 ki L 723 (n =288, MPA 133%146.2%)
DFRRIL 14% (95%CI 10-19) &£ HE KA - 7-.
18, 22, 27 W AARIEREA T 04 FEEEZHT L7z
#(n=190) O FIRF 1L 29% (95%CI 16-42) & Z D
W Th o7z, BRXYENTIZEBIT 5 12 OWFZETIE,
BB E A T 0 A RIS 2 CRIEFIHISEZ IR L
TEMEFREI TN TS, HERETFTIZE
WCIE, C OfUEIIHIEE 2 R IE LB CR
WCHBRESRE o720, ZEEETNVCIREREEY
RO Tz,

NSNS, EULAR recommendations ©
347 < &3 18 7 HULE, BSR/BHPR guidelines
TIED 7% < &b 24 1 B VLB O B RMERE I Ok
HHERE STV B, FKIC 2007 4E BSR/BHPR 4 F
FTA VTR SN TV LEIBREEAT O A FEOH
B70 ba—VERYT. ZhimE s L rF= v
566 mg/dL LLF D4 BRI Jel20f LC, EE A
HAPSL 1 mg/kg/H +CY@B3# HZE T2mg/kg/H)
(2 < ERHERE O RERHRIZE L LT, THFA T

X ZENHEHARICHSIZBIBREXTO4 REDHRE

25
BERBD SO {AE 60 kg DIFE
3RS CB) PSL (mg/kg/R) (me/B)
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
PSL(mg/H)
12 15 15
16 125 125
671R 10 10
12~15H7K8 7.5 7.5
15~18 418 5 5

(BSR and BHPR guidelines &b 3|fH)

1) > (AZA) (3 B LIKE) D&M % S75E L 72 B
E# (CYCAZAREM) THW & 172 PSL & 7 & b
I— VI EDSWTWEY, Ll Ta ha—)
FREHHEEOHHPEATH ), EIFREAT 0
A4 FEOHMEBERIZL ZHETT b I—)VERTD
DTIE 2\,

RIEREATOA FEOERN— A LTI,
2012 4E 12 b AH3E O MPO-ANCA %I MPA 62 1 % xf
Kb L7zth AN E ak— MFZEOMREIHE ST
WY e O PSL Ok #E )Y 0.8 mg/ A
L DHEWEL, FNE D BWERICIE L 126 f5HE%
LTV EDTRENT WS, FDO—)T, bHE
DI & BRZE (MPO-ANCA R IMm% 2512 B3
HEFEEINEE ST P a— VoFREEZHS 2T
LI & FEEIFZE (IMAAV)) 12BWT, HENE
LRGSR L OBEICOWTHRE S TWw Y, g



V. g &

HORBREA T U4 FEOBRE S, R
WCHLTHEBIZZWI EDTRENT WD (p=003).
F 72 EHRBAA 200 W H CORIBREA T 04 FED
58 LI 10234 mg/ HIZH LT, J&gesE
1313458 mg/H &40 o72(p=005). bbb,
JEGEFIEREIC BV CIE, BIEREAT O FED
W DS A, MERERASE Ao 72T REME DS B
L. EEEHEETIM TH B LR, BITEET
BFEPD L, RIRICLDEGR ED) A7 D5
WZEEREZEETLE, mEnELENEE CIERIE R
HAFuA FEOBSGHM2HE T2 2 L T
RXThH 5.
DEDIETFT Y ARHA NIV 2EEE 2T, 7))
HIERAEORIEREA T 04 FEOBEEE CHERS

mEICHETS.

@ tEER
SCHRIE PubMed (3 — 7 — ¥ : glucocorticoid,
steroid, corticosteroid, GBM, ANCA-associated,

vasculitis, treatment, therapy, clinical trial, meta-
analysis) T, MRPM*IBELTITHREL /2.
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Ntatsaki E, et al. Rheumatology (Oxford) 2014 ; 53 : 2306-9.

Yates M, et al. Ann Rheum Dis 2016 ; 75 : 1583-94.

