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RPGN ((rapidly progressive glomerulonephritis) %, [ &5 WIBERICRIEY MK, £H
R, BllERRICETT 2BAFLZ XTERE](WHO) £213 [BRZRIRETRZHFVEBEDL S
DA DFBTRRICBEREIETI HERE | (BEFEHE) EEESIND. BRZTRY KATR (BRMR
FrR) &lE, RERAMMIR (2 < IZEEMEFENMER, & XICHRMMREADND), BAR, FRMmBKAHE,
FEMAEZEIET. MAETHONIEZIHPKRPETRLICES.

RPGN (XERKRIEREI CThH Y, ROBMEOSV\BRIBMEBZMZITRISIEFLE B AR ERKRAE
RTHD. FFHEFARTERERKEB X, RIKEOERAMEEICLSREITOT ViEEFRRICK
V), OIRE, QFENHRE, @ILBEDRVHD K BE THSMEREZ (pauci-immune) B D 3 DIZH T
5B, FRIREIIITRIRAEERE (glomerular basement membrane : GBM) fARIB R DRE & 4
3. FEROARE, 28T 77 b—FA(SLE)* IgA mE % (IBFF Henoch-Schonlein 5315%) /2 &£
TRHLHNSD.

REESHROEEERIL, OBBRREESM (circulating immune complex) E@QBFT CREEAR A
WG B in situ RIZEESHFICKRI SN, FBRIARIICIIERARESAAIPES L TS, it GBM
FARLRBRAB K1, 2012 EHET Chapel Hill Consensus Conference (CHCC) A$&Tl&, in situ
RBEEATKICKY)RIET 57280, RBEESAERIKEBRICHAEIN TS, HERBREIIHFH
Bk R E A (anti-neutrophil cytoplasmic antibody : ANCA)BEEB X TR&H SN 5. ANCA BIE
BxElE, ANCARBEMERICAONDEBEXZIET. DHPETIK, BRKERKRY myeloperoxidase
(MPO)IZX19 2 #ui& (MPO-ANCA) 51417, proteinase 3(PR3)ICxtd B H14A(PR3-ANCA) 5
FICEENXT 10 EULESEE DL,

3ARAVMIZ30% UL 200 BLE %5, &
RERTRITR (B RMIRATR) &3, AREREMEMR
(% IZBAMESIMIR, & ZICWIRIYIMR b A 5

1) RPGN DES

RPGN (3 AR EAERS (WHO) 12 L D [ &lEd 2 v
EAEICSIET IR, &ER, Al & 20HI12HE
T3 58 A e I -3ERRE] LERSNDL. DA
ET, BEA5EE (1H) #1700 E A7 &
HARERAED, [BRE2RTIRITRZ v 5
SH0h A oféE CEBICEAEDHET T S ERR
LEFLTWAY, 2T, AMElTIE, eGFR A

%), EER, B LORAIIIRIMERFIAE, BRI %
RO LGEEIET.

RPGN (3R CHIUIEL  BRITBEAEIZESD
TRABRDEERTSH 5.



&1 RPGN Z &9 ELFEEE

I. —xi 0. ki
1. HBEFBMERERIAE R 1. 254 ERE
71 GBM A8 B AR MR ER (A B 3¢ BEMEBHIS HIMERN (MPA)
RRES B B AR IERERIAE R LHRIMENEPIZFIBIE (GPA)
Pauci-immune B BIATRIERERIAE R (Wegener ZFREIE)

2. ¥ARERE DI REIFER
IgA EBHE
FRIEETEIERIRIAE R
PRI
IE IgA BIXH > %) LEFEMERIRIAE R
Z DD —RIERIRIFER

3. SMEEMER

ANCA BSEMmER

IFESIRME S FEIM B R M PNZFIESE (EGPA)
(Churg-Strauss fEIRE$)
MABEEREASR (7 GBM %) (Goodpasture JERES)
2EMHIUFYM—F 2R (SLE)
IgA IMEEY (Henoch-Schénlein 4£B1)
ZUA7a7) > miE
Z D OIEIEIEMER
EMEMmE
AR MG M EE
BAEI U< F
EMER
B FREEAEIRES (hemolytic uremic syndrome : HUS)
JLRATO—)LERE
BERBRRERIREER
MRSA BRBRERIKIARE N
RBPMDRER, v hBX
CEEFFRI IR
Z DfthDREFAE
=gl 3

2) RPGN % Efc9REDELE

RPGN IZFERIEBHETH Y, R, 2187 L9
WS ESELREENTEINS. RPGN OFEFEIZK
&<, BoAaxkEEL RPGN % & 7295 E (— KM
RPGN) & 4 B PR R0 e 7 &I o T 2 [
# L RPGN % & 72 98B (ZRMERPGN) O 2 21257
oM D, — kM RPGN I21%, ANCA B4R ER(A
B4s, PURERIR LR (glomerular basement mem-
brane : GBM) A TR ERIR T & 7 & 02 AT
PEARBREE %, TgA BHE, BPkHE I RBRIAE % 7%
EDR AR T L) REREBF RSB £ L
A% (FN). IRV RPGN 121, BAMEENZ 510
BERpEoeqEmEx &4 T~ =72
(systematic lupus erythematosus : SLE) 7z & D B JE
W, TOEPEESIE, —EOEFEEREE, &
I bR 5 i iE A5 B (hemolytic uremic syndrome :
HUS) % Hls & 3 2 I P/ i SE (thrombotic
microangiopathy : TMA), 2 L A7 0 — VERIER
BRGSEIZPE ) B R EDVH 5.

RPGN % 29 % b HEE O = W B EHIR 132
W 1L BEFE N 2 A AR T R BRIR B e T 22 R
RIEBEE & & 1%, BIERkAED 9 5 50% DL F5REk
KICEARZ 2T 2B REERSNS. LrL, F
FARTEBLEE D D 7o WA ER AR %6 T & RPGN
AT DA, B NIEREMEE 55 o HAE B (AR
YRR RO—E % L), 3512, IRMERE
4% 4% (tubulointerstitial nephritis : TIN) 7z &Ik
FRERR BT O IR A & O JRFTR % 2 L T RPGN
ORI R A 2T 2586055 5.

3) FRFERMEERDREIIR

P R AR ERIRE 251%, B AR O ELHURD:
ICEB%EZT ) Y oRERRICLD, OFIR
Rl QEERIKE, @BV VeI BEOMER
#E# (pauci-immune) ® 3 D DFFENZ 471 5 57
(BE1). 320 E D 7% TR pauci-immune &I
Db WL TH . KERsE ANCA 2tk
ANCABHEE % TdH ), ANCA BE # I & %



K2 OHIEORRETEENERE OERRE DR

1998 FFELIFHT | 1999~2001 £ | 2002 FLUZF S5
(A HA) (B HA) (CHA)
EGIER % | EBIER % | EFIE % | ERIER %
—RI4
F R RMERER A B R
1 GBM Hi{AEY B AR I RER A B R 39 44 20 6.2 22 3.9 81 4.6
SRREAEE B A RIERERIAE RN 26 29 3 09 6 1.1 35 20
Pauci-immune B RATERIERIRAER | 345 39.0 151  47.0| 249 439 | 745 420
REFARERMERIREER 19 2.1 5 1.6 7 1.2 31 1.7
DRERBEBR—R I BIERZ B MERERA R 14 1.6 2 0.6 12 2.1 28 1.6
EBAEFRE D REREB R
FRMEIETE M RER A B R 9 1.0 2 0.6 4 07 15 0.8
PR B RE 2 0.2 2 0.6 1 0.2 5 03
IgA BfE 25 2.8 9 2.8 9 1.6 43 24
JE IgA BIX H > ) AMEFEMERERIA R 4 05 2 0.6 2 04 8 05
Z DD —IRIERIKAFER 2 0.2 0 0.0 1 0.2 3 02
=
Goodpasture fERES 14 1.6 5 1.6 8 14 27 15
2EMETIVFVYR—TR 50 5.7 5 1.6 11 1.9 66 3.7
Wegener NZFIETE 23 26 9 2.8 14 25 46 26
IEMRNSRMERN 157 17.8 58 18.1 129 22.8 344 194
Z D DIRIEMEME R 6 0.7 5 1.6 4 0.7 15 0.8
HEERMEBER 18 2.0 5 1.6 13 23 36 20
J)#47'07") > IMmiE 5 0.6 3 0.9 4 0.7 12 0.7
BEEI U< F 18 2.0 2 0.6 4 0.7 24 1.4
E4ES 2 02 1 0.3 0 0.0 3 02
Z DD MERER 22 25 9 2.8 9 1.6 40 2.3
BEEREREKAER 8 0.9 2 0.6 0 0.0 10 0.6
BRMDARR, >+ > NBR 1 0.1 2 0.6 3 05 6 03
CEFRITILR 1 0.1 1 0.3 0 0.0 2 0.1
ZDfth 13 1.5 2 0.6 5 09 20 1.1
ZEE M 7 08 1 0.3 2 04 10 0.6
ZDfth 7 08 1 0.3 9 1.6 17 1.0
NGz 47 5.3 14 4.4 39 6.9 100 5.6
£ 884 100 321 100 567 100| 1,772 100
GBM : glomerular basement membrane zEk 1) KYUBIR)
(ANCA-associated vasculitis : AAV) DEIFZE & L %.
THND Z e, OOBIKENZHT GBM HLikE!
BX g =21 i AR 2 Tk 2 . A J y
B R TRl éﬂ, ?}L‘G/Bl‘\/[ ?ILTZM L% fﬁ—‘%@?ﬁ%‘ 4) ANCA B:Es3% (T3, KB, HHE -
SR THRIEBE SR DT (R BT i A S A IR T2 I RHE
in situ immune complex formation) M5 Z & L 1)
55, @QOERIRENL SLE % [gA &%, 7Y
Fra 7)) vIdE %R EPEERBIER AR (circulating ANCA BB 4 & 1X, ANCA BIEMERKIZH S
immune complex) 2’535 F R TROLND. IF NDEREIETY. BIRICIERT 25413, BiER
B TTHE L 72 TgA BHE, MEPEIEREE SR BRAE 25, 4 (renal-limited AAV) &IFF-EI S, ANCA 1
BEPEESE, TgA MR, V—TAB L, 71)+ru BAEPURRT 12 X U perinuclear pattern (5% )&

7)) VEE, VAR EREARERRE R EEE N Bl P-ANCA) & cytoplasmic pattern GHIa/Z 5 : C-
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1 BEXREIC K DIEFEEARERIABER D HHE (118G FURIC K D RERIEREB/INI—2)
a: fRIRE (Linear pattern) b : F8AIATY (Granular pattern) ¢ : fE%ZE (Pauci-immune)
(BRER | REKEESBESEERIRAB X, BARERMWAIMEBMEREE (L), pp65-69 : 2012)

el » e Bt

2 ANCA EEBROEHERMRE

a B - DEMESERIREEB R | RRGEMMDEEO AR, BEOESMETE(FRE) 2RD S (PASM-HE 2&).
b B AAFAMERIKGEBR  RRGEEMNERED HE B THHL, 2BMEICFBEPEHEIN TS (PASM-HE £&).
C RN RAEAMIERIRGEBL | REEDERIEICKY 7« 7 B GRE) L TL% (Masson-BOZRE).

ANCA) 123 i, DSETIERIEESD 90% LA %
& 5126 P-ANCA O %FIGHHLE X 12 myeloper-
oxidase (MPO), C-ANCA O x}IndiE L proteinase
3(PR3) TH 5. HOPETIEWCKEEZL D, MPO-
ANCA B I 4655 PR3-ANCA B I 4212
THEEIMIZZ . MPO-ANCA I BAMEEI % 51
4% (microscopic polyangiitis : MPA) O K&R4r, 11
BRI 2 5814 S PE A 3R IESE (eosinophilic granuloma-
tosis with polyangiitis : EGPA) O#J- 52k TH
%19 —7J5, PR3-ANCA kD& RDIZ L A L
13438 A 45 1% A 2B E (granulomatosis with poly-
angiitis : GPA) TH %55, —F, DIED GPA ©
30~60% 1% MPO-ANCA Bt Td 519,

ANCA PBHH B 9 0> SR 1) 7 R BRLAL AR AT RS, 3
FEVER H R IREE R TH 5. WEDPEET
HIUL, BIK - SEIEEREEORKEE XL ET S
B, RENEEICR D LT AL DREIET, HRER
PRARBEREDSHTZL L, Ry~ 2 PRI HIIE R0 A i o D
BN % 5RO B SERCIE A AR TR AR ERIA T K & 7% B
(B 2). Mifat:cHEiat:o A RizEmE ity 2
CREHEEE AR E 2 D DWW ISR BRI AL B
%. ANCA B 721%, d#06puiks: (g a 7))
YR I K B RERIE 8y — T, pauci-
immune BNZE T 5. &b, D% ANCA &k
? pauci-immune B H AR ERAE 25
27,



WE AR S %08, ANCA IZ X AP HERE
FEALSAE I TH B, $ b b, HLA-DRI %
COBIEH T R, BRgE, B(H, ) A%
EOBEEER T2 ) i R E N O H L& F T
& 5 MPO X PR3 25Pufit i % 445 L, ANCA %A
SN, RIS, JEYSER & TrEE SN TNF-q X
IL-8 7% EDH A A A I &Y iFhERANHEMEAL &
L ANCA OMIGHUREA MR mICE B SN S, M
HO ANCA DS oERHSNPFEISHAL, XD
TFRERASTE AL S LD, JT4E, PR ERODIHEAL I H
R (Cha M) SR K B 5- LT\ a 2 LA
LY s =7y POBEMICL R->Twd, &
LN 0P P ERIZSRERK R AT IR L, I8 P R A
Moz, BB PR ERMBEA NI v 7
(neutrophil extracellular traps : NETs) & \»9 MPO
LA OEAGMEE ST 7 u~ T MR %
HHL, BB R ER SN LIS 29 LT
FEASiike L, SO E IR BRI e A
BEHEM SN D, fITiZ ANCA OREEIZ S NETs
DEGDEESN TV S,

~

5) 1 GBM M{FELRERAFE R

Pt GBM PUAERERIRE % & 1%, RS0 35E
PP AR IS K2 2 L, HSOUPURE TR
HEBE |2 IgG OFLIRILA (linear pattern) # 588, [
FIZPL GBM VLA & % 2B ThH 5. itillg
WAL GE EEb L WIEEDNH ), AT
MAaALNLEZ EDHH D, 20124FICLFT SN/
Chapel Hill Consensus Conference (CHCC) 7748 T
(&, HT GBM HLk R o 1% 45 % HT GBM Ji% (anti-
GBM disease) & L, it EDOELEL02H 5 WL
BRHONLIHEEELELTWDEY. B0
W & EES L EENL Goodpasture FEMEHRE & XL
%. PUGBM 5, EIERJSHT T in situ RIEEEHE
WIS N THRIET 2WETH 57:0, 20 CHCC
SETIIRIEE A REVNINE RISHEI N TV 5,

PLGBMIUKIZIVEI 2 T — 7 > a3 $HD C Kl 24

95 NCl KA A >N Kl 17—=31 o7 3/
L (€ b—7 ATEA) & C Kl 127—141 fif
DT I EEERE(ZE 7B EB) 2§l T k—
TELTHHBMLTWwAEY, ZoHb, EBIY b —
Tk BT AR EREEOREELE L) EET 5
5L IgGH 77 5 ATIE, IgGl & [gG3 ASE
FEBICZ WV EDHE L H 5. 58D NC1 F A A
Y EAFEOPUR E 20 9 AW, @EOREIZBW
T, INHOPFEIE N =TIV T -7 a
345 GACTHER S N7z 6 mARHICAATE L, ZEIKEEANIC
% L Cwv 4 (hidden antigen). ¥t GBM $r& %l
RPGN TIZ, BEYE (£~ 7NV HFR L), WA
TEWE (CHR I, TR LR R 2 &), BYEZ LI X
Dl - B OREREBEOBEENA L, 0345 $HD 6 =AAHS
fREES W LT, a3 SBOMEIYE F—F
AEH L, SIS T %P0 GBM HiUAD A S
%. ¥t GBM VA D IR EA~D#EE & B30 D 12,
gk, ) vk, HER - ~wsm 7Tk
FEMRE 2SRRI ZE L, S5ICENL AT
LA MIA Y, EHRESCEOBMAEREE, LT
R, BEERZ OG- L, BEKEOREIEZ 5.
BARIRIRICB W TIL, W L - TSRS S
HIMAEPNCHTET 5 7 4 7 Y RIGEMMIE 2 &8
R~ VEENRRT L EE 512, KIEMED» S
HWENLZHA M HIA Y BEDAT A= — |2k >
TR~ V2 FEMlaoRghmE, 372 bbMiatky:H
IR A Z 5.

LIAT & 1 Ht GBM Hiufk & ANCA DTl Btk D fi 51
DA SENTEY, §L GBM PrikBRER AR 7%
D#730% T ANCA Bl (¢ 12 MPO-ANCA 3% \»)
&7 1), ANCA BEtEEE O 5% TPt GBM PLiEsh
Btk il ST 27 Bl GBM HUk R A BRIKE
FIEB DL TIE, HRED 1EDERI2SEL N
O ANCA 2SHpt & 7 o TV % & OMEDHH 2.
ANCA 12L& 1) GBM BEENEL, R Y b—T08
T AU ERESHEN SN TS, F7o, il
MPO & & % b - peroxidasin (2R 5 HUADS
JLGBM RO EEZ» LR SN, WEIZBI) 2B
AEHENTWEY,
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6) RPGN & CKD MEdfR

CKD (%, OREF, W{EZWr, MR, i CEkE
EQFENHS 2, FE120.15 g¢/gCr Ll EDOERIR
(30 mg/gCr A EDT VT I VIR) OFAENSEE. 2
GFR<60 mL/43/173 m?>, Q@D hh, F/ik
W23 7 AU EFR T 5 L ERENLMETH
%. RPGN & &% g% (chronic kidney disease :
CKD) & OB #EIEIZOWTIZLD T O S ET 5.
1) CKD O#%#EH 12 RPGN 28R b b 2 &7 5 -

CKD OB T 2 B R ERAE % (IgA BiE

% E)IZE D RPGN 2R Z &A% % 13h, CKD

OfEEH, #7212 ANCA BEEE 757 & O RPGN

e TAZELHY ) B, L72Do T, CKD
BEIIBWT, B L BRI OB ZED
DAL, BROBEF TR RPGN % & 72
FTHREOGHD SHICE LEIH L. B L
DBNE A X Dfi/NE CKD OFFE % RIET 5

25, RPGN &2 HE S 5 b D TlE AW

2) RP(GN A CKD IZBITT 52 N LITLIETH
Ao
RPGN DHEIC & 0, B w LEE B EH
EhoTh, T0O%L DIEMIZE W TEHEREK
THORAEL, CKD & LTBEINDERDL S
V. ZOBIZCKDBRT A Ko 4 VI 724

R 7 AR R AT ) L AR, EFOFES

5, RPGN 72\ LR B OBR 2 LI +503

BT 5.