Menahem S, et al. Nephrology (Carlton) 2008 ; 13 Suppl 2 :

S24-36.

e. KDIGO Clinical Practice Guideline for Glomerulonephritis.
Kidney Int 2012 ; Suppl 2 : 233-42.

f SHGETHSR IR E RSIRIREMER A ZE &
2011 ; 53 1 509-55.

g RBIA—, flifi. ANCA BIEIME ROBWN A KT 4 ».
JE A S il e R R R SE, 2011,

h. Turnbull ], et al. Best Pract Res Clin Rheumatol 2009 ; 23 :
391-401.
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1. Walsh M, et al. Arthritis Care Res 2010 ; 62 : 1166-73.
2. Jayne D, et al. N Engl J Med 2003 ; 349 : 36-44.

3. Wada T, et al. ] Rheumatol 2012 ; 39 : 545-51.
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CQ 19 RPGN DHHFEEELTRBIMHIRISBREFEBLVERTRERETIN?

ANCA B3:#Z RPGN OHEFFEEAICE VW TREIFIRISBHETFRE S OESFREW
EID. D78 ANCA B:&E RPGN DiffsAE LT, BIBREAT O REICIA TREMHZED

HAZRETS.

BEEAHE RPGN(L— 7 ABX) DM H OV TREINFIERIE, SHEeT%
BLOEBTFRERETS. ZOEHREESHRE RPGNUL—TABR) DMEEELE LT, BIBRE

AT AA FEICINA TREDFIROHMBZHETS.

1 GBM #1485 RPGN O#IFESEICH VT, AEEK 6 HAREDREHIZRILES
BT RE LOLEHTRERET BALESHS. ZD/=HH GBM ki RPGN Oftismss LT,
BIBREATO4 NEICMA TRENHZOHBEERT 3.

RPGN DAL, BRATHESOBMEREOSHENREZMKL TITOBEDNHS. BME
KUBMRBPERRFRICESEST 572D, BIBKEAT O FROBRSHEPREEICMAT, #
Y 2 REIHEREZIRT T 2BEDHS. ANCABERPGN TR7YFF TV (AZA)PIJIEY
(MZR) (RIZERSN) R ED, ZFEAHRE RPGNUL—TABX) Tld MMF X° AZA OFREDRE S

nchs.
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@ mE

1. ANCA 8:&E RPGN

HASED ANCA BE#E RPGN O#IEAERERIC BT
(&, HFIREGHE O A PRER SR A I L, WHEZ bR
D 8HMLINICRIBTREATOA FELTL F=V
0 > (PSL) #4420 mg/ H A & HIg 3 2 & 4%
LTw5., ZO—}FT, FETIRIMNEROFRED

BRI RO, MINGEGOMEFRHRE OB
DRSNS,

Wik Tld RPGN %2 & 7z 5 s £iox 3 54
EIRE AR, RIBREATOA FEIZCY Off
RABERE L S>TEY, HREOERK, BHETHZ
BLOAEGTHRELET LI ENMESN TV,
FIRAEA SN2, FRTF O 7290 O B
WEe kT 5. CY I ERROBLLE L HBES
RGBSR SN TV AE 72D, BRI
BWTUE CY DA Szl g ic B v THIEFBIR)
EokEt ST &7z, DUFIZ ANCA B:# RPGN @
HMEFRIRRIE IS BT 2 K REIIHEE O T ¥ 70 A &R T
> A PHFFTU(AZA)

2003 4E12 Jayne 51, ANCA B If1% 55 0 & %
HMEFRRIEIC BT B AZA L CY EDF ¥ ¥ oAbt
#BR(CYCAZAREM #tB%) % it L 72V, AatBrig,
1% Cr i 5.7 mg/dL @ ANCA Bi# 1145 %5 (GPA
BLIUOMPA)DEZEEZNRELTWD, Al Ld
3 AMOBEIEREATFO A FEEL CY 12X 2 ER
ASEEDORIZ, CY(15 mg/ke/H) % #kFag5-3
HREE AZA(2 mg/kg/H)ICUI ) B2 53 HHEL
(ZEEAEAIZE DAY, B E L FRA ML
THE L7z, BERIE, AZABE155%TH Y, CY
BE137% & %O o7 (p=065). T 7- Sk
FREFTOEELZAEFROEESRDL, AZAR
11%THY, CYBH10% & Z=EBDLh o7 (p=
094). AEETIE, AZA X CY(15mg/kg/H) & [H
HEOHETHHIFEIREINTVDE, ZNH5DOTET
v A% 12 EULAR recommendations Tlx AZA (2
mg/kg/H) % CY & 1) b Z&THETFHRRIIFESE
E LT, BRI LTHERL TS, o
PR3-ANCA BEIME REZ MG L L72T v ¥ a1fLlt
BRI BT, 14EM AZA Zfkk: L CiE k9

BHEEE 4 MG L CE IR A REIC R OF
BREWVWERD R PSP REINTBY (p=
040), 4tk RIEIMHEEOMHBIMIZOVWTH —E
DRBIESNE DL Lz n?,

P B. =V UEY(MZR) CEEIEMER 7 O—CIE
REED KUIL— T ABRUS S RRERS)
AZAZINZ, DAENZ BT B MEFE LT 0 fE

PIHIZE & LT MZR O A EE DS B IME A & 5 .

MZR ITERBETROZEROMENH Y, 5H

Rt G- mOREIZMHREE=4 ) » 7% &% 1T

) ZENEID SN LY. ENTS MZR R OH 2

X 2 1iE ANCA 61 LA, FREAOREOME

AT H TV B (MPO-ANCA B8 3# 1145 45 0 25 i #fE

PRI BT 5 MZR OF R - Zatks L O

EEOMEMEICHE T 5 Stk FEBFZE, UMIN

000000708, %4%H 2007 4£5 H 6 H).

P C. X~ bUFY—KMTX) (RERERS)

1999 4E 3B X 08 2003 4£ (2 Langford 575, GPA @
EIRMERRREIC BT A MTX OB ML #id L Tw
% (FJEtewatE) . i Cr 15 mg/dL i GPA
ERHRELT, BIEREATOA FEBIUCY IZ
£ 5 ERE AR IR MTX (0.3 mg/kg/#B&H % \»
12 15 mg/HATHE L, ZD#HHA 25 mg ¢ O8E) (12
) Bz CEMBMERRE IO LT 5. 200340
Wi, 32 7 H OB I 52% A5
L7228, ZOL 0 CTEEFRIIRD L No72 L8
WEENRTWEY, ThH5DIEF Y A%
EULAR recommendations 1%, MTX % & it
FEAER S 2 R iflse & L CHEL T 5.

%3, GPA IZH LT MPA 128§ % MTX D&t
Mo EF vy A3z L. $72, TR
% 29 % RPGN Bl CE OB EEE > A5
%1 (Cer<30 mL/%3) I2B W Tix, MTX 2fEHA
THb.

» D. SOT7x/—IVEEE T = FIL(MMF) (IRERE
Fa5t)

2010 4£ 12 Hiemstra 51%, ANCA BEIME KD
fRAERRREEIC BT B AZA £ MMF @5 > ¥ 21kl
#EkER (IMPROVE 3(BR) %8sy L 728, ARER T,
BIBRE AT 04 FEB XU CY 12X 5 EMiERE
FERIC, AZA B (BAMGE 2 mg/kg/H) ¥ 7213 MMF



V. g &

# (BGE 2,000 mg/ H) \ZHEAEZ 1280 AT 5 1,
¥ 39 7 A OBIEMM CHREB L EEHER
DEERELRE L7z, FRERIE, AZATE475% 1210
L CTMMF #552% & &<, ZonH— Nk
1.69(95%CI 1.06-2.70 ; p=003) Th o 7=. HEELA
ERRZOFEINIHEROZIIA SN o72. BRK
HEHEE Th 5 M &EHE 2 27 (VDI), eGFR
BLOEHRIZOWTHHRMOZEIIAL L 0>
72, ZO72% ANCA BRI 5512 B 1) 5 E AR
BRI BWT, MMF (& AZA 2B L TH DS
IMEnEZEZ N5,

FRUCRTEBETA K54 2135 v & s bibist
FRERER(RCT) b & L7727 — Z 12D W TERK
ENTWAEZD, MEIEFNILS0mAMTH L. T/
% { D72 T PR3-ANCA W PEER], GPA/WG ER]
DEED L. bHPETIIEAELRE L TGPA/
WG £ 0 & MPA 2EBINIZE L, T80l LD
EWETORIENINTII LW ELHY, Ihbd
DA T4 2 DObHPEDBENDOBEHIZOWTIE
HERREYET 5.