3) H#d RPGN & CKD OERld E 128w ¢

T, EROBIREEIZ X ) RPGN 235 R &

B — AN Z T\ D . BRVERAT R & B ikGE

KTE2BEDELTE, —EOZHEESTCKD
& RPGN % [XB19 % Z LA TH L. —H,
QEOBHERESTIE 2 LT F = VIEEOEA
(EF) DTN THo> T, EBROBHEAEEL
FAPT LD L RENWT EDDH DL HIZHEED
VETH L. FC, E 7 LT F = ViREN LM
il ERRFIFRO & JITERBETICR &1L,
B RPGN & Ak L3 v, T/, BikaE
T OIS RPGN R 7 L7 F =D
FRAFIREDD, CKD EXFILIZ VWD &
bdH 5.
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i

iEIR - IRE - Z2MEE - EEEE SR

EFERRPHE, BRARTR AMER SSICRBEOHRERDZRBDHDIENHD. BEHHEM
FR, EZICARMMREBHOSND. RIKERFMIKP S XL LMREMAZEZFD. EARIZGEE
», R7O—EERBELNIOBBRICKZEGFBIEHTHD. &I, EREDGEICKDIRREE
TORRGIGEML TS, RPGN ORRAEEDS£H MRS (MEX, £85I T~ b—TX(SLE)
BE) DEXWR, RERICED ERE, Mhdm, FEEEML), KEGKH, I3, Hiaa(Tm 8
), MRERESTELBIVERZRDS. MRRETIRMBI L7F=DLR, eGFR DET 2B
UIXLISEERENEO CRP, ML EFZ2RBH 5. £k, DRISETTSHEM, BMmIK(GFHIKERD)1E
%, MEREGTIIM/IMRIEZ 28D 5. MHREXDERTIEUIXLIEERFERZZRL, SLE TIHET
9%. RPGN OFRAKEBREICHBELEBBENBSHAEL LT, 1 GBM itk fusrthakiiieEnE
(ANCA), i=Z# DNA(ASDNA)FEDHS. BEEIRE TEEMISLLBRNHET, BHEMAMRTIE, &
SEEF R A RERRKABR EZRT ZENZ0)

RPGN ZHEAEICIE, FFIEADOBNZ{Ed J&ZBrE Lz [RPGN ORIRRE DD DZHEE
it &, FPFIEDESHD [RPGN OREEZEIE] 5.

1) fER

RPGN I RHRIEGRIFCTH 1), BIHTRLI2ERT BRAEIRD & 9 ZBIIR & L 7o SR QRS i, 8K
7= 3R eREZHRE T 5HETH L. RPGN MER EZHRATRERZINL 2 EDDHDH. 2
R R ZAERIZ R WY, BRRBY TIER E LT B HE o TN E TR A 237 7% ) OBREE
B DB WA Y IME %% SLE DIERZFHFR TL 5 TROOLN, MZTLIHEM) 2T H5ETH
ZENE. L EEEZTEEBRSICE bR B, TNH DHFERERD O BEIIER K E 7 EW3EED
5T L, RITREE EERBETOETYD S N, PIRELEG SND ZELVD, (LA LED
%013 RPGN O REME S B E &, HMEADH BEAZILO LT 2 REEROLGEZHFELN LW
NRMEEZH OO DHMEIHELRETHL. R B, —EOYEN Do THHEEL, ZoORSTH
1V HHYE T 1996~2006 £ F T2 7 » 7 — Ml % BIBGHETIE W L IZRDO N5 2 LA %W

A EN72 RPGN 1,772 S BI DRI FEAEIR & i BEAEIR, NS OFIEEIR Z 780 5556, Z#7%> 5 RPGN @
THAEIN - JRATI, BYMEIRIZ o0 7B OHER O TREVE O BE o T, IR LT Cr OHERE & HuH DL
HTHD. WIZF = 795, —77, BEIIEIC L % RPGN Tl

B DA THEDPROON L5 H 5.
RPGN ##13 E5GE % 7% & OB FRIEIR R B GiE



K1 RETHBENEREICH T BNFRERDEL

1998 &£ 1999~ 2002 &
Y] 2001 £ LAR%
(A HA) (B HA) (CHa)
HIBRAEIR
Rk 45.2 66.7 73.6
& 429 50.8 51.2
B R 34.0 54.2 60.2
L&EER 25.1 31.2 33,5
RAENE 16.5 18.7 18.7
7)) 15.5 24.9 29.0
HERD 14.2 25.5 33,5
BiER - IRFTR
i 34.0 47.0 51.2
F v ARER 234 45.5 60.7
PRERA9MER 12.2 16.5 14.1
ZER 9.5 15.9 16.4
70— CAEIREE 7.5 14.6 17.8
2MEBR 5.9 16.8 18.5
FREAEEIR 53 17.8 15.8
BYVEIR
FhEFEss 22.0 33.0 42.4
RAEN 16.3 14.3 12.7
R ET AT 14.6 20.2 24.5
Frf@HIm 10.4 10.9 10.4
E35] 9.2 9.7 11.6
Bl 7.8 6.2 4.0
RigREE 6.6 10.9 11.1
iR HRES 5.8 2.5 4.6
IDERSE 5.1 10.6 10.4
Bt 1.5 1.9 4.6
BT %

(>z8k 1) & W51R)

B I AR R T IRAT L &SR ERIAME IR (26 < 13 BAM
FOIMIR, & ZICWIRMIMR S A5 5), BHHEHIK,
ARIMERFIAE, JER A & 2R3, BT ot
B HE B T Z IR CFE L LIT LSRR B i,
70— VIEBEREL NV OEARIC L 54 S 30E b
Ml b, —HERTOFRRIE, FRLoIRRFRIE

ROFEBET B BHIRREA AT SN D 2 L1125,
—7, W22V HH B L ) IEHEHICHZODI,
FREZ 2 I L2 BRERO 2 WHRIREFE S E -
MIFTEAINLEFIEZ THWEHEETHL. i
DB HECTIREN LT EHELTWAZ DS
<, \EC o2 MRPLEAIR, FERE &5
DO NHE, BEEREIAETHHRELZED 5
CENEETHD.

LA DliggR OERITEFICIEIRAZ . ERdo
FEFRERAIEIR TN 2T, MgHE X M1 & 2 iR ZE o fF
ERLIELIEFRO 5, BEEME Pz, &
VHAOLNG., MFEOFZDEZIIHD, Znohb
RPGN D& % 5t > THRA S, MILZREI TR
ENBHZELLw, [HIBERER] &I, REo =R
TIAHL GBM IBIZ BT 5 OV F AR H I & RPGN
EHHEBI 28T EETH 505, RPGN EAHERDE
PHEEIZESHVENEZ ELH Y, FIChbdET
& ANCA BI85 9T 5 BM BT % 58100 % %%
(MPA) & MRS D &0 %, LA CIE, 1
ERIEBNZ A SN A HIMAER & LRI, B o,
B EOBEATE . MREIRD LI LIERRD S
n, HEMEEICHETTT 2 FEOEN, KT,
BITRER EOFRZIND 5. & S IZZFEVEHERE TR
HREIIEHEICED LN, BE» S ERNRICO
LB EbdHDH. T, kMO RPGN ¥4
X, HOREREZ GO HRIEREIZME ) %k
FEIR, B EDVBOLNL. —T, WEKkTIEZW»
2 38 1M1 45 M N 3 JiE (granulomatosis with poly-
angiitis : GPA) I2fF 9 B, HH %% & OH &5
FERIE, ABEEIDAETIRILENHTH S 2 L
5, RPGN OMFHEIR & L CTOMEEIZA 7%\,



K2 SURETHBERIERECH T SUERRERR

ME7L7F=> REBE iV If;%& CRP mex
(mg/dL) (g/8) (mm/B5) (mg/dL) (g/dL)
THiE SERE | THE SEEE | TOE SfEEE | TOE SEREE | THE SERE
—RiE
71 GBM JUABYSIRES TIE B N AEIRBE
1998 FLIA] 6.7 4.2 23 2.8 102 42.0 8.6 8.8 9.5 1.9
1999~2001 & 7.6 7.6 35 2.8 102 323 9.6 9.3 9.2 1.9
2002 FLURE 4.8 34 1.3 0.7 96 43.6 10.3 8.3 9.6 2.1
REEGSHEFBARERIERIRAEER
1998 FLUH] 4.8 3.4 1.5 1.1 91 50.0 3.8 3.7 9.4 2.2
1999~2001 & 3.1 0.3 34 2.8 53 0.0 1.6 1.5 9.6 1.8
2002 FELIRE 1.9 1.2 4.0 3.2 126 0.5 3.8 4.6 1.3 2.2
Pauci-immune B2 B KT B MERER
1998 FLUF] 4.7 3.5 1.9 1.9 87 42.3 5.1 5.6 9.4 2.2
1999~2001 4% | 3.6 2.7 2.4 2.8 94 39.1 5.1 5.0 9.4 2.2
2002 FLUE 3.7 2.8 2.0 1.7 100 37.0 53 5.2 9.5 2.0
Z DED— RIS B AEFRIERIREE R
1998 FLUF] 6.3 3.0 4.7 1.3 76 241 2.4 2.1 9.8 0.7
1999~2001 4% | 4.8 4.6 3.9 3.7 81 42.0 3.6 5.2 10.4 2.7
2002 £ 4.1 3.4 3.7 3.1 91 21.7 4.3 7.3 9.9 2.7
=54
Goodpasture E{REE
1998 FLUH] 7.0 4.6 3.7 2.6 89 41.1 8.6 8.1 8.8 2.0
1999~2001 & 9.5 4.1 1.0 0.0 119 2.6 25.1 11.4 9.4 1.9
2002 F£LIRE 6.4 2.9 2.4 1.6 115 9.6 16.8 7.2 10.3 1.3
2EMIVFIA—FTR
1998 FLUH] 2.4 1.8 53 3.9 77 44.8 2.5 59 9.0 2.0
1999~2001 & 3.1 1.6 4.8 3.0 59 29.3 1.2 0.8 9.6 0.9
2002 FLIRE 1.9 1.5 1.6 1.4 103 384 1.9 2.2 9.5 2.3
Wegener NEFREE
1998 FLUH] 4.5 53 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 2.6
2002 FELIRE 3.0 2.6 1.2 0.8 81 36.2 7.4 6.2 10.1 2.0
RMIRNZRMER
1998 FLUH] 4.5 3.2 1.6 2.8 100 40.5 9.5 7.8 9.0 1.9
1999~2001 & 3.4 2.7 1.6 4.0 103 28.1 9.2 6.1 8.9 1.9
2002 FELIRE 3.3 2.4 1.4 1.4 93 343 7.5 6.7 9.2 1.9
ES7
1998 FLUH] 4.4 35 2.2 2.7 88 43.2 6.3 7.0 9.4 2.1
1999~2001 & 3.9 3.6 2.5 3.2 96 37.0 6.2 6.5 9.3 2.3
2002 FLUIRE 3.6 2.8 2.0 2.0 94 37.4 6.2 6.4 9.6 2.1

GBM : glomerular basement membrane
zik 1) & Y518)

2) {REFTR O

FEZEE) 2 e, L XIIERE DR WIILR
IMPRIE RPGN TEHHEEIZ A b, SARIEREIRIMEK DRIRIIIC S RSN DAY, 2 OWE TR EREEMIL
DH%EHT, HMERSL Nz &GS 3 2k EOWHEL D YA XDORERIMERICL 2 HIL%E
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ZEIRETHAH., EARIZIZIZGMEE 2 ) HED
vy ANCA BB RICHE ) &EFRIE A 70— BIE
B ET LI L IImTH L0, REEARIIE %
Tl L ZICKEOEAREZRD 5.

RPGN MEFIZIE, S0ERI|ZHEFTT 5 1LE Cr » 1
APE&EEING. WBEOME CrEiZbirEd 7 ~
r— b TlE 2002 4 L% 349 36 £ 2.8 mg/dL T, 1998
FELIRTO 44 +31 mg/dL 12 UK R 7258, KR
ELTEMETH A, HY7-0 O LHFIZ19984EF T
D HE B T3 33 0.535+1.005 mg/dL % 7k L T W
52 FRBEBO TS, HLCBMIKIZ X 5 b DAt
&b REOIME Cr fEAvE <, ETHE S Hwo
PR TH D, —7, REEGRE%TH 5 SLE I
L5 DIEHBHRETERINTED, IH0
FEGICIEATR L 72\ FURDS L WD ), 7z,
FIER TR T AESEVWEEZ LN, EfRL
X RPGN & 13V 2 2 WERE D II{E Cr 15 & IRAT R
REICLDBREINDENLHD, To0L) e
X TE R M Cr ASEAEICE 5 BN E M EA
NI HZENETINL. BREOREL LT, &
AR Cr i 55 S % eGFR O A—f%y
Lo T D720, SRIOZHETRETIX eGFR DX
THEZZWLE L L5 (BREHEREDHESR).

A REREIR 2 PO L€, RPGN TiZ LIXLIE
CRP DR LA H Y, 2O LA IHREHELZ EO
JEGYERIRIIEY I TH 5. CRPH & e LI I3
s ), BEREESED 1 DOBEL LoTWn5,
TRLMED AL, BHEIEDRERE L THEHTH 5.

BHICHETTAAMILITLITRDO bR S, B
BRI T IRk 2B IS, B RIEIC & 5N
BALAIND Y, 29 L D AR I ER s ] R T B
(ESA) IZBUE L 22\, ANCA B IM4 4 7% & Tl
HIMERIE S 13658 T, SFICIFPERIgZ 2R, V)~
SNERIZL LAKRT T4, S5ICIM/MEE S LIFL
EFEO SN L, —J7, SLE TIZAMIZ HImER ()
YRER) &MU DSBS SIS 2 L asis L i
IZb 7o THY, ANCA BEIME % L ORI & 7%
5.

xR3 ZEEHT(COXEHINF—REFI, ATV FTA1
REB)ICKBRC, BRICKEEZSXZHETF

(Forward selection method, critical Fin=0.05/Fout=0.1)
(A) T

THEREF HR (95% Cl) p
FEh OIER | 59 mUF)
60~69 % 2.284 | (1.383-3.772) | 0.001
70 m £ 4.286 | (2.649-6.936) | 0.000
IM;& CRP (WiR : <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
PiRZs (XIER : £E) 2.169 | (1.508-3.119) | 0.000
mi&ECr( 3t BR: <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
YHRIBRER T O
R 58 PSLIRE (uf
#8 : <0.6 mg/kg/H)
0.6~0.8 mg/kg/H 1.555 | (0.996-2.429) | 0.052
0.8~1.0 mg/kg/H 1.645 | (1.005-2.692) | 0.048
>1.0 mg/kg/H 2.132 | (1.269-3.506) | 0.003

Other variables considered : #5l, ANCAUT7UZX, 7
OKRA7 73 R(CY)EE

(B) B3
FREF HR (95% CI) p
miECr(xt B&: <3
mg/dL)
3~6 mg/dL 2.811 | (1.595-4.957) | 0.000
>6 mg/dL 11.513 | (6.827-19.416) | 0.000
ANCA #7735 Z (¢
B2 : PR3-ANCA &234)
MPO-ANCA, PR3- | 2.891 | (0.788-10.611) | 0.110
ANCA mEE %
MPO-ANCA B3¢ 2.224 | (0.699-7.077) | 0.176
ANCA+#1 GBM#1 | 5.403 | (1.474-19.806) | 0.011
&
CY &5 (W88 : 3ER5)
CcY 0.683 | (0.474-0.986) | 0.042

Other variables considered : &#5, €5, Mm& CRP, AfifE
%, PHRIBEREAT O NE5E8 PSL #E
zk 1) KYBIR)

— &AL M 4512 P ) RPGN C U i iRl
BKFIERL, LIELIEER %2295, SLE O2%H
TP T 5720, #INCERHTHE. SHIZSLE
7 & O H CRIER R TR I S B BUgbuf
i, MERTEMICLA2ARBOLNLL . —F, it
GBM HUk 34T GBM % TlE 58T, P rhERMI
Puik (ANCA) 12 MPA 3 X I'GPA TMPO-ANCA



PR3-ANCA 2513 & A EDREGI TR & 72 5 7280,
RPGN % &t 72356, LI HETRETH 5.

If3#% Cr M1 3.0 mg/dL LLF ORERIIZ N, 3~6
mg/dL, & 5 WIZF N EDFERTIZTHRB L O
T A2 D LR T2 (FR3)Y. ANCA B
2Clx, ANCA HUREBZPEGC I Lt GBM fitfk % £
IWEIETFENEALT L EMOENTEY, T
GBM #UAE A BRI G E 0GBk & B 5 L&
255,

a) BERMR

JEEREEE BRI X B EIRICOWTIE, DAED
1998 4 F TOIEBI D 7 > - — MIATIX, B ZEHE G
Tk NN%REE DR, 8T%ILIEFY 4 X 72
ERRERTHo/-EHESNTNS. Lot
T, BT 28074, CKD 2 RPGN 720

3) ANCA AIE (&

, AIEE)

)

FANC, MEEBEE AT R & B B E Mo R EIX
EHEEZOND.

b) BEiHFTR

RPGN T, ZOEKOEEZW & AT, T4
O FRGE LRI L A T 5 720124,
TELRY)BEEROEIT2RALNETHL. —
J, LIRLITEHEET ST L TR, mimEss
S ERnS, Il EOEIHEY A7 bEmna k
WIEBEZL) LEDSH L. FFIC OV TIEHRB O F
HEMOIEE S22 & 720,

L JEEGEE R T R R IS 5 A i et H
4358 2011 5 53 : 509-55.

2. REETEARARE RBRIEHIER AR ZR S
2002 ; 44 : 55-82.

ERSE

aFhEkpE E AR (ANCA) 1%, ANCA BEMmEX (ANCA-associated vasculitis : AAV) ICH LY

T, ZMICRIDERLZECAARTH .

ANCA OBRIEIZIE, P-ANCA X C-ANCA & L TEHMMARRE %175 BEE X {AX (indirect
immunofluorescence : IIF) &, MPO-ANCA X° PR3-ANCA & L THREHEEMLREEUIB SIS
EERRIZAIE L (enzyme immunoassay : EIA) A& %. EIA ICIE enzyme-linked immunosorbent
assay (ELISA), #ytEEHRZRAIE . (fluorescence enzyme immunoassay : FEIA), {tZ¥tEEE
% ¥&387E % (chemiluminescent enzyme immunoassay : CLEIA) & E12 &% ANCA BIEH A4 2H

RELTERBINTWVS.
ANCA BITEEDEE AAV DK

- EBEERAE

HETDHARMEDPBRTIND 2O, AIERH/

RKEICKWAEREDPELDHEICE, BHETOBDP TERVWIEZTRICEVNT, AERERZE

BIHI I 2UEDHS.

AAV Z#D7=8 D ANCA BIEICDWVWTIE, 2017 FOH LV ERESRICEWVT, AAV PEDOND

BEILEIAICKD 1 REEDZEIAET AAV DIERE

BEMDAIETH S ERRINL.

YU rh R PR (ANCA) 1%, BEREENY 2381
& 4 (microscopic polyangiitis : MPA), %3&I%E 4%

4 A 3 iE 5iE (granulomatosis with polyangiitis :

GPA), WFRRERIEZ 1M A J 14 A 3FIEE (eosinophilic
granulomatosis with polyangiitis : EGPA) % & t»
ANCA BH:# 1% %¢ (ANCA-associated vasculitis :
AAVIZBWT, BENCELOMAEL L CHELH

11
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ITEFYRCE DI BETHEEREREE RPGN) 32871 K312 2020

CHifETH 5.

ANCA (X, 1982 4E Davies 512 & 0, BIRIESEM:
SRERIRER 25 % R IIERN BT A IR ERFIIE - RS
HCHMRE LCRE &Y. 19854, van der
Woude 513 GPA 2B\ T ANCA WER|IZEME %
BETLI LM LY, 1988 E IR S 724 LIl
FEE ANCA & (T XU N—=7 ) IZBWT, IIF 12
& ¥ perinuclear pattern (FZJE B : P-ANCA) &
cytoplasmic pattern GHEAZZ I : C-ANCA) 124348 &
Nber bz, PPANCA OELxFICPLEA I T o
~J)VF ¥ ¥ ¥ — P (myeloperoxidase : MPO), C-
ANCA O E L RISHEA 7 17 1 5 —+ 3(protein-
ase 3:PR3) ThH DI L HWHLHE o720,

ANCA ?D#fl5E 121, P-ANCA % C-ANCA &£ LT
EMM R FE %479 IIF £, MPO-ANCA % PR3-
ANCA & L THURR R 2 Em 25 55 EIA
»@ 5. EIA |21 ELISA, FEIA, CLEIA 7% X2 &
% ANCA HISEDEI SIS L L CRRBE N TS,

1990 4ELLF%, PR3-ANCA B X 0" MPO-ANCA @
B D70 ORI EESUE SN, FEEOFEW
EIA D)6 S FIHTTRE & % - C & 72, ELISA #3E
(v M)OEHEZLR EIZX ) ELISA RN\ R L
727217 T7% £, CLEIA % FEIA |2 X %5 ANCA 52
b B SN 7z, ELISA Tl st BRI g 0w
2 & DB OILE DS L UG LT B OREEY
B, BEoOEEVEIBHET LI LIZL) i
EZERET D, TORFEHFEORE LTI E
MM L7235 DA CLEIA T, ®ERLEEFA LD
DM FEIA TH5H. 2512, HFoMRoMES Yy 7
F X —FEREZMROPET v h — e LS
nz-.

ANCA HBISEEDE VL, AAV OB - HE)IEETE
il 2 ek e SN b, BURBS CllE
W DB R % RS 256 %, B ORI
THRFZEZ 1T ) HAIcBVw T, FFHEHINT
WBHHEHE R T 2LENH L. LT, HWE
Wi/ MR S & D ME T ES R % 56121, A
SHETORESTE AW L2 AFEHICE VT, W%
R EEIHET 2 LESH L. Btk - BEOH
SEIL, TTHE T & AT LI O W) 7 T FR B % R

5 ENMET LW,

HHETIE, 1993 412 ELISA |2 & 5 PR3-ANCA
W5E, 1997 4212 IIF 12 X 5 ANCA #ll5E, 1998 412
ELISA 12 X 5 MPO-ANCA {5 @ I TR <
N7 L Y, ELISA 12X % ANCA HMIEA S H
ENTEL BERIZBWTIE, bAERZED ELISA
I U CEB AT b, R - FRREICE
W THAE O ANCA D2 W9 ilifE (X R & [74E T
HY, EEEEFERFENFHTETH 2 LM S
729 F72, 2012 4E F Tlh  FEE S LT 7z ELISA
WX BHlE & FNLIESER S T\ b CLEIA 12 &
5 HEICE T AMEEA 7 S, WA B e IR
DB %320 (r=096, p<00001), AAV ZHricHs
VAR - FERBEICWEBEH TAEREEIALN L
Dol EDHEENTWSY,

SR D %5 ELISA 12 X 5 ANCA 3EH
PSS, ZOMERENMEI IR -7 &5,
1998 4F12 3 — 1 v /X IE %k 7E 7 v — 7 (EUVAS)
(2 &0 ERRILFEFZED 720D ANCA HI5E 12T 5
RS DOMET A7 SN, 1999 4F 12 ANCA 7 & #
BT 2 EBRAEIMO TRESNLY . KEH
T, IIF 12X % P-/C-ANCA [{%E% —KRAZ ) —
=7 e LTHEATL, KIZELISA 2 X % PUlsf s
7 FEZMAGDEDL 2 LAY SN,

L L%ed S, ZOBROWEEOERIZLIYIN
F T ANCA BHICHERE S LT\ 7z 2 BERY ORI
FAZOWTEERIAME LMY Fefi A S EIA O A% i
M 2D %  OMEREETER S, IIF T%
B 2 R & 2 B W REMEATURIZ & 7zt
2016 4E D EUVAS |2 & 2 KHE 72 % i He R F 7 12
BT, EIA OZWERED IIF OFZErERE &[5 H
ZFNUETH 2 LR SN, Damoiseaux
513924l » Fu—)L & GPA 186 %, MPA 65
BIZHF L, 2% IIF & 8 filH o EIA % 5 ik
L 7-# 8, 1IF & EIA OS5 X C-ANCA 97~
98%, P-ANCA 81~96%, PR3-ANCA 98~99%,
MPO-ANCA 96~99% & EIA @137 25w <, AUC
b IIF 12 0.923 £ 0.871, 1 Fi%H % B\ T EIA &
0.936~0.959 & EIA D39 DSEno/-biiELTh
DY 1999 EDEBAEDO T E LB TH - /-



x4 ANCA AIECBIT SR CT 14) KUEIA)

HEA
MERZRET BEKRFTRNH S5 EEIC ANCA ZRET 5
CEHERT B,

22 2
BEOEVWIFRENRATEET, PR3-ANCA & MPO-ANCA
DRTIV—Z2T%1TS.

HE3

PR3-ANCA & MPO-ANCA OEEH 24 TH 5B DDMER
PRBEONZIHEE, ORBATEXLE IF, BREEL
SRR TORAIE ZHET 3.

PR3-ANCA & MPO-ANCA NMERZMETH > 1215 H, DR
BAEER IIF CORAEMIREZ LT &ICDENSB.

#2384
PR3-ANCA & MPO-ANCA A2 TH>TH, AAV D2H
BRATERL.

HES
PR3-ANCA/MPO-ANCA AR IETH >TH, ZNETT
AAV EBRRIIETERL.

HiEo6
ANCA AIEfEZ#&H T, RIRLDREZERT 3.

GPA BXUV MPA ICHF 2 ANCARIEICDWT, #FrckErRH
BEERINETHB.

Hagen & OWIgE L I 5 &, EITHFREIZBWT
FZH LU/ RO DN,
INSOWFEE 9T, 2017 4EI1C ANCA Bl 7-
DOFH L VEREE (R VBEESHLY, HLw
BRETI, AAVDELNLEED—IRAZ ) —=

ANCA |& RPGN #=£7 % AAV ORERICEWVT, RRESHEZRRIZSVO05—-bY—h—&LT
BATHD. LHL, ANCABEREBFSUED L L UMEFIX® ANCA FHEREEER & —EDEIS (3R
FHICEHEDED 20~40%) THETHIENS, ANCAEDRHILDAZIBIRET DD TIFERL, BRK

TEIRPZE DMARERT ROBEXR ANCA BET R EEZMRERICHETL T, BAEEOHAZBIET &N

BEETHS.

/;

I. 2R - 570

YTIIBWT, IF & LICEREEIAEHTE 5,
2%, EIAICL 2 1 EEOZWHET AAV OIE
MERZMDITRETH S, LABROENTWS. 72721,
COEBEAFIL, EEREE, BCORIEETRER
LHYFHEEEH CRIERED 72D D ANCA A2
0 S N7\,

B, 2017 FOEBAEEICESCEIAILLS
AAV ZWOHER ST OMRER M 2 72012, #r
7o EESHIM S WL BB I N TB Y, bArEG S
ML Twa,

& 5|3
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a) ANCA [BREEEEEZRT H

% DEEREDREEBEL TW5B L HI2, S
ANCA fEAE I EREEEIES B W & IZR S %
V. L2rL, ANCAMEIZIERICE VIRT 252 &
%, ERFMOREN 1> LTEHTHL.

LT, ANCA 7S AAV OEBIEEIEDIRIZE L 2 1)
) BMIZONTE, HmDOHHEIHTHA.
%4, C-ANCA % PR3-ANCA I L To#i& %
F o5, 2001 &£ Girard 5%, Hilf & ERRSERIC
ZIML7: GPA @9 5, ANCA % fREFIIZHIE L 2

13
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ITET Y RCEDIRETHERAEIRE (RPGN) 32417 K51 > 2020

7250 Bl BT, BRI O C-ANCA FELIx 68%
(34/50) 1245 B 7243, 18% (9/50) T C-ANCA 1FH¥F
Wikl CTh oz e E L. £72, T9%DIERFIZE
W TR R FEIR AT 3 9 411X ANCA 13T 22w L&
ML L, ANCA EOHid %\ id B & BRI
AR L2 LS LT aY, FRRIC, 2014 48
Thai &%, PR3-ANCA F1f GPA &% 126 o4
A EERICB VT, EFEAFEEIZLY IIF T
60.9%, ELISA T 783% M H#% T ANCA IZ& 1AL L
FrldE LY. LT, 126 i 85 BT
¥, P ANCA X IIF T 79.2%, ELISA T
66.2% DEHETHIETH VD, 60% D EH THEIRAEIR
& ANCA HZALAS I L Tz e s Lz, 7272
L, 25% DJERI T ANCA 5 L {EEEE DT,
PR3-ANCA 7213 CTH457% 7 + O — IR EETH 5
EHEOT WD,

—75, 1993 4 Kerr 1%, 72 Bl GPA #l % st
L, FREIEEIIE S C-ANCA AR L 72611 64%
DODHRTHY, C-ANCAED LA FELY FHEIL 72
DIX24% 12 & & F o2 EFFEL Y. 2007 4
Finkielman & &, Al X FRAREERIZS0N L 72 156 1
® GPA ® PR3-ANCA 18 % #5f L, ¥ PR3-
ANCA fEIZIGHERT & L LK T 52 b 00, A
Bl OMICIEEVHMBMOATH ), BRI O
PR3-ANCA fED X5 & B L v & L
TwaY, Kemna 5 b ANCA DT FFD A 5N
7ZHEBID 5 B 1AELINICERAS A H 7D Z 02
HMUTCTHo722 &5, ANCAEF EFOAEIE
TSI LA E T RE TRV ERLETH
DY 2014 FEROEE DA A K54 12, ANCA
il & RE L OBIIE TR BIRIE 7% <, ANCAED
AU L o THRBEWHFEL L REST 2 RETlEeVE
WS NhTnBY,

WIZ, P-ANCA % MPO-ANCA ICBILCF & o
5735, C-ANCA/PR3-ANCA IZH L T4 7%
vy, 2009 4F Terrier & (&, ELISA Cilll5E L 72 MPO-
ANCA A BIGEIM: % 5§ 2 5 &9 % 38
» MPO-ANCA My 4 1 %5 45 & (MPA 15 f,
GPAI15 5, EGPAS ) THaEt L 727, SF352 7 A1
TEMIZE DB, MPO-ANCA I3 4F TR T L7z
(JBHEHT P 478 TU/mL, E# P 41 TU/mL,

£<0.0001). F¥57 7 HMOEB#HEKZIC, MPO-
ANCA 1 74% (28/38) DIEFITRatAL L, Fifiby
P& R L 72611d 26% (10/38) TdH - 72, (GHFHI O
MPO-ANCA EIEEIRE 2 H T L EP CTHEILHE
Mo Teh, FDOBOEFFLEITIIAHE L 2o 7.
R R (3 40 1 H) LB X B MPO-
ANCA fE DT IEICAHBIEFED SN o 720°, T
WBE ORI L FFREBEZOEMIFICB VT
MPO-ANCA f# % Birmingham Vasculitis Activity
Score (BVAS), Disease Extent Index (DEI) T/R$
BEINEIMEA 27 L IEOHB2SEED 5 1172 (BVAS
r=049, p=0002: DEI r=049, »p=0.002).

¥ 72, 20154E12HAYE D Yamaguchi 5 13 AAV &
# 126 %1 (MPO-ANCA 123 %, PR3-ANCA 3 fl) ®
oI S ENT 2 L72Y. ANCA O FFH34
BNz 5TEIM, PR 7 o R Lk & S0 L
7222 B2 BTIE 1B (45%) DA LTRSS
Nl o7zOWxt L, Sk % 50t L 2 5o 725%
D 35 B BVTiL 29 B (82.9% ) IZFIEDI A H 7z
2, TR FEhE L 2o & T L e Ao 7o B
ETRGIERIE L % EOF ERRIIEME ICHEE
WlalpolzZ &6, ANCAMER LA T 5
F R 7 SR PR L O BRI ED R S 7z, L
LD s, NP LOMERTA T4 v L3R
WRE D720, SHREANREETO NI - VEE
DESL LIV TV ADEREPLETHA.
b) ANCA BXBFRICERD

ANCA fliAs ANCA BN 2 O TR DOIRIE L 72
LAHEPEIZ D W T, IEERESHKRVT WD,
2009 4E Terrier 51, MPO-ANCA % % 38
BUZ DWW T OME 2 5 L7270, S35 54 1 BE O
S PICHER L2 11809 5, 961(82%) 1x—H.
FaPEAb L T v 72 MPO-ANCA fi5 O F B b % 0 7

(& MPO-ANCA #hibsth B2 & OFRTH 5 72, —
HEEMEAL L 72 MPO-ANCA fE O Wi iz Bk &
DRIZHEVEEZ B0 (F v A 117, 95%CI 9.4-
1450, p<0.001), MPO-ANCA fHIZF#RDIRIE I 7%
b g 5z, £72, MPO-ANCA fi O T
AR ISR L 72 9 Bl ) & 6 B (67 %) 13 TR L
BOSFHRTI TOMEIZ124 HUHNTH - 7. 2013



4 Rasmussen 513, EUVAS ® 5 > ¥ 2 b Ibs stk
(RCT) T& %A NORAM W78 D M1k 28 B % v T
PR3-ANCA fEDOHER 2 frat L, SRz BN e oo il
7215 T PR3-ANCA i’ LA T A2 L 2RL, B
D4 5V GPA I2 3BTl PR3-ANCA fED E 5
PFRTHNC A W TR S 5 L 727 1)
VXA K B 2 EH O R E AT RO
ANCA DRI BT, —HEMHLL 72
ANCA [HE D FGHAb S Z DO T Tl 3 5
FE b EEES N TSI 2018 412 Terrier
51%, MAINRITSAN il o E@ig (60 7 H),
AAV B 115 %1 (GPA 87 6, MPA 23, &IRF
56)I2BVT, THFA T U (AZA) BECEER
FEaZ L7z 276 2261(81%), VY FH U HET
EREFRER L2 13600 12 61(92%) THBLEE
ANCA fEDSHETH D, ANCA fER 1O FFEICE
4 % Hazard Ratio(HR) IZHEf & & b I ZI2HEK
L7= L3 L7212 2017 4E Karras & 1%, ZWifk
18~24 # HD AAV EF 117 6%, 24 7 A LIS &l
HEE AT A F(CS) +AZA Ok G % 479 B
EATDRWERIZT ¥ & 2 L L 72 REMAIN iER D%
BERHE L2, CS+AZA ORI GHE, J
V& LA T O ANCA BGHEERICBWTHEIZ
HRENE Do 72, F72, Yamaguchi 512 & 5 HAR
N 126 51> ANCA FHEF B ROBENIZB T,
B o ANCAMEHD FAITHRE OMICHE E %08
VRS S B (HR 17.4, 95%CI 8.42-36.0, p<
0001) i &N TWBY, LLEO#HE LY, ANCA
EIZFFRTFENCER EEZEZ 5N, FRiZ, BEU LT
V72 ANCA 5 D T3 B dinfb I X TR 8k & 2 9~ X IKRE
EEZOND.

E 512, 20154 Kemna 5%, BREZEH ANCA
R RIS 98 104 151 & BBHE 2 £ 72 v 62 6, 71166 15
(PR3-ANCA F1% 108 B, MPO-ANCA B4 58 1)
28BS ANCA OF LA L FHREOBEEIZOW
THE L72Y. BE% ) BTl HR 11.09, 95%
CI:501-2455 &RV BIE AR SNz DI L,
JEERERETIE HR 279, 95%CI 1.30-5.98 & BE A
g9 o722 &6, ANCA OF LA OBFHRFINIEE
IEEFHEGNIZBWTHRIZEH TH 5 LifmoT b
72, bHSED 5 1E, 2018 4F Watanabe 575, #EGME

M A ZEHEO [ X 2 & — FFZE RemIT-
JAV-RPGN |2 BT, {HERIGFAELINIC CS %5
% Wh T ER L ER L7214 6100 MPO-ANCA B
B E (GPA 28 51, MPA 143 %, EGPA 11 #) ®
P #6 SR 2 fs L 721 156 61 (73%) T ANCA il 1%
R AR X DL TB Y, BHAIEE
FEDBF R EZ 2L Tz (p=0.032). BYELL 7
156 flH 46 1T ANCA 1HED FI5HR L % 7R 7278,
Er b DO EHE L FIkE OMBEIZAEETIE o7z
(At 19.6%, JEFEEIL 118%, p=022). L2 L
%A, RPGN 2 F L7285 BITIHITL72& 2 5,
ANCA R HRL TH B ICHBR DL - 72 (B izt
31%, FEFEEIL10%, p=003). LllX b, EHES
£F 9 M 2BV TS, B L Tw/z ANCA
EOF LI TR OIREE & L TH D &SV TTHE
MWrid 5.