2. RBEESHE RPGN (JL—FAENRN)

Wk T, FREHT R TR B AR PB4
PEWEERIYIC RPGN 2 23 5 )V — 7 A B RIZE
WL, BIBRE AT 04 FEIZEEIHIZE(CY »
%\ MMFE) & 9 L 72 G R S v Cn
20 XS HEHRE IO W T S IR E ORI B
AT U4 FEIOMZ TRIZEIHEOBHICL Y, F
WO, BEWETRBLOEGTRELET S
CEPHE SN TS,

Mk SMHEH SN TV CY IZHEFROE S H
SR G ERLH G USRS N T B 720, ERE
FREICBWTIE MMF B X 0V AZA 2 THRHBT
BRSPS BET ST & 72 2010 4F 1Rk o MAIN-
TAIN Nephritis Trial Group 7* 5, ISN/RPS 434 I
B, VAL X OB 2R VEL(Ve, VA &
FREEZW S, BIEREATOA FHEL IVCY TH
fEEA SN 105 Bl AR E L72T v & AL
ERpsis s hTwa”. KBTI, AZA(2 mg/
kg/H) & MMF (2 g/H) O#GEEZEI D AF1F, 48 7
HOBEMBM CHBOBERLHRE L T 5.
AZA BB L O MMF BEOFREITL % 25%, 19%

ThY, MHETEZRD LI & HIZERIRVEE
MIEH T 2 GG 34 HOREH =, i Cr
i, M7 V7 3 o, i C3 fiixe SLE Oif#hik
LMBFECTELZRO LN, FERZROFEELRT
&, AZA BETHIMERIE D OBEEDSEHW S LATRE
NTwns,

S 512 2011 #12 ALMS group 7* 5, ISN/RPS 57
A, VAR X OV R L JRELSH S NEMHEA S
N7z 22T Bt R & L7z T v 7 s ALe i a s 23
EhTwaY, AHRERTIE, AZA(2 mg/kg/H) &
MMF (2 g/H) O 581250 1, 36 7 HO#i%:
MR CE, KW AL, Mg Cr o, HikB
LTINS REMHIE OB TERI NS
treatment failure D4R % MEt L7z, MMF #B
X OV AZA D treatment failure i3 4 164%,
324%TH Y, MMF B BT 5 H— FHiZ 044
(95%CI 0.25-0.77) LARMETdH - 72 (p=0003). Ef
R ERFOERIL, WHETEZRORN-72.

Dlroxersanrs, BRHERIEREATOA
F#|2hn 2 T ACR guideline® TiZ MMF & %\ (3
AZAZ & 2 EgMEFRE L %, EULAR/ERA-EDTA
recommendations” TlZ MMF 2 & % 2 ff e 5508 1k
LTV 5B,

3. it GBM $1{4FE¢ RPGN

HIIE 55 CHL GBM I RPGN (2xf 3 % 1A (HT GBM
PR 2) OMFREO T E TV AL E LD TZ
LV ORPHIRTH B, HGBM HUADFEAEH6~9 7
HTHRNEET LI E06, OB GEINH SR
(AZA 2 )% 6~9 4 AL LMk 9 2 2 &8
L, — T, WIEIEEIC X 0 P GBM HUiE AT &
FTIUTHEREINTH AL Z D5, $L GBM HLfhH
HEL TV HFRREILETRVEDE R D
H5b.