F 72, PR3-ANCA Fptk7>, MPO-ANCA Bk
WX D) AT DR LRSS H. 2013 4F
Mahr 51%, EUVAS BX W7 5 ¥ A% %52 7
V— 7 (FVSG) £E D 5 DO FiM W0 7 7 A
Y — @M % 47 - 7219 GPA 396 1, MPA 277 Blo
AEP 67362k LT, PR3-ANCA B4 renal AAV
(40%), PR3-ANCA [t renal AAV(32%), non-
renal AAV(12%), cardiovascular AAV(9%), gas-
trointestinal AAV(7%)D5 27 5 A% —|Z54E L,
PR3-ANCA &1k renal AAV BEIZFETEY X 27 9555
<, TR A 27 DS i L7z, Walsh 5 o 2012
£ EUVAS 4 BFFe D A 4 @79 % Terrier 5 O
2018 £ MAINRITSAN #fge o £ Hl @ g is12 12
BT, PR3I-ANCA BHEME R TH L 2 & HIE
THR) A7 BEL b EMESINTBY, BtE
% %» ANCA O 8 O # & (PR3-ANCA £ 72 1
MPO-ANCA) 12 & - T, BRIRIEIRB & O A7 5
BHTEIRBEN, TOZEIZFOMIELDE
A0 Kb AE TR EEE R,
MPO-ANCA Btk MPA A KER5 % oo 5 7260, Bk
KOWFEAE R 2 H AR BIS T 5 B IER S LET
H5.

c) ANCA fEDRIELEE

HEREG ANCA £ = % —HYAAV ISR 5 {5 #

R L FBROSRIE & 7 B 20T, 2012 4E1
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Tomasson 512 & 5 X Z BT OERNERIN
7219 1989~2009 4 £ T 15 CHkAHhL S, B
fig > ANCA T b5 (9 SCHK, #2850 503 #1) &,
ERRET O ANCA Feiebs itk (9 STk, #5430 B1)
PREOFHE FEL D %0089 hEt sz,
FERIE, EEh O ANCA F LAY D - 128506
PEJCREE I 2.84(1.65-4.90), ANCA F EH-257% 3
EOBMIEIE 049(027-087) TH V), FalE#my
WCHEZMETH o7z WERBE ANCA ¥ 1 712
DWTOY TN CIE, 17 AT & d ANCA HIED
37 H T L DM AT RERED E < (Bl
434 vs 144, p=0.12), P-/MPO-ANCA D%
A3 C-/PR3-ANCA 12t & D) XS FHBRE TR TE
72 (B EE I 10.0 vs 1.35, p=001). ARFEFIE 2 ¥
FEATCH ) HFTHAIE EEIT/N S WA, ERHER T
? ANCA HEFRERYH 2 (XA TIICH HHREA T
HY, BICHIROE=) » 7HET L Wilfet
R =) Y7 HBOE S AEET IO
JREE L FANC O 23 A gEMEICE L Cid, Kemna &
b ANCA fH % 4E 4 B LI 152 L7288 & 4 [l R o
HEL CHRTHICHEE R ECD D D & O Z
L%, Yamaguchi & ®#iE Tl ANCA DR H-5
5 FE CoOMM O FRILEIX 0.6 7 H (Interquaritile
range 0~21)Th 78, TN ORI, EiR
HMEFFAICIZ ANCAEZ 1~3 7 HZLICHEL,
ERADHB S N E IR O FIRO T fEE % 8
ICANT, FEEREIRBEBEINETHLLEER
5Nb.

d) S#ENFE

CSaHuLLE L72HEkD AAVIRHFIZHL, VY F
TR T E OGRS R 72 7e SR SE o 8
DILFE D 22H 5. 2018 4F Charles 5 1%, #HH/H
#X AAV162 B (GPA 117 i, MPA 45 %) O & i
FEIc BT, )Y v~ 7 OIS (G E
12500 mg %5, ZDth CDI9 BB Al d L <13
ANCA BPEAblE, & 7213 ANCA 0 - 5B IC
5) L EEHRS GO mg 2 H, 14H, 67 H, 12
HH, 18 71 HIi2¥%5)125 » % 4L L7z MAINRIT-

SAN2 HER DR R A MG L2, ES8E L EE
BB CHRRICAEZZIRDT, HR) 227120
WTOME T ANCA fii & CD19 Btk B Ml kix
BTN ZEREMEE 222> 72, LA L, ANCA i
& CD19 Bk B Mg 5 oG b1k, s 55
DG IA4 IV T RDLDICENTH D L HES
NCTW5b, ZOLHIZ, FLEROERICBTS
ANCA EDHER/ZF OFEIZ DWW T b 5B M %
HR T LELRH L.

¥/, HIHEDEETHIET 5 ANCA Fifihs
BN BT 5 ANCA HOHER TR Z DX IS D
WTHMEDLETH A, 2009 4F Terrier H ik, =
fif& A f% b MPO-ANCA fE 23F¢e b 1% T d - 72 10
JEBI D) bER L0 1BOATHY, MPO-
ANCA #efichath & ERIR TR L ORI E = %2 B
WIZA SN o7z LGS L7227, 2016 4F Sanders
5%, PR3-ANCA FfilmHE G BT, RS
FL LTAZA 15358 L AZA A 4EF 5B TR
RIZEE o bl LY, HIHESROME
DN, REMEDOZ L ANCA BHFEIET 5 DD,
Frioelm k& 2 2B &7 & U, X0 HRY
A7 DIRANTHEDSREE 2D L E X D,

¢ 5|3
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4) i GBM FlE (B - AlEE)

TAREKAEIA, §1 GBM ROERRBIZ#H A THY, ZHOFEEREBE LTHLSRTLS. i GBM
RAEOXM ISR, EEBRONVE IS —52 az¥® asd non-collagenous 1 (NC1) KXA ICTEFET

%

MEFOT GBM FifADHR IS, BHEZICH T EBHXTEEICKZHEE, EHE GBMHURIC
XY BERMP|AORARERLET BHEDHY, TNENDHEDRRABEEDPVETDHS.

RPGN # =7 %11 GBM im0t GBM AfElE, HE, BEIROERE L THERATHEHEEZL SN
%. &z, BAMEOR GBMHKERBLE LKUERTFEAREF ThHDESN, MBRIRICKDERPH

BEREDPEREEIND.

1 GBM s DBMERIFELS, REFRICEHTIREIDERV. BROIOBEICHEVTEHI GBM HiLlk
EEDHEEDASNTEY, BROEBRELTHEREEAOSNS.

EE, fURBEPIE b—TORAIER, FEEFPEEE, FREOBEENEIEINATNS. £
7o, REMGH GBM mERLDBRRGEZET HEBEE LT, OB GBM &% (BEBREL,
IgG4 it GBM fifAEl), QEMBESHE, GOANCA &#3, @OB®iE(Alport FEZE) BRER L E
SROEFIERE - BEDPUBETHS.

D, BHRREE L TRBSNTSEY,

SHERIR L (glomerular basement membrane :
GBM) DERSTHAHNEIT T — 47~ a8 C KD
non-collagenous 1(NC1) F X £ »#45 (a3 (IV)NC1)
(29t GBM LR DRI (Goodpasture PLJE) 2577
f£9 %, EBICZDORNT, N 17-31 Lo 7
I MEE (Y b =7 AEy)) & C KW 127-141
D7 3/ BRIk (ZE b =7 B Ep) ¥ HUE T ¥
F—=T,%oTwh, 72, a5 C KD NC1 F
AL VEICHPUR T Y b — TOEIET B 2 &R
wmENTWLY, EENIZBWTIE, %, Goodpas-
ture PUEDO T b — 7 I1E NC1 F X A V&4
EAICX W EXINTWw AR (hidden antigen), i 5
POMIRFIZEYVNE T T — 5~ agaua55 F D
NC1 F XA A > 3&EA-3 BMHRaH I MHEE, <5121
NC1 F A A ¥ DOSARREEZALD D B Z L2 XD,
ZOIYE M —THPEL L THEREEI TR0 L
HWE TV BY,

FHORT-& LCiE, BSYE, WABEWE, WBE
mEN, T, BEMOERE LT, FiE & FEM

foE G TEER T EEET T, T 4bbe b IRk
Ji (human leukocyte antigen : HLA) & @B #2545
&N TBY, DRBI*1501(HLA-DR2) 8 L O
DRB1*1502(HLA-DR15) 7 V) )V & & B A5 &
NTWBY . HUREAICE LTI, @5 208K
FHREZEOH HBEIFER L7z ZI2b 7263
LZHDLHEHEINT NG,

1% 3T GBM Hik OfERRIE, BEHEIZB T 5
Mg IREIC L B ks, BERNIENEE
(Enzyme-Linked Immunosorbent Assay : ELISA)
R AL 58 6 3% 50 9% W %2 % (Chemiluminescent
Enzyme Immune Assay : CLEIA) 72 & @ [E4H1b
GBM Pl I3 2RI O Pk 2 M3 5 F
i 5.

RS B M EE RO L, EERIEE R O
PLGBM LA B %, IEH BRI 2 SUS &
W7ok, ORI IgG PUR IS THRUIRIE S O f %
WS A HETH Y, HERETSV. L2rLaA5,
RIFFNIRIELICHAT L LENHH L, Bt
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GBM $tMl AR NG A IR T & 20 2 & A5
ETH5D.

B AL GBM $LJE 1Z ™7 & GBM A S A58 L 72 a4
(IV)NC1 R#EETHZE e b as(IV)NCL 7% &% v,
ME % SO S CTRIIBT 2. MIEERE - R
JRDOFEBE\AKAF 3 5 D%, 90~100% & &I - 5 5LpE
ELBIFTHAEHESNTVEY, Lo Lidss,
R 70 —F NV RREEELEZ A LT 254 (1l
OHCHERE, CHRFE, HIVEIAYE, 4% &)
BEtEETAZ L H L. —J, PLGBM Puikid
WH 1gG 7 7 ADPUKTH %5, Fill IgA FIHL
GBM Uik 461 & 742 L, Z 036 X EML GBM
PURA MR L 72l Tlritis46 2 L IZHEETH
559 F 72 PiGBM HitkD IgG 77 5 AlE—f%
0912 1gG F 7213 IgGERLTH 57, ELISA #:7 &
DOP5EHETIE 1gG B BT GBM Stk ot 3 — iy T
HH10, 1gG Rl 7% L O 7 7 5 A DPt GBM
PUKIZBIB T E 9, F0OEPUAE:%° Western blot 172
L OO T E B LEH D Y.

Pt GBM Fi G H 12 BT 5 5L GBM Huiifii O HERE
IZOWTIE, Z < DIEBIERR IO D 5. FITRE
RVEVRERE, Y 7akA 77 3R &M
FEOHEEOE N L HE L2fmCTIE, Bt
GBM R 7BIDH 5, BHEEEDCE L 72 3B TldHE
L2 P GBM k25 L, 4 BIClddit GBM Hifk
DK TIEEETH ) MEFFEITICE > 72 L HiiE L T\
50 72 RPGN ki % 2 L 724t GBM KD
4 BN EDHIGHE & S A3 ih: & fdT L 72 M
TlE, HHRBEBRICIGERGGE & & b I12H GBM #iT
RAE S EBITERT L2 8 L Twa WY, msessi
HEEOBEHEEICE T AR & T 7 A b G i
AERTH, PLGBM PUAEIXEM & & S IZBEHEIEL
TBY, BEMNEROBEIZEHTHLLEEZLN
512)'

P GBM Pufkfili & F 12> W TiE, ¥t GBM Hifk
PEIETH 5 2 &5, BWENE Cr 600 umol/L
(678 mg/dL) DLk, IR, IEHARIREDS 2, 2
MWAEREDP SN L L LB ICHELREFHRARKT
Tholzb EaNTWAY | #EBEMIHEED

17z 85 FIOHL GBM i & O 9 B I A e i
EEMIFIEE (Y u R A7 7 I R)EHHLAZT]
Bl %A m &N ClE, & Cr 500 umol/L (5.7
mg/dL) i, I Cr 500 umol/L BL_L T EHT AE
A, T2 FEB DI ENT LB D 3BT 72854, 1
DA L B AFRIZEATET100%, 83%,
65% & 95%, 82%, 8% & BHTHWLETH - 72 HEH]
DEFREFTHIIARTH ), EHLp MR
Fes L BRI E 2 2 L AUR S,
21 Floks &g T, BIBREAT oA

FEBIOY 70K A7 7 3 RIS A CHLAEsC R
FEERATHOHHFICLD, BFP%HR 060, p=0032) 5
L OGP (HR 031, p=0.001) OLEIZAEZTH
B EMRENTVAY . F72 Hi GBM Hifkfiix
BEFRCOM L - THIRTFTH -7z, mHfioh
GBM PifAfiEidims b <, Bk AaPiAR
W ThbE SN, MECHETC L D HP 04 B
FENEREESNTND.

PLGBM AT Y b — 7L FHRIZOWTIE, ol
DEAE Bl T 2P E PR L BE L Tz s
DHEDH 5. F72, a3(V)NCL % 24 DT F
FIZHI A L RBR AL & T2 & OBIR%E A 710G T
1, R7F R 15(N K 151-170 f7), 16(161-180
fir), 17(171-190 fi7) PriRRa 15 Cl3 A IR Wrike I
B CrnaElETH Y, ~7F F 16 HrikimIks it
BFHRAANRT, RTF K 22(221-234 ) PrikB 1k
BITIREGTHEIARRTH o728 LTWBHY,

PLGBM RO EM FRICE T 285 XIZE A LR
V. BERROFRIIEFE ISR TH Y, I FE THSHI
DFRBIDSHE ENTVDEDATH S, o4
7 ¥ — NPT GBM HULiAAL RPGN O FRE
1311.6% & ANCA %I RPGN (2 H~IRMETH - 721,
12 4RI 2 I L 7290 GBM IR OBz B\ C
b YL GBM FLfkfifi & FFIRICIZHBE S A S, B
BEL LTOAHTH A IREMDREN TV AEY,

VLA, HLRIE) 2 P GBM R & B B RS A 29
LEBREE L C, OIFMAEIGHT GBM #% (BE BR 2
B, IgG#t GBM Bk D), QEMERESHE, O
ANCA & B8 @B R4 (Alport AE B HE) (2 3 HER



% EDY, HUGBM IEOFFBRA & L TIRE ST
52122>.

JEIAIAYHT GBM A TlE, MiRZ IR &I 8 TH
5H5DDBHREIFZEbLOTERL, FHRLBEFTH
2982 Ry BEETIE, MG T 0T GBM ik S
VRIS 5 1gG Y 727 5 A3 1gG Fl
ThHhHIEOHHMTHY, sk T L <, EMHL
GBM ¥R IZ X 2 J7iE Tl Mg i o3t GBM Bk A3
HMEN W D Rv,

EMEEEAMII T, 70— PiEmEELZ 295
3EDLE G EARTFHE L, BREIIETT S
AICEREIN TS Z A%, AR 7% 5T GBM
& L CEH BRI MR E ST w b2
A L GBM $UEIZ & 2 53 Tl fF ot GBM 1L
RO TTREZZAHS, a3(IV)NC1 @ EglZkf 3 % Ptk
i3k <, MHBPELE s —Thw Litgko 72
T ASHAN 22 51 GBM i & 587 5 W] HEPE ARG &
NTWa® . =B, HiPLA2 SHREHUKIZELETDH
HEENTWE.

PLGBM Hufk & ANCA O E A H S L5 5ER) 1X
LR &, $TGBM IR D 21~47% T ANCA F 1451
AT A% IR 2 B GBM i & [k 2 ARk
GBM PLIE I & % 5 Tl v o HT GBM FLA LA
W REZIEGIASRER 7 CTh b, HAIRY 250 GBM 5 &
WL CHIRMBRICO RERERIIZVEEINTND
LOO, FRENEVWIENIREINTENY, i
%> ANCA - $L GBM LA DHIEANEE TH 5 & \»
Z5.

Alport i 5 B 0 B% T3 B IR W MG AT 1212
GBM YUk EL S, PUGBMIEZ FEAET 5 Z & 2°
& 5. Pedchenko 5%, PTLGBM IHDOEEIZBIT S
PLGBM $fk & Alport FEERE OB BALZ O 7 1 Pk
DIE N —=TIZOVWTHEMFT L Tw5b. ZOf
F, PLGBM O PL GBM HLfkiZ, as(IV)NC1 Hii&

I. 2R - 570

RO E B £ UM a3(IV)NC1 HEfAD E,, Epfhls
IZHDLHEDOTY M—TIHEE LD, " T4 7
D azsNC1 A 6 BRI S Lo 72012
xf L, Alport BAEfAE£EE TIX, 7UuitRIZIER
%6 EmIEFD as(IV)NCLYy 722y b E, FHIIC
AL EMELTwAY, Alport SEBERE DB
BICIZPUIEEOMIEIZD 5 L OO 255 Pt
GBM Hifk B tib 4 5 2 &2 Y, £ —35%
fHiftiAsdh 2 & %2 5 5%

& 5|
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5) BER

ERIEZHICKY, BFEREPHFTEZHEICIE, BERADOY AJEEICHABRELEN SRE
MHaEEERT 2RNELRD. —F, HEFMICK ) BEFROXEDSPFTERIVEFTIE, BEL
GRRIMFICEDBELREDEHELZRBETES. 2HRERRTREICBEERDP TERVBEICIE
RPGN O EZ B LB IRENEEEVTHODEBHAEE L.

ANCAREER CIEBREFIEDIRBEIN TEY, BFERERTFIIHZF YT SEERKAEKERE
INTWB '™, £/, i GBMFIABL TIEHEBREERSBEFROBERFEREIN TS,
EHx- BW

RPGN (&, REKAKICGEZEIOT > DOREZRDEVDH/NTH S (Pauci-immune B) ANCA B3t
@ ANCA BEMER - BERDPAZEHZELHHSH, 2012 & Chapel Hill Consensus Conference M
DERERETIZI ANCABMTHZ ZICHBINTLS'Y. RPGN OFEETRTERE LTIE, ficidsk
ZJO7) DR ICHRIRIEE 2T B (linear )t GBM BHIAB X, RERESAEDFREEP XY
FJ LBEADFERAINLE (REESHE) 2R IgAMBERPHEBAUREREESIN—TABLDH 5.

BABEZSIC K2 BEMRERZE$F (Japan Renal Biopsy Registry : J-RBR) D#EIB4£E#&IZ 5
3 RPGN DOLEE(IE, 2012 F 5.8%, 2013 F6.0%, 2014 F6.7%, 2017 F6.9% R4 ICHE
ATETLS. RPGN Tl&, BEMRDURZENRZXT 14y NaBRLUBICZHET 2HBELHDED

D, BREREOHIE, &2 BRREMGERZE TS /DI

. BERISERTH%S.

fgsH

RPGN #% { G, B THH BN Z -
TBY, BAEMPTRIZ L) EFHRCHEEICTT 5K
ISMER RSB 2 LA TES. —F, BAEMAENC
RPGN % & 7= L 72 JEU5E /B % 3 IR 0 B ER e et © il
LTBLZEVEETH .

RPGN ORI J7 8t % BAEMOAE R IO WTEND
fHF 725 v 7 MLIEGRBRE 2 Vs, BAKRTT R &
BT, BFHRLEMTHRE L& OETHT L
7R IEH AT RPGN oB#IE, LI LI
KEORIZE AT T4 F % &R 2 g i
Biak e L3S @Y, BHERE % & OIS
PO HEFROETE, THBRMEIEAIE & 7 5%,

BAERIE, mEOI, RIS A &4
HIREARROWAE, AHEHEOEBREN S %
b FRBEMICH Z 5NE ) I WIEEIIITH X

ETIZV. 2oL BGER, WRE2EELRT
WX 67w, UL, RPGNOZITIE2 L b0,
I B 2 5 5 LB AR O RSB O T8
N ERBTLbdDH, BA BT R TE Y HRI
LV CTE2WEOL AL, BEROY A7 % I
KB 720 [BlEE L 722 A3 5 06H 24T ) LENEORE 15
HIENTEDL. —F, BYPHRUESIFEFETE 2w
E B 8 70 S BN 2 VT % 729012 b BRI
HHTHL, ZOXITEERIZE > THESNT
AL, BEROmS, SEHHIEE O % EOFEO
TeDIEETH L. BEMRICH D EMIEEAERD
WIRAEZ72)ZT, Tk A v T r—nF-av
LY NPREATH Y, itk d HE R REBIS AL
Thb.

a) ANCA E9:&EERN
Bajema 5%, 157 % (WG (Wegener granuroma-
tosis) : BFED GPA 88 5, MPA (Microscopic poly-



angiitis) : 43 #, iRPGN (idiopathic Rapidly Progres-
sive Glomerulonephritis) : 19 ], CSS(Churg-
Strauss syndrome) @ BAED EGPA 7 1) OB A%k
AR CEARERMEIHEE 0%, 50% A, 50% LA o
BRIy, BRRE o2 T L. B
FREREERIT TS FRE M (all p<0.001) % 7R
LTw7. 72, 1 FEBF RIS AR
2550% Ll E (p<0.0005) & A E B A 5 7z,
X512, Vergunst 52 %, 14F H ICBHEREA A ©
& 7240 Bl O MR - % BRRIR BRAY 12 MRS L C
Wb AR GFR 2R CTIEH R ERAE LR ER K
D74 7)) A FEIREETFREHD/I T X =5 T
Holz. TO L) IR S 2010 4F1C Berden 4344
DR S N5 LT 2 5 B T R BUE R 1B AR
BAT HIEHEARKEOEEGETH D L DREDND -
7»:1~4).

Hauer 5%, EUVAS(European Vasculitis
Study Group) ® CYCAZAREM (a randomized trial
of cyclophosphamide versus azathioprine during
remission of ANCA-associated vasculitis) iff5¢ T&
M & 4T - 72 96 Bl (MPA 33 #1, RLV (renal limited
vasculitis) : 11 6], WG 52 1) T, SERMAEMELZE
X, BB LN 18 7 Hix DB RRRE & A I BE
WHY, REEDOT 47 A FESLLHMAE A
iE, 18 1 D GFR ZALZT b A B = AHE & 72
W7z,

F 72, RMIEEMRERA LT ARREOF G2 ED
AT R ORS & BB R WA L s 51

[ S AT PR R B B R B B O IR IR S5 2
B2z, b dtE T ORRBALRL G & TR O 5
BEOEE I N TS, Zonh TCEAKRERE, I
AR, RAE - FEWREOREICE ) ZaT %
DI CTHRBFMAT—2 1, O, M5 L7289
Wm BRI X B & 1998 4F DL D FEF] T Uk, RIE
ANENORBITRPHEE N ET R TH 72, L
ML, 1999 FELEDRER O 6, O ETIEE T
HOREBULAHEE E 7 > T 7z, HASE O RPGN @
P LS & 5 2 & & &FHICE VW TR R 2
FHME L, EUVAS Y 0ZER 2 ) ATk
FEELEDORZ) 25 T2 L2ZEL ANCA
BB R OB /8T X — 512DV, Joh 51

AERAR, RME M, MEA B X ONHENE, 18
PN TR T E2DITH T LR RRE LT

ZDt%, 2010 4E1Z Berden 513 100 1> ANCA
associated vasculitis(AAV) & 4 D DR ERARFHE O
RER L D A CIAKREAN 5301 72, IEHERERE, 2F
AR D & 5 KR E]EK, EE{bAREREO VT
H50% Ll LD B nm T, AR, EAAR, i
LENZ L, EORRED 50% 2072 70\ b DR
ARl L L CTwh. ANCA associated vasculitis
(AAV)100 %1 (GPA 394, MPA 61 #1), 627
i, PR3-ANCA [z 45 51, MPO-ANCA Btk 47
Bl Td o7z, BIKFI16%, FHAKREI55%, AT
16%, WALEL 13% O3 Th Y, TNbHhS, BhAEMK
g, 14EF%, SAFEROBMAEL MBS 2 LAVREN
7o, BARBABEIZE T X 72826l 0BFHOME T
KA 4 (end stage renal disease : ESRD) IZZE -
7o, FAREITIX M4 Bl b 30 1 61T, BFiRE
I Cd -7z WALRCIE 10619 7625 ESRD & 72 -
TBY, BFHROVROARTH o7z, RETIZ 1341
W6 B2, 2 BRI 45 Bl 11 B4 ESRD & 72 -
TBY, FARMIYREMDII) PFTFHEART
Hotz. LI, JRMEMERELMEL THHEL
TORKBIRE DR THEL 72556 EAHBEMEICEE
ENVR VW LR EN. Uik ANCA BEE &£ %
HRERMAIRZE O A THEHEAIZ ST 2 2 E2EH
ThoHETRSINTEIEESH L. L L, i,
R RANE ASRZE D FHE & 70 BIEBI O L & 0 iF
BEOPVETHD.

HAE D 2000~2010 4F T D 6 fii 7 T D Iwakiri
597 AAV 122 B (MPA 97 5, GPA 3, EGPA
2B IZOVTOMETIE, P4 6635, b
DIEBID H B 1 4EFIZ ESRD 1258 - 724 B1% 23 1
(23%)H Y, TDH b EIREIE 43%, FHHEH
28%, REH44%, WALE 67% TH - 72. Kaplan-
Meier Z#7 T O 713 Berden 438 & FHEL L T
7z

g, HEP»S OImE T, 1997~2010 4F (2
AAV L2l 7z 121 61 (GPA 49 61, MPA 68 1,
RLV 4 %1) ® 9 % 105 14 MPO-ANCA BT, *F
YR 50 A TH o 72, 2EBOBAELENL, B
RA33BIDH 5 929%, RETL 246109 L 715%,

21
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ITET Y RCEDIRETHERAEIRE (RPGN) 32417 K51 > 2020

FHAER 54 6109 B 60.0%, BELE 1L FID) b5
294% Td -7z, Berden WHOKER L IIFEL D, R
ERDIZH) THETFEI L L, FAKREOIEZ) 28T
BARTHo72. ZORRIZEL TIE, PFHFIT
BUED S o728 LTWEY, badHE 3 i
5D Muso 5% 0 MPA 87 BlO#HTIE, Bk
R 46.0%, AR 299%, AR 80%, ®LE
16.1% Tdh o 72. 5FE B OB FH OB TIE,
Berden 5®» 2k — hTlX, REM61% TETFHE
T o 7275, Muso & TIEEIRA 100%, 3 H 4R
83%, AR 96%, MWHALHL 29% A5 T RAFCH -
7=. —7, Togashi 5o 1 gk 54 D AAV (MPA
2561, RLV 28 %1, CSS 161) »¥fss < b HREL 17
B, ARG, AR 1961, LA 10 FITHh

0, 12 7 AU EOEETIRED 27 B & % <, 5 BIH
ESRD & 7%z o T\ 7z, PAAKRMNRERICH L T
ANETHo7-.

—7, 25061 AAV @ 9 & FIRFIAT96 51 (38% ) ,
RATIAT 61 1(24%), - HAREL 71 61(28%), FEAL
7122 B1(9%) OGS Tld, IR 35 4T 60
%1 (24%) ASESRD |27 o T\ 72, EHIICA S Lk
BRI E LA E OETFHRIZEDY ho7220. b
HYE D RemIT-JAV-RPGN [T F ) — &7z 321
BID S BE IS S NZ6THORE T, %ED
AN HEIRF 30 pICTH b, REaH 1961, FHME
110 B, WHALE 8 5 C 2 SEZ DB FHEOME TIE,
BRI 450 (6%) DA T, fMOFRE & FFEIZHERE O
BHRREAT L (T LR S Twv Y,

AAV LB S NWEHEMZ 1T 7216410 AAV O
R ClE 37 BIASFELS, 16 BIASESRD ICE- 728 D
MmN D 5. Berden 7548 CTHEALELDFEBI AT 1 B D A
T, 759 i%, MO DFERFNIZ 60 AR THh - 72
5ERTOBEAFRIT, B 12609 5 91%, i’
ER69BIDH B 43%, FHAKI 396109 H 64% T
Holz. BRMIIETREIFTH LD, FHEME
REMOBEFHRIIDEVED) e L, 7T
LT, FAKEREETOTRY, EHAKRED
HED BT OHE, BFRVPFARTH - 722,
Tanna 5 D5 TIZ®1997~2011 48 104 5] THRT
2323 60, - HAREIA 26 B, IRETIAY 48 5, wEALHY
WTHITH o7z, EaFRIGHBEEIC L 280 137%

, REMEPAMARI, BERMIT CIXETHIC
EEDLY hodz. IEERIRED VRN DT
BB TH-7.

Db, BABAEETFRICELTIZID LI
FERRE A IIRZEA TN T E TV A DS, TOREE
WZWINTYEDRHLE. DL, EI—ELL
WHLHT & LT Ford 5213, TALEI LIS ORI
Wr DB T O IEICHEA D B W HeME % F54H
LTwW5,

WTENOHETDH, AAV OEHM%%E, Berden 7
Ha O CHES L 23EE CIRERBISB TR T
HY, WA TIEEFENIARL V) HTIE—FKL
TW5,

b) #1 GBM H{FABRERIAE RN

Pt GBM HitfkiL, SRERRIRE (i & HealHi)s) o
typeV 27 =7 > @D a-38 NC1 KX A x5 5
PUETH D, PLGBM PUATIE T, FEHOT W
PHREES RO bNE. LHRERECE V%
A3 2 2 &A% <, Johnson 5713 BRI 2=
2350% LL BT, 701 6 BISEAEIZHELTL,
Merkel 5% % 20 651 19 FIASHEERENT 12 7 o 72 & #h
BLTWAD, F7-Levy 5713, U A REREE
50% 0L ETH, 23% 0D EE TERKEEDEIEL T\
LHELTWA, Walker 5Y0#i T, 2k HKE
R 85% AT, 11 B 7 FIASEARRE MR L 72
A3, P AR R 85% LI b Tld 11 Bl 2 1 L »%F
PERED IR L 2 hr o 72, BOEDOHEETYH, Alehi 57
(& 2 fii%k MPO-ANCA Btk 9 6 % &3 43 Bl i
WiC, HEHBENICATIT AL TV
B, BFEREFUICAHZOE, FAREREDAT
HY, BERDINTG A= TIEZRIETFHIEEL
TWwWiet#HiE L Twb,

HBOED 2011 FEDOH A ¥ T4 LRSS
FEDBBRRERE E % A B Z IR 7\ LR O AE]
DTS, FEEH S O AL < AR
b HRHEVE: H AR VB O LS ER B C dp ALIZE B¥
BEDUEDN D D720, BAME T L CEREIGD
RIELMRETHIEDPET L LR ENTWEY,
— R, B S omEEsgEE, S5I1I2v s
ORA77 I FEHHHLVIZEIBEREATTA R
HuaE 2~ 1TV, MEEREE & LT, Mycophenolate



mofetil (MMF) R 7 ¥ F+ 7)) Y 4 L T 5.
KDIGO Ti&, BEATICENLET, FHEIEHK
F100% T, Mifgibinsd 2546 TlE, Y70k A
77 I NLRIBFREATOAL FORR LT, MR
RO 2 R LT ™),

1. Bajema LM, et al. Kidney Int 1999 ; 56 : 1751-8.

2. Vergunst CE, et al. Am J Kidney Dis 2003 ; 41 : 532-8.

3. de Lind van Wijngaarden RA, et al. ] Am Soc Nephrol
2006 ; 17 : 2264-74.

4. Day CJ, et al. Am J Kidney Dis 2010 ; 55 : 250-8.

5. Johnson JP, et al. Medicine (Baltimore) 1985 ; 64 : 219-27.

6. Merkel F, et al. Nephrol Dial Transplant 1994 ; 9 : 372-6.

7. Levy ]JB, et al. Ann Intern Med 2001 ; 134 : 1033-42.

8. Walker RG, et al. Q ] Med 1985 ; 54 : 75-89.

9. Alchi B, et al. Nephrol Dial Transplant 2015 ; 30 : 814-21.

10. Jannette JC et al. Arthritis Rheum 2013 ; 65 : 1-11.

11. Hauer HA, et al. Kidney Int 2002 ; 62 : 1732-42.

12. de Lind van Wijngaarden RA, et al. ] Am Soc Nephrol
2007 ; 18 : 2189-97.

6) RPGN MEEEESE

Hik o & 912, RPGN (&b SETIE [BRERT
FRAT A PECEOA D 557 A OFH TEERICE AL
HHEST T BIEMERE ] LEF SN D, RPGN O7z012
X, RHZER OO OZWRE (R D) & BREE D
72O OMEEZWIHREH (R 6) D 2 00H 5.

RPGN Offsgizlir & L C, OBEHAL TR HE
1T 2 EHRINT, Q@F RMERAT R 2212 L7235

K5 SRETIERIMFIBRBHRER D12 DRSS

1) RATRESR (& UTMRPESR, FER)
2) eGFR<60 mL/%3/1.73 m?%2
3) CRP SfEPHLIEE

+FE21)~3) #57HB18E, [RPGN OV & LT, BEFR

BRADZZZEDHD. =120, BRESEEEHNEEILEGE

BT, BEEOERABWIEEHERT D, 58, SRR

FEOEH, BUEBRICHSIBERCBREREENRONZBEIC

&, 1~2BRELANICIEY L 7F =B L, eGFR =85t

859 3.

A EE, BEAEICIIBERMERIRESZEKICERS
NBEFIHAEINLTVS. REHRURRERICDL
TI3, BEENITEE TdH > TH RPGN DTJREM % =TE(C
BLHENHB.

X 2 eGFR MEtEIL, HDHAED eGFREXZAWLS.

13. Bajema IM, et al. Nephrol Dial Transplant 1996 ; 1989-95.

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

15. Berden AE. ] Am Soc Nephrol 2010 ; 21 : 1628-36.

16. Iwakiri T, et al. BMC Nephl 2013 ; 14 : 125-34.

17. Chang D-Y, et al. Nephrol Dial Transplant 2012 ; 27 : 2343-
9.

18. Muso E, et al. Clin Exp Nephrol 2013 ; 17 : 659-62.

19. Togashi M, et al. Mod Rheumatol 2014 ; 24 : 300-3.

20. Bjorneklett RS, et al. Clin ] Am Soc Nephrol 2016 ; 11 : 2159-
67.

21. Yamagata K, et al. Clin Exp Nephlrol 2019 ; 23 : 387-94.

22. Hihorst M, et al. ] Am Soc Nephrol 2010 ; 24 : 1371-5.

23. Tanna A, et al. Nephrol Dail Transplant 2015 ; 30 : 1185-92.

24, FA g, M. ANCA BIEME RZHET A FF 4 >~ 2017
AF R A G AR HEE TR B BORIT R 3. B0 & B,
2017.

25. MRE—, M. HBE S 2011 5 53 1 509-55.

26. RWGA—, fli. ANCA BIEIMEROBHRETA FI4 0. &
A= G )R A R B TR 2011

27. Ford S|, et al. Am ] Kidney Dis 2014 ; 63 : 227-35.

28. KDIGO Clinical Practice Guidline. Kidney Int 2012 ; Suppl
21 233-42.

fREAVREN TV AY, OTIE, 37 ALMIZ30%
® eGFR DIX T2 HZ & 70 5. EHRBEIK T OREREIC
i, Mz, BNAEUSNOEREEO T — % 7% &E
OB HEREDHERZEL L HI2T 5. FMWEGIZ X
% T I R0 ZE R OO RS T L I B P i A R
CT(LIZLIXERZIIAT) AT, REOMBES K
PR OMRE, HEOES, B A X05H2 5
% 1. To CKD L ofR =175 . —FH, BAKE,
G E CIRIME ROLEMIMD ) A7 PEnZ L

R 6 RETIERIKMAENIEIRBFEE SIS

1) #BHSHHBORBE CRRICETENETT 5 (REDEE
B, BEDIRE, ZOMOBKET—IZ#EETS). 37h
BLEAIZ 30%U ED eGFR DIETZBERET 3.

2) MFR (< (FERMTHIMIR, #(CPAIREIMR), EER, Mt
R7e ENBERIERFTR 2536 3.

3) BEDRERRG EN G VISE PREEHRRRE TRMED
BonesWetld, RMERCERBERRE, CTREIC
&V, BOYI X, BREDES, KRR, REMAEGE
DF Ty 71K, BEBR2EOEROLZHT, HKEHIC
HIErg 3.