2001 4|2 Hammersmith Hospital 7%, #t GBM
PUATIE 9 % 721350 GDM % 85 Bl 25 4R 12 72 5
BHITHAEME SN TnEY. 20d b 71 BNERED
PSL (1 mg/fk# (kg)/H&» %\ 60 mg/H), CY
(2~3 mg/kg/H, 55 L EIZEE R =, 2~3 7 H
) B & OI%Esc# (50 mg/kg/[Al, k4 L/E, 14
HH) % BFH 3 2 EFEEAFREIfTbILTnD. &
SICEMAZIIRD PSL 24 10H= L, 6~9 7 A
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THIEEN TS, 209 5 1961TIE, MEFREET
AZA(1~2mg/kg/H) PRSI N TV 5. KB T
O ha— ik, BIFEEAT A FESLHED
flEE L Ik LT 14 HUBEOE B X OMEAERSE
BRELCENL VI EATRENT WS,

Z D7z o3t GBM HifAE] RPGN DR LTI,
PL GBM Uik O KR M5 RAEBEDO TR e\ 2 &
AWEREL D5 6~12 W IR R EATa A F
RGNS 2 ke L, Z DAk 2 et 5
%48

@ SRR

CHK L PubMed (¥ — 7 — F : GBM, ANCA,
renal vasculitis, SLE, lupus nephritis, immunosup-
pressive therapy, immunosuppressive treatment,
clinical trial, meta-analysis) CX} I % 2w
(R L7z
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ST &#lZ RPGN [Cxt 9 2 GBI ER D= 1 —E Y AF AR DFICENT

b)), STEHIOHAZHETS.

MEREBRICETEDZ 12— AFAME(PCP) DREAERICDOWNT, ENTIE ST AFIZERSDISE
4.0%, 17.6%, BHATIZ 1%, 6%, 20%THO/2ERESNTHEY, TORERICHETIEFE
LTRIBREATOA REXR CY REEDVEET DN HS. PCP REERDIETERIL 9~60% &
BEINTWS. FEHIVBRORESLEBEHICHT S PCP FHOBHEICOVWTDOIATIT VY
LE1—EXZBTIX, ST BRIFHIZEICEKY PCP REZIZ 91%HA L, PCP BEFXTEISFRE

SBT3 ZEDPRINTUNS.
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ST &#1id, RPGN DIEHHETH 2 EIEREA T
04 N3 - SERIHIEEC X o THE U 2 5 IIReE
WX LT, PCPAOFHiZEIE LTRSS,
ZZTIEST AAHNCBEAL T, PCP PRI OARNEICRE
L O %.

@ 3

1. Za1—E Y AF Rflik (PCP) DFBHIRS

M RIEFRIZBIT 5 PCPORIERIZOWT, EHA
Tl 2 FEOBIEIM T 4.0% FHEBMIT VI D ST
EFIFEFG)Y, 18 1 A OBIEEIM T ST 4713E% 5
176%, ST &#I1#%5- 0%, #shCidrhJe g 7

T 1%, GPA 5&5E 1 £ LINIC 33%, 3~144ET
28%Y, /X)W A CY #306+167 7 H OBIEHI <

11.1%, #&ICY B 24.9+188 7 H o Bl &M <
304%° TH o2 L MEESNTEY, FORMERIC
WETLHAT L LCRIBREA T A ML CY #
S&) BT 55N H 5. PCPRIEKDIETE
12 9~60%>"Y Lt s Twa, JEHIV &R R
EAREREFIIHT S PCP FHOAEMEICOVTD
VATFRTA VI LY a—k AYENTIE, STH
PRS2 & ) PCP 3HEH1F 91% 4> L, PCP
MBI CEPEREICKRT T2 2 LR ENTW
29 ENTIZ, 2011 fEIZFAT SN [AEErTIE
IR BB D BIRIEST S 2 MUY R T ANCA BiE M &
KON A FITA4 >~ Pz, PCPFRiD7:
DO ST EHI TG OFIESHER I N T L, i
L1912 BSR/BHPRY & EULARY O W2 BT
b ST AHIOEH SRS TEY, STEANICT L
NE=DHLEEIIEAY Y 3T VA 300 mg 1
HH1EDSHERSNTWLEY, 2o, 7 hNay
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