(ZEk 1) KWBIA, —E#RRZ)

(>R 1) KWJBIR)
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ITEFYRCE DI BETHEEREREE RPGN) 32871 K312 2020

THERDH 2T, BFLIZHMEDS & TITH .
RPGN IS ESE 2 HEP L 22 EEHETH 5
25, LITUISET LZIREBTHEA I NG 20, Tk
YEDOZOIITREYER E B2 S 0FEMEIZ L 5
Y RGBS LHEE 2D, —REREELTNTO
ZEATEEICTE 5 L9, [RPGN RIFE R 072
DOBWHEE ] BE S N7z (RS). ORER, @
FHRERT, O RENMLO3IHEHEN»S 2D,
RPGN #%Eb I 535413, 1~2 AL 217
)T L EREID TS, MIREFEIZOWTIE, EE

7) RPGN % E 1= HRRIEEDZH

RPGN 38 F ST RERICL Y, —kMUEB LU
M (G IZFIES 5.

PUF, Mo E ST % & 2, RPGN
X TREOBWIIOWTRIRT 5. 7272 LA
WrAE DML, 13 COIRISERESEES, B
5% E 2 BRIV 5 Z E P EETH S, £72 ANCA
M RPN, A OIS 7 & D RGYE,
SLEZ EORBEIRTORMEZ Ry I eidb b 2 LI
EEPLETHS.

JEEEEIMAE 251, WEENICIEX, 747 AR
WA B3 A HIEEMAE K TH 5. 1866 EA5HITESD
JR B BH 4 (periarteritis nodosa) 2S# & CTHis S h?,

ZRNE By 7 CERFER I NLHIHIEZ TnWb 72
O, MBS CELEMELe, ETEREIED
ARIER, & S IZARMERR? FILER & £ 5 AR O #r 72
e MBI, ARELSHEICES, LEIISLT
HMENDOZZEEOLE L TWAE, —J7, Bk
KT S 2% 56 1%, JEEDEB S HMRAIC L) BE
MOFEEET v 73 RETHD. BEMEROR
WA TR, e ABE IS oL LTH
ASHEIR T AT % & 12 CKD 12 RPGN 234 Bk
L2 REED Z X D UNEDNH 5.

Z Dk, %38IME KW F EE (granulomatosis
with polyangiitis : GPA) (Wegener W3FMESE), PAM
$E 26 58I 45 (microscopic polyangiitis : MPA),
I IR BRI 2 58 145 S P A 3R I 4E (eosinophilic granu-
lomatosis with polyangiitis : EGPA) (Churg-Strauss
FEEHRE) 252 b - 7z

1990 FF 12 FEFR SR E) ¥~ F 44 (ACR) 77
JIEHED I21E, M SR BB STV
ol MPA®R, ZMICEHZY - —Td2
ANCA OFLEN 2o 72, F D, 1994 4E12 Chapel
Hill T B 2 11 72 E B 23 5% (Chapel Hill Consensus
Conference : CHCC) |28\ C, M & AT
REFLICHEMTONY, 2045 THH T MPA

S N E %
JUZF507) MM MER
IgA Il & % (Henoch-Schonlein ££EE45)
BT MEMZRRSHEOER (FC1qmEL)

R I 4
fETE S RBIRA
155

PR R EE R AR (LGBMAR)
/—/%

ANCARBSE/\EY MR
TEMBENZROER
ZRME R EE (Wegener 3 IEAE)

PFERERIE 2 5 1M & KM PISFIEAE (Churg-StraussiE&RY)

AEUMER
BRI SMIIEIIRA

1 2BHIMERD Chapel Hill 2%8(2012)

(SCER B) %518, —BekZ)



xR7 ZHRMERMNTFIEE (Wegener NHFIEE) D2HELE

1. FEER
(1) ks (B) DAER
E: R(REER, LM, #8%), RERE KROET, RERE), BRER), OF - BERE (B85, BEF, EHS)
(2) B (L) DK
L : Imge, DX, [FROREREE
(3) B (K) DEER
MFR, EBR, JRICETTIEARE, FE SOE
(4) MERICKBER
OSER | BBG8CLIE, 2:B/UL), #FERA (6 HALIAIC 6 kg L)
QRESAER | 553, SRIERN (), LIMARsK, SRMHBMBERR, EMBORRE, HLEHMm, MERR

2. FEBHAR
@E, L KOE#iaZ S IEFEENZFEER
@RE7 07 VitEE#FDRVRFEEXRAERER
G\ - HHENARDIRFEIEPISF BB IME A
3. FEREMR
Proteinase 3 (PR 3) ANCA (83¢H14E T cytoplasmic pattern, C-ANCA) AER(CBEMEZRT .
4. ¥IE
X (definite)
(a) ESUE(E), (L), BK OZnzEh 1 EBREREZSOEEERD 3 BB LZTRTH
(b) ERE((E), BH(D), B(K), MERXRICKZEIEERD 2IEEULESKU, EEFRO, @, @0 1 BEULERIH
() EEE), B, BK), MENICIZTEERAD 1 BEUEEEBIRDO, @, @0 1 BB EH KU C(PR-3)
ANCA BZED A
@&\ (probable)
(a) ExiE(E), (L), BK), MBERICLZIEEFEROSS 2 BEU EOERETRT A
(b) LEE), FL), BK), MERICKZEEEROVITND 1 IEES KLY, EEBFREO. @, O0 1 EEZRIH
(o) EEE), ML), BK), MERICKBZEEEROVWTND 1IEEE C(PR-3) ANCA IF14 %R fl

5. BELRBZEEMR
@gmik, CRPO LR
@BUN, ME7L7F=>NDLER
6. $ERISZH
@E, LOMORRICKZHRFERRZR(HLI1 K-8 E)
@EFHOMEREREE CEMIBNSRMER, 7L IILF—HRNFEEMER, Churg-Strauss EIRE) 4L

7. BEER
OLTIEE), L), BK DIRTHAR>TWLWSHIFEHE, EJEE), TREL DSE58HEULLIE 2 DOMEEICE
EFZHERFEEIFA.
@2H5RFE, L KOIEICERNRIRT 2 EAZB0N.
ORERLIIS<TBE, E LORECEBRESHKEZEETHIRPEZSHLPTL.
@E, L ORRFEIC K2 GHUERZEDZEIC CT, MRIRENERATHS.
®PR-3ANCA DOAffi [ HREEEN & FAT LRI L.

(BORMEMERDTIR,

1998 F & W51M)

&) BREBBEE IR S . mREIR R EAE

BRI 7 & % KRB 28, HEETEZ SEBIIR I )11 HAIE T Id 1998 455 A 57 8 2 HE i VA 5k 58

W95 12 rh LI A 25, GPA/EGPA/MPA &/ I 3
KELTRHEN, S0 L, WFEMERE D
bNzawd ox MPA L sk L, GPA X EGPA &
X5 L7z, 2012 4£ @ Chapel Hill &2 CHUYET A
b, MPA, GPA, EGPA @ 3 #H A5 ANCA B
MR E LToEEsns (@)Y,

P2 &) ANCA #HLY) ANT- K EOZ WL #E )
EEnTwaY hET, FEFRHEICLS
ANCABI#EIME %&arm g ax— MR
(RemIT-JAV)™ 5 X ORBFZEHE & JE A4 57 )4
TR BB 2 RANZEHE 2 L[/ CTiT > T 5
[ANCA BE#EINE 7% - RPGN O f#E A R O BLIK
EZOHEMM L HEMEIZE T 5 BIENT5E (RemIT-

25
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x 8 MBEMRNZFEMERDZEIESE

(FEEE]
(1) EEER
ORBETIERIKFAE R
@mfitim, ® U < (FRIEMEAHR
B - PN ORESSAER | 30, B TH, L&,
SREBHERGE
(2) E/BEFRR
fBEhAR - EHMmE -
DORAEM 2

“EMMEMFIRORE, MERE

x®9 7LLF—EANFEEMENR (Churg-Strauss fEIR
BY) SRR

1. TEWHAR
(1) FEZWESB T LLF s
(2) 1R
(3) MERIC & BIER GER 38CLLE, 2BUE), KB
(6 NALIAIC 6 kg LLL) - BRMERMBE, HILEE
m, %3, SRIEEGY. B FENET)
2. EREBOEE
EBHR(). QDHETL. G)VHRETS

(3) FEREMR
®OMPO-ANCA B4
@CRP 3%
G®FHBIR - MR, BUN, MEJTL7F-UEBEOLR
@HER X #7AR R 1 2EER (FMiatm), RIEMRR

(4) HIE
iR (definite)
() FEERO 2IEEL EZEEL, BEMEI RS
(03]
(b) FEEROOSLIVQZEZH 2EEMU LZEFE
L., MPO-ANCA A BR1ED A
@&\ (probable)
(a) FEFERD 3EE=HBETH
(b) FEERD 1 TBEEE MPO-ANCA B E

(5) EAISLHT
OFSEES FEIRA
@Wegener PNZFEE
@7 LI ¥ —4pZFEMEmeER (Churg-Strauss AEIRES)
@) IFRImER
CBRR ESMITFTYhN—TX, B IIFEL)
@%KHRMER

(BE5EH]

(1) EEEROEIRT 3 1~2 BERICETRR(Z<EF LR
BRE) ZRHBEINZ L.

(2) EEERO, QRKFHHITRABIC, ZOHOFITEL
ThH—HNETT 3.

(3) <L DOHITMPO-ANCA O AffidRETENIEE FITL
TEET 3.

(4) BEERHICPIETDE, BRI B60155.

(5) BRHEEDEERIIFEEMERZET 55, FHHENG
IR ERBFIR D SERITE 3.

EaMmERIF=,

1998 &£ &L W51MH)

JAV-RPGN) | 12k 19? DH7AE D ANCA B M4
KOEREPHAL PR ) OOH ), BIiFEHEDOLE]
AT 7 A AR ST B RIS S EDIR 4%
22T 2005 FICH W EREIMER I N TV 5.
a) GPA (Wegener PAZFRESE) DESHTE%E (R 7)
GPA 12 CHCC IZBWT/NIME RIZHFE I NS
BRETHY, [FEIHER 5 RIEERIFE» DO/~
M IR C 2 MIME R TH D] LEFRINT

3. FEEBAR
(1) AEERGICZHLFREZEEESHE/MEONZFE
M, FE@FT717U) /1 REEEMERDEFE
(2) MENNFEDFE
4. HIE
(1) #3E (definite)
(a) FEBFRAMENDS>BREXZMBH BV E7 LILF—1E
2%, IFBEBINSLUMERNICLDIERDZNZTN
1 D EERL, BARC, FERGFRREO 1 BEEZHE
ETHE (7 LILF—ASFEEMER)
(b) EERAME 3EEZ/ZL, BEBEDRHERL
=188 (Churg-Strauss fEIZEY)
(2) &L (probable)
() EEWRKFATR 1 EESLUCEEHEEFARED 1 BEEZD
EIBE (7 LI — RSB MER)
(b) FEERAAME 3EEZHETY, BRBBORHETR
TR LVEE (Churg-Strauss JEIREE)

5. BELLIREMR
(1) BIMERIEA0 (1 75/ ul)
(2) M/iRERIEND (40 F5/ L)
(3) ;& IgE &30 (600 U/mL L)
(4) MPO-ANCA [5iE
(5) U< b REFEMH
(6) FmEMEER
(CNHBREMRIETRTORFICED O5ND EIEBRSEY)
(BAMmBEXAARISR, 1998 £LV5IH)

W3 IRE, BlEEE hHZ &0 FAERE
FELT, TREBIUVEEEZ XLTHRETD
%, MR E LT, PR3-ANCA DB MRy
40~60%, —7J7, MPO-ANCA %7 30~60% & ¥
ENTWVBE
b) MPA MESHESE

MPA 1 CHCC Tl3/NMIMEIC 3 SN L5 ET
HY, RPEOIEFIA ANCA BHEEZRT I &0 5,
1998 4F I b S E D Wi 2k (R 8) 128\ C, PANH»
SOEE - M LB E o, COBWREEEILD
AYE 2% v MPO-ANCA B % EEMAE R o 7%
PUITHLA AN, AT 2R S Lk < & RIRE
i - AT RO A TMPA L ZTEBHEDD



® 10 EEEZHEICR DZEIELE

(E=EE]
(1) E=ER
OFFG8CLLE, 2B L) SFEFS (6 HRUAIC
6 kg k)
Q=BIMmE

QRRITETT DB
@R, BEE
ODEEE, EOEER, DEREX, D1fE
©HIFER
@E{tEHm, BRERE
@LFIMEEWER
QR TEE, REES, ®BH M
W% REETE (X), #mECN), HHET
(2) fBRFTR
th « INEIIRD T 1 7)) J A RIEBFEMER DIEE
(3) MESEMRE
BEER K ENAR D 4% (45 (C B PRUINBIAR) D% 38/ BRI & %k
- BE
(4) HE
O (definite)
FEFR 2 IBRU L EBBFIR D3 361
@%\L (probable)
(a) TEER2BEBM EEMBEEHFRRDFEET 261
(b) FEERDS>EOZZE 6 IHELLEET 3641

(5) BELLBREMR
OB mEREND (10,0007 uL B E)
@/) g0 (400,000/ ul B E)
GIRIETUE
@CRP 38514

(6) #RIZH
OERMRISHRMER
@ 17+ —NFEE
@7 LI ¥ — AT Bt mER
@) ER
ORBER (SLE, RA L)
@©%IHRIMER

(BE=1E]

(1) R0 T HIZE, THRMENIER], MENE
H, VERRREO 4 DORBICHEEINS.

(2) BRARMIC T, IRHAFEHEOMENTEDRNIEZR
Ry BiER, I, VERZFRSNICESEOEDZ
RRT DEREZET S.

(3) MAEBDBERISIRFTEEMEXZZ2T B, FH
HERERERRAD SEFITES.

(BaMMERICRIT HREMEI. 2006 FLU5IMA)

T2, BEE

%2 RPGN O ADERIFH b 7% { 72\, MPA @
ST HLHE D EEMATIEH 1213, MPA TEEEEICA
515 MPO-ANCA B HERZ T 5 LT %25,

MPO-ANCA W1k & GPA R KA FE % A% 5 PR3-
ANCA D MPA HMFIET 5 Z & ICITEE L

Thhb.
c) EGPA DEZHREZE (X 9)

CHCC 474 T2 EGPA IZ [ &KGE I BT A 1 HEEk %
RGO B NI REVEIERT R 23 & %/~ B O
BRI 2°C, W S FERIKIESRENA LN S ]
LEFEINTVDEY, bARETOERRET, ¥
50% @ % T MPO-ANCA 2551k & 72 5510 Hi
B 72 BRIRFEIR & L CAUE 3 S & 2 Uiz < i iRER
DL, S5, SHHEMEESE, IR ELR &
BETON, BMEEOTIEREICEIN TS,
d) PAN DOEZKIE#E(F 10)

FEH M4 Z BN IR 25 (polyarteritis nodosa : PAN) 1%
IRERE R R S & £ & L 7o B0 A 45 T,
B ANCA XEMTH 5. EEDHS T WEE
& BRIFFJe 7 AV AREGL I ZBEE L 72 PAN 1247
IoNAE. BEEIILDE LIRS, Kyt
RECBIET, THILER, B SIS EEEE LT &
R

ACRY/CHCCY 43T, FRELMLIE A &
NGEVWEEIZTEHTE R E W) BEPAE L TW
Fo. SOX) REE,S, 2007 4E, Watts 5171395
FFEA~O#FEA T B E LT, EEMES S MINE K
DEFRRZW(F 11) 1286t C, ACR/CHCC m 434
o IME SRR~ — 7 —(F12), B LT ANCAFr
ReRMM L, ANCA B I % 7 3 % A (GPA/
EGPA/MPA) & di iy PAN % B0 58T 5 T
VT XA L%RIE L, European Medicines Agency
(EMEA)algorithm & LTI FHWH T 5 (E
2). 2008 #251x, EULAR & ACR Z HUIZH L
WM S OBEE - B, SHIEME, BWEEDIER
MIEE - TH Y, BUE, 7220820 - 725 O
#E51 (4038) OFEFEITFZE (Diagnostic and Classifica-
tion Criteria for Primary Systemic Vasculitis :
DCVAS) | A HA S 2 L CEBEIIZHEA TV 5.

RPGN % & 729 E & L THFEMEIME LA
b, PUGBM %, SLE, IgA &%, 7VA4r7ua7
U UIMAE, EVEIER, EAGE, FEAIMEEEERD D
FIx® R2). FEEMEMERSD QEHETIIS

27



28

X111 REEESSMMER T2 N -—BELREER

FERMESHEMER (ANCA BEMERFH 3 L IEEESRIMEN) DIRRZE 2175, TETHhNENLB<EE 3NARER%E
T 5. ZUIFEREE 16 MU LETH3. UTO 3 DNRE(A, B, QZINTHLETLDZRHRELHUMERNEERT 3.

(A) fEMRD ANCA BHEMER = 7= (HIEEE S HEIRK (CFHENTHBD, HHVEFELBLIE
ERFHICMERD RSN TONBERPHIEGFELEVHDTHNES V. EHBFHIEI G VLSS FER IR
BHBEDTRINEESEL.

(B) UTREEDSEAGLED 1 DEBREI DL
1. BEZNICEIESNMERF - FATFEERE
MERCFEFEERIKABRNZEND. RFELREIIKE U7 FESR (ACR) D Wegener RHFIEIEDEREETERS
NTLBENET S @ MEEH S VVIENR - BENIROMEREE MESNEE TORFEERIENS.
2. ANCA B
MPO-ANCA Z72(3 PR3-ANCA B3I T3 B (ELISA RIED T E & LIFESR CEREIEHEAMIAEICE 2 ANCABETEXRL).
3. MERSFUCARFEENE < RESN DI UTORENGRERR
- FHEE P IRE C R DB FEEERN
- MEER (MR MEBEHR F 7= (FERAMESR) (C K SEEESHEIRKPTR
- BESAER & RIEROD CT F 713 MRI IC X B IRBRE S [ERE
4. IFESERIER (>10%F (3> 1.5X 10%/1)

Q) FRIRZHRET 2MMDEBDBVC &, FICUTORBZRATES

. BHER

RRPE (B BY - CBURFRRRR, HIV, ##%, BRUEDOAER)

ERIEMBR (ERSSYY, TOELFFISVI, 7070/ —LEE0)

TRMEMER (B U< F, SLE, T —7'L UIERE, EEHEER)

N—F v MR, BRI EMRESIRY, JIIGF, ABEIUATOTUVIE N/ vk 1—251 V&R,
H1 GBM HiiARERE)

6. MENFBLURER (OL AT O—ILERIE, calciphylaxis, BIFERR) ~EEETAERE, DEALKRE)

7. BILIMR=Y R

N

(E) BHh2VWEHEERBRO IgA BRI —2F1 > A/ vRERRE, Feh GBMBEOREET Y RISZF+—iE
REEZFEDFRTHS. LHL, IgABRIRE S5 GBM HiiKIZ ANCA BIEMERTERD B EAHY, Y1 —251
> AN/ YREBRET Y RINZF v —ERBEORINIE < DEFN IR T 5.

(STBR 12) KWEIR)

®12 MERORAY—H—
mE R~ —h—
Wegener SEMBIE | 1. BE X MIRET | nBEBA CHET SEEHIEH, 5855\ (328
(k- TUEDAZFRE (RBEPEBEHERH RN EIND &)
) B
1 HBEBA BMARTERE, 550 EROES
3 NAEIER HIEMBIBE, PENS 5L EILERER
RS OIEES 3 L\ (FXE (B1ES)
AP gE
R T L Ve
10% Z 8 X DR IRMER = 72 (S FRMERFIRE 2 £ -5 MFR
RIRRE T 2+ EOMREZEBR

MR, [EMd 3 L [ERETHRE CHEsS S Nz
FER X #Rdp B L) (& CTAREIC & W) BBRRS N7 BB RN (RRGUE P ZEH| R
BERZEDEFNDRREIC Kk DHEBE MK, BEBEMEMRENFASNE L)

(B 12) KW 51R)

—_

BMER CREKIAERX)

Fify B8 38 (At I &5
K UREEREAHA)

N=(dD=INoOU R WD




PSVDERIRHT

CSS |CSS®%7JUE’?)I& (ACR or Lanham criteria)‘ Step 1
| ACR criterialc £ 5GPA%& 3! | Step 2a
[CHCC definition|c &% GPAE 5| Step 2b
GPA
| CHCCOMPADHERIFHEH +GPALA~Y—H—| Step 2c
| GPAfEAI ¥ —#—+PR3/MPO-ANCAR3 i | Step 2d
ICHCC definition|c & 3MPAERI+GPAKAY—#—#%L|  Step3a
MPA
renl vasculitis® X H~—#—+PR3/MPO-ANCAFRG 4
+GPAY—Hh—%L Step 3b
CHCC definitiontZ &3 cPANEE R Step 4
HBH\ I, BHERMNEERAR
Step 5

2 BERESZEMEXRSFET7IIU XA EMEA vasculitis classification
algorithm) : ANCA BRiEIMERN S & UEETIES R MER

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

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

cPAN : classic polyarteritis nodosa, MPO : myeloperoxidase, PR3 : proteinase 3

570, FTINHORMEEEL BN 5
CENEETH L.
a) BMHEER

RPGN & BEVEIES; & OAPHERI T, i
HREREE R EORIKEERE, 7TI04 F—2 X,
AR M B, B ORI, SRR IV
TUALAMIEIZ L A EREELR S F I RERKE O
B LEETH L. F72, FENZBWT ANCA B
A RASEMEER OB ) A7 & 75 & v ) WfgEss
H5HY. bHETYH ANCA BIHEIMAE 5 8% o B
TERREEDEEAL) OEHETH L L INT
WBWe, ANCA B I ¢ B T I EEE S O
AT == T ELTE) .
b) R

A T G B SR BRI 22103 95% 3 BGE I C
ARG 5H%, #1%12 RPGN Of%#i % & 5 &0
WiEhdH 51,

(XER12) 2518, —#B®ZE)

RGO K TIE, #7210 T (R
IR £ O BNIEEEE %% 272 L, RPGN O#F
WEELIEDNDHDH. COFROFEICIE, HOT
7 R W (Staphylococcus aureus) =0 ikt 38 $H BR B
(Streptococcus viridans) 72 & OMH PLIE & FfEHE
EHDPBEG L TR EZEZENTWDLH, L&
PR3-ANCA ML %5 2 L SFIH N T 5.

EMEREY v~ DY v v MBI, I
R, |HEAR, BREREZXLTIE2HL 20
L% vy NERIE, REFO T VikAEEMED
Ay L BB IR0 B A 1 SR ER IR 25 D
Mk GEE 2L, MEPUEIT 5 0EOAER &
FRHNTWA, & &IZPR3-ANCA Bke %25 2
Lhd 5

W7 N ERRIRGE, FFIZ AT D) Vit
7" N 7 Bk H (methicillin-resistant Staphylococcus
aureus - MRSA) EHIEIC L AL LT, BTN
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IEF Y RICED < SEETIHER

IR b L < IZMRSA DG F 7213 G414 12, &
7u—Y L NVOEAREZNE) RPGN 2235 2
ERHESNTVAEY, 20k RIEGSEICHES
RPGN Tl3, B HIHERE, 2, FEEEL 3
HETHIENEL, FAEIZINSOERBDA ) —
YT ERTILEDD L.

c) CBURFRX

CHRIFF 28T, CEFRY A VA Z ST RE
BER &1 & 2 AR SRR 6% & 729 2
EMB Y, & &2 RPGN DR B % /R$. 50~
0% DIEBIT, 7V Fr7a7) yagiEns. v

8) RPGN DOEIEE S

FREE M E LCIE, M2 L7 5= (Cr)fl,
Al WA, % CRPED 4HH % 227
L L7 EIEE S HARB SN TS (R13)V. =
BORIT, = OE S %%%Eﬁ%f%
TP B2 D HEESR TN SY.

K13 REKRAMEORI7IICIBEEED R WIHEE

B K UEHEFR)
237 MEIZL7F=> | i | ffwZE | M5 CRP
(mg/dL) * (%) NERE | (mg/dL) *

0 [Cr1<3 <60 it <2.6
1 3=[Crl<6 60~69 2.6~10
2 6=[Cr] =70 a8 >10
3 BITEE

RREEE | #8X37

Grade 1 0~2

Grade I 3~5

Grade II 6~7

Grade V 8~9

I FRZEICIE, fhfatim, BN, FhiEETs, MRER
ZET.

*ERAR RO RIEE
(k1) & W5IR)

HEIREE (RPGN) 5281 K512 2020

AV A MUE & B IR & O BE
d) EHI%

HHNZ L S RPGN & LTlE, FLHEIETIET I VE
ViR S X BIRMERE, JEAT O A NEHEE
W I X A HENE K, PERETIII AT
F U X BIRMEER, L) v~ FETIER=T T
IUVBIUOPHRBEEO IO YL FF T T VI L
% ANCA Pt AR ke Ed b, L7
Mo T, EHNZWIHBWTIZ I NS OIEH]| O RRHIE
AT HIEDEETH 5.

ROHLND.

* SEE
L BGRETIERERE T BRI E AR RS, SEeT
VT S EREO B HRIRET 45 2 IS B &35 2011 5 53 1 509-

555.

Kussmaul A, et al. Dtsh Archiv Klin Med 1866 ; 1 : 484-518.
Leavitt RY, et al. Arthritis Rheum 1990 ; 33 : 1101-7.
Jennette JC, et al. Arthritis Rheum 1994 ; 37 : 187-92.
Jannette JC, et al. Arthritis Rheum 2013 ;65 1 1-11.

ISEESLEF I N

R, fb o AN R OBRIRICBE T B/ N RE S
AR 2 R 5 SRR A R R A P R B IR P A S S R

B 10 AEFEHRE . 1999 ; 239-46.

7. WA ELL, il ANCA PSS a1 X #lgE 2k — ML
JE A 7 R A5 %”?ﬁﬁbi(%ﬁm g B T R 7 $§l’$)$lﬂi
20 A FERTZERE T H5E. 2009 5 77-102.

8. Sada kK, etal Arthritis Res Ther 2014 ; 16 : R101.

9. Sada K, et al. Mod Rheumatol 2016 ; 26 : 730-7.

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

11. T&T?:~ JEL A 55 (L S 0T 2 2 Al Bh 4 e v 1 A 25 1B S
5 TGV RL 21 45 JEARSE - s geshkds &, 20105 98-9.

12. Watts R, et al. Ann Rheum Dis 2007 ; 66 : 222-7.

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

14. BEHEPEFE M. Annual Review Bl 2007.
2007 ; 69-75.

15. Naicker S, et al. Semin Immunopathol 2007 ; 29 : 397-414.

16. Iwata Y, et al. Am J Kidney Dis 2004 ; 43 : ell-6.
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By - T

RIER, AR, EmTR, BT

RPGN (SLEBMERES - EREBF CTHDD, DHPETORERIEINERICHD. DHE, HENELE
H(C RPGN OERELREAER, BRIREHSPICSSNTOLRVD, EFOLETY VT — MNEREDHER,
HHED RPGN IC K BFHMZHEELHK 2,700~2,900 flEHEEIN TS, 2006 FE X TICEIFS
N7z 1772 F02E7 27— MREICED < HHPED RPGN OF#HZIETHE, ROHZVVHREIL
pauci-immune BO—RE¥ A FEMRIERKEB X TH Y, RO TEMRHZSEMERX (MPA) TH 5.
FRERFFRIGAFICRDIZESIMILL TS, £/, RPGN 24, HsFhikilfiEiik(ANCA)BH
RPGN QL@ FRISEFNICHERBICH DD, —H CEFEBFROXESASN TR, e, #1
GBM #1442 RPGN OB FRIGAEHREZE L TEHOHTARTHS. RPGN DE/=2ERISHELR

M@l TREECTDHD.

1) BZ RIER, BRE, S8, #
S, FRBEDISHL)

RPGN OFHEBIIZEFSETH Y, EFIEFTE
WCEFT = PRRENTWE, BREDH BT
RPGN (3 RO 2 e B - SEMERECd 5 25, 2000 4
LY DAETOEEROE A HE SN TEBY,
JE A= S5 ) A4 R TR B B B 3 5 SR AR R B O R A
2 &% & 2017 4R B0 H AR B s S WHs ik &k o
P2 BB 13 2,700~2,900 f1 & HEE ST w
BV T HABEFSS X O MHERFCHE £
THEM L TWwb HAERBRAL YA M) — (-
RBR/J-KDR) ®%&4% T, 2009 4E 3 X 08 2010 4E D
AR B SRE 1 7,034 1 @ 9 B RPGN 13 492 4
(70%) & 50TV 52, 2L T, 2017HEETOLEE
$FAED] 32,453 10> 9 £ RPGN 1 2,143 B, 6.6% % i
DTV FHARBIESEEDNEKL TV 518
PEENEABEBOMGIZ L 5 &, DAET RPGN
xR LS 2 BTE A B E UL 1994 F D 145 61 2>
5 2017 4E D 630 Bl & #4351 L CTB Y, 5%

HIZZWBHTHE AFEE TH Y. ANCA BEEIMAE
RKOREBIEMIZ BV TIE, ANCA B I 45 % -
RPGN @il & if %2 (RemITJAV-RPGN #F5E) (2%
$%(2011~2014 4F) S 72 ANCA B34 4 321 %1
D9 H 171 61(53.3%), MPA /BRI M4 45 198 B

2007 MPO-ANCARZ R I E
FE=1,998.51 MGBMLIA R E R UNE
EERE=4.72
1507 n=1773 ]
. il .
51 1004
#

50-

o T T L T
1990 1995 2000 2005
BEREE BERBAN,S)
| Al [ BH c# |

e |
@7 5- MRERK
RPGNODZ & FI1T
1 BEFEBEFAERRIICE S RPGN EFIERRR (X
o) K5I
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&1 HHAED RPGN OERFRRE, Sith, FRERFHOHR

1998 LA (A ) 1999~2001 £ (B &) 2002 £ELIEE (C £)
FEEEERS (50) SRR () FEAECEHS (59)
Byt Bl sExtt
TYE EERE G TEE  EEREE 6E TioE  EEREE f@H
—RiE
LB R IR A ER
3 GBM FUAZIE BRI B 1:1.05 5205 1651 10~79 [1:1.22 5483 1882 19~83 [1:1.44 6159 1834 11~77
SRR AT A AT RIS 1:0.86 5427 1866 14~77 [1:050 7000  9.09 60~82 |[1:1.00 51.50 2482 11~75
Pauci-immune &#ﬁﬁﬂﬂi'&*ﬂ?ﬁ%‘ﬁ 1:124 61.85 1495 1:0.84 6498 1413 13~91 |1:1.00 67.28 1312  1~92
RO ARIRIERIRAE 1:1.25 60.84 1561 1:4.00 64.80 920 50~73|1:133 5129 26.24 8~72
SEREER—R '&:l:ﬁfzsﬂvazr;sﬂjefmA 1:0.44 5662 23.92 0:1.00 7300 1400 ©59~87 |1:1.00 6336 1529 29~81
FBAERE D RERAER
BB AR 1:029 5056 2650 1:000 7150 650 65~78 |1:000 7475 130 73~76
E‘r&%"‘m 1:1.00 59.00 300 56~62|1:1.00 41.00 27.00 14~68 |1:0.00 21.00 000 21~21
A B 1:041 4032 19.38 1:029 5611 1439 31~77 |1:033 4278 2603  8~78
JE IgA B X 4> 'y ASFEMSRIRAEEA | 1:200 5375 1415 30~65|1:1.00 40.00 30.00 10~70 |1:0.00 6400  1.00 63~65
Z D D— RN 1:000 6050 350 57~64 0:1.00 300 000 3~3
251
 GBM % 1:1.33 5436 1546 23~76 |1:0.67 6220  9.43 45~72|1:0.33 7088 1064 57~93
2HETUFTR—FR 1:194 3584 1455 13~72|0:1.00 5580 11.03 44~75|1:1.75 4673 19.04 15~75
ZRIMERNENTFREE 1:0.69 46.68 17.36 1:050 57.11 12.15 77~32 | 1:0.75 55.71 18.21 4~80
EHEOBRMER 1:113 6460 11.98 1:152 6514 1608 5~91 |1:1.02 6877 1200 7~88
Z Dt DIRIEMEMEL 1:1.00 6067  9.83 75~47 |1:400 5200 21.42 14~79 |1:0.33 6925 1455 46~83
IgA ME 1:0.80 4583 1998 11~75|1:4.00 3940 2430 11~77 |1:063 5233 2835  5~82
71)#707 ) > MErmEs 1:400 60.00 906 51~77|1:200 5800 1219 47~75|1:1.00 5675 2325 17~74
B 97 F 1:200 5833 1325 22~77|0:200 6850 1050 58~79 |0:1.00 6450  7.40 52~70
EEIES 1:000 6250 350 59~66|0:1.00 59.00  0.00 59~59
Z DS PERE 1:267 41.00 21.80 1:800 5422 1302 20~67 |1:350 6222 935 47~75
BE
BRI RIR AR 1:033 4238 2353 0:1.00 7650 450 72~81
RO, v NER 1:000 73.00 000 73~73|1:1.00 3250 1650 16~49 |1:200 4733 1775 31~72
CRIFFRY A LR 1:000 6800 000 68~68|1:0.00 71.00 000 71~71
Z 0t 1:0.08 5492 1595 25~78 |1:0.00 6050 950 51~70 |1:0.25 6360 814 54~72
SR 1:250 5429 1320 36~77 |0:1.00 6400 000 64~64 |1:000 8000  1.00 79~81
Z0ft: 1:250 4329 2136 0:1.00 6400 000 64~64 |1:080 5178 2801 2~78
EA 1:155 5989 20.82 1:1.00 6664 1041 56~91 |1:2.36 6403 1620  4~80
21k 1:1.06 57.47 17.96 1T:1.11 62.80 15.93 5~91 | 1:1.06 64.72 16.56 1~93
GBM : glomerular basement membrane gk 9, 10) KW5IH, —EPE)

D9 b 144 61(72.7%) 73 RPGN & £ L T\»72Y . —
F, EAMEI OB AL VA M) — D (AR v
A3y bF Y R)IZL B E RPGN OB R %
NTHESTIEMLRBELRLHRRIIWE S Tld %
W8T BEENC BT 5 1986~1996 4 O pauci-immune
R RPGN DF&SEER1ZALT1100 HAY4720) 39 F1 & D
Wi idy 5.

L0 B 2 AR e A G & L CHEA T R
B3 A RAAENIZEHE O £t L 72 RPGN O & FE 7 ~
o= MBS 5. RT v — M AL 2006 4
JE % T2 1,772 Bl> RPGN JER] 2 U4, f#HT LT
590 B IEBIEROEEHER TH S, Bk
DOEALE LT, 77— MREL R L 72 19894F &
Y 11§ MPO-ANCA A DSERBRINGE S 4, RV T
1999 4F 8 H 24T GBM frfms s Rbiii s 1, b
23E O RPGN O {72 Witk &A% X 0 — &I AT
e 72> T A, RPGN OZ#{gEH I OB D
2NFEHT (1998 R DT - A D), BEfast 2 AR L TE
SR &7 o T 721 (1999~2001 4 : B#T), &%
B4 2 FIAT $£(2002~2008 4E - C 1) o %

a
1.0 \
09+ ——
m - . 1 DN b -
= s S N
>
2038 -
w
&§07
©
o
0.6 -
0.5 | Logrank p<0.01 Group D 2009~2011
0 200 400 600 800
Time from treatment start(days)
b
1.0
09 |
S b Group D 2009~2011
$08 \_
3 e T
507 - .
o
0.6
05 Log-rank p<<0.01

0 200 400 600 800
Time from treatment start(days)
2 RPGN£EH7 >4 — b E£inF#k - BFROFNE
Bk 11) KYU518)



101 \“x CHA: 2002 LI
0.8 A . _‘;'Ir—-—. .
£ 0.6 - BH#f:1999~2001%
E%F AHA : 1998 E LA
% 04 Number of the patient at risk
AHB 0.2 347 250 236 226 215
B 136 104 96 85 78
CHj 341 215 164 122 91
0.0 A
1 1 1 1 1
0 6 12 18 24

AERBROZE (R)

3 ANCA B RPGN OFE&DHER k9, 12) KU51M)

1.0 (n=106)
L
]
0.9 \ AR 1998 F LIFT
hf} BHA 1 1999~20014
20.8 i
& ;
x _
Z07-
CHA: 20024 LIfE
0.6
0.5

B4Rt HF A

1.0 ;
7 CHi: 2002F LIFE
.
0.8 4 / by
g 0.6 {{ B§H21929~2001$
¥ AR 1998 F LUl
% i
® 04 Number of the patient at risk
AHA 0.2- 347 185 176 164 156
BHR 136 87 79 69 63
CH 341 177 133 97 72
0.0 A
1 1 1 1 1
0 6 12 18 24
AERBERORZE (B)
0.9 4 (n=80)
0.8
0.7 1
A : 1998 F LI
|
0.6 1 |
L II BHA:1999~2001%F
054 1 f .
. H— ]
Ly \
0.4 Y
CHA:2002F LI
0.3 1

0.00 10.00 20.00 30.00 40.00 50.00

T ETOHRE (B)

0.00 10.00 20.00 30.00 40.00 50.00
HEEEME COHR™ (R)

4 #1 GBM #if48 RPGN D F & DR 1k 9) K U5IA)

RPGN OiFElIL, T#HoF 7(p25) %S L CTIZL
V. BRI IZIA S IR E IR L, K
b L\ ERIE ANCA B RPGN 125543 % & b
5 pauci-immune D — k2 B AT BT R Bk AR
BRTHY), RWTMPA Thorz. Bl
WHET L, FIEMERIZSRELE & A, S CH
\EEICR B IFEEI L L Tnd. —), £l
R BWTNE, HEETOFRED AL T
% (&1 )9,1())'

2) Fte (EawmTe,
%)

RPGN O &7 v 7 — MR OERT - AT 45 F 0
5 bAED RPGN DA T, BFHB L Z 0

BFE cnSnif

EHERE DS S 20 & 72 o T 5971 RPGN &k 4:
¥k BFHREFR2IR8T. BTk Brke
LENASN, 677, 24 7 AEGTRIEA O
775%, 705%7% 5 C M TIE 886%, 844% F Tiki
L, &512 D #2009 4 LLFEDFER]) Tl 90.6%,
86.0% % TtkF L2, —7, 6, 24 W AET
%13 1998 4E LIRTIZ i S 7z A > 684%, 64.9%
75 2003 4E LLRE 12 iE S 7z C Tl 81.4%,
792% F THE LD 0D, DHITIZ790%, 756%
e EoTwal, A#IRS CHIE TO ANCA
b4 RPGN 12 BT BT ClE, &k To B~ S C
HMTHEFROWEN L ETF>TE LD (E3),
HEBAEE R LZERRICBN T AR, S CH
L CEFRIGEEEIICH 510 T,
GBM #UfA% RPGN 34y PR O T OUGEE LD
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&2 RPGN [CH(TBEH

1998 FELAH 1999~2001 £ 2002 FLIRE

HREBEE () 884 321 568

SEL BB (1) (%) 351 39.71% 110 34.27% 102 | 17.96%
TiEERE=EEE (A) EE(B)) | 59.4 | (0.0~213.6) | 36.8 | (0.0~98.8) | 17.5| (0~59.2)
IRGUE 169 48.1% 42 38.2% 57| 55.9%
EEEMEAEREERET 57 16.2% 18 16.4% 16| 15.7%
FEAE 102 29.1% 27 24.5% 25| 24.5%
IR MR 109 31.1% 20 18.2% 28 | 27.5%
[RERRICH D FhiREE 32 9.1% 5 4.5% 4 3.9%
B MR 37 10.5% 16 14.5% 20| 19.6%
FfifctH M 48 13.7% 8 7.3% 12| 11.8%
FoitH I 18 5.1% 5 4.5% 4 3.9%
<SETHMm 4 1.1% 1 0.9% 2 2.0%
SoMmEDARE 35 10.0% 14 12.7% 6 5.9%
R DEMEE 3 0.9% 6 5.5% 1 1.0%
JHIEEHMm 33 9.4% 15 13.6% 7 6.9%
Sl 2 36 10.3% 17 15.5% 121 11.8%
Z DAt 17 4.8% 27 24.5% 16| 15.7%

5500, FYRIAFHEMHZEL TS DO TAR

Tdh%(E4)”. RPGN HH DI ILHEH S )
BHHEIZ £ 2 b ON TR TH B4, IAEDHIRED 3

RIS b ST FOMEMICEI LA ST, C
HIZBWTLIEKED55.9% 28K T 5 (R

2)%0  —% FEASMENC B BEAED RPGN O F {4 &
Ao - MEIIBESNTWE, KL S OTIEA

F1) A2 BT 5 1983~2002 4 @ pauci-immune I35 o.
G S ERIKTE 45 390 Bl HEhid 519 FAoIE) i

166 T, 1, SAFEFRITL T7%, 60%, 1, 5

FRFEAERRITA 86%, 82%TH 5.

10.
11.
12.

L8 i—, i BRI HE 2017 LR IR B 13
SET 2 — MA RS R AT FE  B S

(@9, 10)KW35IMH)

SEAFBORIT 7RSS (HE G 1A R BRI 72 4838 G R R
(B9 B FHAIE PR 30 4E BT HIFZE A . 2019.
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IERFRL, A, BOEMETEARREE R T —F v 7NV — T
JE A 57 Rk IF 5 e il B 4 S 3 1 e A S BOR W S22 3 (kUG
T B EORIT 73 3E) RGBSR 3 2 AEIsE Pk
30 4EFE AT e E. 2019.
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1) ANCA BEER

Vep=

ANCA BSEImE R (AAV) IC+5 RPGN Dia&RICl, BREEREENDERPUEERDD, SHTER
THo>THETIF AAV DOEFRMLZ (3D DA LEERDBH SN D.

MEERICIEBIBREAT O4 RREMEARRYREIDFIZERFICSIOKRAT 7 X M (CY) DEER
FEPVYFRIIT(RTX)DHADEDSNSD. —H RPGN THHZEXRFMEEZZEBL T, £EIC

FEIE

BA70OA REWEEROFRY CY TRREVBETHD. BEREL L TERFLREHEERT

ETRICIEMBRIGREOHAEERT 5. FLABRFOBRLEDHEIEGTFERERET 2ER
ThY), RE/O7) VREREHEREN, BRETHEORMHBOLBATDHS. NHREROES
ICLBEMFROUE CEFBEIREAOMBD —MRPER 72D, TNICIEBIBREAT O NEHRP
RTX DHADHREIND. MHERPCERMERREATY, BIBREATOA ROBEZHERK ) HEP

DICATD ZEDFR/DPRENTETLS.

WINGHE OS2 25 IFEETH D, 2051
VIETH LD, BMTHHThHIHNE) D, Fh5k
IR DHEIR OOV 2 h, MmO A E —
FOFY M EHSRE S 72 5.

a) BIBRERTO1 ROBRAM

N F T, ANCA B9 RPGN /% & L, R
REATO A NEREE S 2 w7
RCT X RB7-6% . LA L%ad s, ANCA B
MEEZSLMBERIIBNT, T ALRIEREA
TUA ROAMEDTRRE S, MIGEEE LTl
SNTET.

MERICHT 2EIEREAT UL RO IR
L 72 ™1% 1967 4F Frohnert 5 O IZ E DT
BY WS, AEETTEBIIRIE 25 150 B2 0w T

R LRI AT O A FRERBEL LR L, &
%OEHERE, RITRWITNOBREN LY BIFTH 5
Zr#&RLAE RPGN xR e L-b ok LTI,

1979 4 Bolton & L5 H 5. 1513, pauci-
immune #, $it GBM PuiER!, R &b R %
L IBDORPGN IZ AT T A R8O Ak & 2 1E]
FREATHA G217 6 Bl CERRBOUE %
272, 1982 4F Couser (X, ZO#HE % & 58 Bl
RPGN JEH] (9 & 38 Bl 2345 1E RPGN) % #5T, EIE
B AT T A F#IZ XY 45 61 (78%) TEH DL
#EHDOTWAEY . bAETIE, EAE5EEETE
HEEE RPGN RSO EE T v r— MNRE S 1 |

BIBREATOA REE&OEEICLD 24 7 O
BTT0% U EOBAEFREFBEL Tw Y (ME
- Fh DTFHREGTER BYR hool
#)zi]. Dbk XHic, EEoOBEHAEII WD
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DD, RPGN D%  \THKGEH TIXEEFA L MFFTE
I EH S, ANCA B9s# RPGN (2R3 % 8 H
BAT A FEEOENMEIZEE 2.

b) BIBFERTOT REMEL

ANCA Bi:# RPGN (269 2 g)ilia# & LC,
FRrD LoORIBREEAT O FEMELIL, BF
% AEeTRedGET L. L L, RERHEE O
BERREDN L VAN TH L7200, BIRREATOA
FHAREE, IERIHISEO AT E L v
Fl2, ThERELTWAY,

) o EFyAETANTA V-

T—arv

Wk Tld ANCA B RPGN (2xf 9™ 4 fIHARE 14,
RIBFREATOA FEREHHIZEOHIEIITS
D, INFCEIEREAT O FEHRR L IEMHEHRE
wEPEHEL L 72 RCT 134725 2w,

Jaxy

i) DBEORIE A FT A~

HHE D ANCA B3 RPGN TILRYSEIC X 55
EHE L ALNZ &5, 20024E0 RPGN D%
REF LD, mEE L ENEITER T, $IRITR
HATaA FHMGHE TS 208 TV T X4
HIREN, THICLDICEOLEN R LN T W
b, —HTHEEFROLEDZDIZIE, Y7 ukA
77 I FCY)DFEHAPERTH S L OBHEI RS
NTW5, INHENMEKL, RIBEEAT O A NE
MG L, RPGN OREAIFET X 2 &g D ME
FREIRDSTE N 72 OFERRANE R O BIS D 1), D%
PEIHSEDOHE AL E L 2 W ITOLEIZEET
%,
OFGIENFLET D H, ZTOFEENGETET

SIEIIHISE ORI L ) EERIKGYE) A 7 )8

IV EE L EEZLNLENH.

@FEM B

@k (B2 70 L) .

OB MERIEA - BRI E 7 &, SREIHsE 0 s

SN D L IER.

AN, BYUEOTEM &R, M & &%
BL, AIBREAT O FEMEROFEEN N
THWRWGAEL DB REIVEFREINLZGEICO

A5 5. RPGNZIET A FJ 4 > 2020 Tl&, Y
A7 DFE\CEEE L ENTEA L, BIVRE DR 2%
WA Tt CSHMIEZITEEHELEET L X
I, ThVI)ALOHFTHLEEZRL TV,

C) EEE/NIABEEDHA

ANCA M8 RPGN I B W TlE, B LOMATHHE
CHINZRIRE - WIGE, &2 Itz & o
HELEGEGIHER M) BEIS, BORIEREA T
A FHEGICEER T O A4 ROV AEEOBIN% %
By 57

1) NOTZEFT Y AEHARTA -
T—=arv

BORIEREATOA FIZATO4 R29O0 A
BT AL OEFRIIE LT, ANCA BEE %%
& e pauci-immune & RPGN #xt4 & 72 RCT &
FEAE L 7200

Adu b7V F=voryBLOCY WH D A<
WV AJEE RS2 I L RS ORI 2R L T
B, BIEREATOA FEMOEGHEIZL 5
X 13w 2 22w Bolton 5 1%, pauci-immune %!
RPGN B L CMERIEFNK L, fOTL F=vn
> GG (5 B1) TILSEEER 40% THEMTHERLG] I 7
MolzDIZRL, XFNVT L F=va X bHE
AT HA KOV A (2561) TId80% TLles, 74%
AIBENT R B L 72 L LT aY. Jayne 513, I
& Cr B 58 mg/dL LI ANCA B H K1
B RPGN B = xR, f#O7L F=va (1
mg/kg/H) &R CY #3ARGHE LT, IMEEH
BB L fHEA T O 4 ROV 2RO I
BERBR A ATV, B P ARCGER) R S s b FH#EDS
RRFEND EERELRY. 2L, AFuA R
70OV AR & M ACHIRL O E 2§ 5 2 &
T, BYROILLLUENELNL2IEHLHNT
170,

axX v

i) BAREOKIET A FTA »

—f%iZ, BHEAT O ROV AEEIIROSEIC I
NI H TH W RIEIIHIRN R B X OCPUERD RS
T E 5. bHED RPGN OB TI1d, 2002
FEOMIY X0, Bl (70 B £ 721380 B



X1 RENFEIEHBBCHSTZEEBERERTOT RE

DEEE
SBERRIMED S DHAR 14 60 kg DIHE
GB) PSL (mg/kg/B) (mg/8)
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/B)
12 15 15
16 12.5 12.5
6 1A 10 10
12~15 418 7.5 7.5
15~18 hA8 5 5

(BSR and BHPR guidelines & ¥)5(8)

T, POMREEEORN (7L —FTI 2305
HBrRBRE, WERERICEEATOA P2V AEEE
79 ZEDPEBEBTNT) AL TRENTE . B
%@%@@ﬁ@ F &% RPGN o ft & o 2F 7~
— FNRAAETYH, 2002 FELIEOHIK TIE, HGFET IV
jUXAL,%@x%u4kﬂwxﬁ&ﬁ%ﬁéﬂ
% BHE BT 201 Bl 148 51 (73.6% ) THEEIZEHE
AF0 A RV ZIREDTb T WY RfidT
EATHA ROV ZFEOBIIAHKE IS A &
THBEREDIENL L ORI SN TR NS,
BROETHE  BINHR LB VEE, HDH v
AT 7 & O EE R LS EHHET ) HEIL, A
FaA RSV ZEFEOHHZEB LTI,

i) AFuaA FrOv RO FE R

AT a4 K2 ZEE R ifT T A8, 2 F LT
L F=>1 ¥ 500~1,000 mg/H i % 3 H iz T
5. 1HMAlEE LTAFLTL F=8 > 1000
mg72*500 mg £ Y- TRHLDOIE T Y A
<, DEGNETDH 5 G LMo IR L 2 4T
I %613 500 mg/ HAUEIRE NG Z L%\, AT
O A 2OV AFREROEEEE LTiE, DOETIX
7L F=vur06~08 mg/kg/ HAROHKG- &N
5.
d) 8IBEEXTFO1 ROBEE

L4, EUVAS 23308 L 72 B O BRRER Tl

RVIIRT L, WEGHED 1 EE &2 5EIE R
HA70A FRVEZOBEEZFBLTEY, Th
32007 4 BSR/BHPR DH 4 RS54 v L LTREN
7z, —%, Ziudini Cr 566 mg/dL LT o4 & El
MERICKH LT, mHEAM 7L F=vu 2 1 mg/
kg/H+CY@B# H % T 2mg/kg/H) I  EEHE
Bl o@@EiEEsEe Lc, 7¥F+ 71 Y (AZA)
(3% B L) oA %0 % EE L 7z R 3k (CYCAZ-
AREM) THwWwHR - 7L F=v o vigis7a b a
WMZHEDSWTWARY, F2bb, Zo7a b anid

REMHEOHSEAITH Y, BIBEEAT T A

FOHEMEEIZ L 2E 7T I VERTHOTIE
v, F 7z, bAEOFTNN X FERIZE (MPO-ANCA
B LI 9512 %?éﬁrﬁ%($7mﬁ:w®ﬁm
Hx S 223 2100 & BRIIZE (JMAAV) ) |
Wi, BEDAEY = FIZowTidMhTs ﬁ?ﬁ”‘,
HREGI TR E 17 AL ER, RICE LT,
WETHELTWAEY,

PR R EE DO FIRAN OB LT, 2012 4EI2h 28
E > MPO-ANCA %I MPA 62 flz &t & L7125
0] & Tk — MO REOHE SN TB Y PikiE
FEHoTL F=vu roE#REA 08 mg/H LD
ORI, 2L D BECEICIE L 126 BB LR
TWIEDRENTWAS., ZOHFRIZIE, DHRED
AAV OBEBETIE, BRKOTA FIA4 v oFsEL
TOREMHEEDOPHEIMRNZ L S REL T 5

R D 5. DHYEEOBIREEA, KL bR
REWVHENR—ADPHFER I N TEDIEZD L) 7
TRraxEZEELTWS

Rl R xrﬂ%hﬂ@ﬁ miﬁtﬁﬁﬁiﬁ
ORI T 5T ET Y AIZDoWTIE, IMEERHE
&@ﬁ&Ab&fﬂM%@%Fi%aﬁirAAv
FEGI 2 x5 & L 7z Hia) & E B SLERFZE (PAXIVAS)
MW ENT WD, FORERED20204E2 A ?E’é
7= ZoWRTIE, MESHREEOE ) A1)
SEATLC, AFVFL R=vrar3 EIFHEJ(BWJ‘Ig,

A 3g AFHESE) DOV AFEER, LR
e b B E T IR Y ) 7. iR o 1A

M, FE1kgdH720) 1 H1meg(l mgkg/H) %k
L, FOREERECTIE, 27 TEE, 47T
CFD¥E, 6 7HT1HbLSmg(5mg/H)IZHE
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T 505, RS EETIE, 2HTER 29HTES
22D, 4~57HHT1H5mg(Bmg/H)IZ
WE L, 2Ok IEMMEREL T, 24EHIC2TE -
KHBEAREL TV FARA VM UTHBEREZIT-
7o MR E LT, HEHERE(83/325(255%)), AR
(92/330(27.9%)) (90%CI : -34-80) & 2 FERIIZ A=
LY ROET R, WEROIFLEDFEH S .
E 512 1 O EYIE O FSAE 1A HERE 116(33.0%)
B, WERE96(272%) IZA 6N, HEH THEICK
A5 72(HR 069, 95%CI : 052-093). HbHEH S
L7z EEEE o RMBZ OB RETH Y, Fi
WEOFE A EZEETLILVEDOLNS.

—77, BB AT A FI2IE, BuiE, Mg
FedE, Bk, TPHERESLE, BRERE, S 5I1Ih%
PERIB AR &, He 2 G IIHvE A Dt o FE 21
GREWEHD T OGN WI EBFEETHY, AHET
HIIEELHNTICKRBEOT 5 RIGEHEN SN
HIELRETEINTWAD. Jayne HAS2017 £ IZHE
L7, BIEREATO4 FORDb D IHifE Coa Dif
PEFHZE# Avacopan & 7= BilA & O3 ¢, 0
EIHERICIA T L F=vy >y 60mg, 7L K=
vy 20 mg & Avacopan 30 mgx2/H, Avacopan
DR D =HEM THE 12 A% D BVAS 237 D 50%
YR O LK % 67 Bl B T (458 23, 22, 22 1)
fTolzeZh, HMME BIWEH L b1, 3FEMTIX
PN o fe GERCERARE 14/20(70.0%), 19/22
(86.4%), 17/21(81.0%)) T, Avacopan fii I B (L
32—k ARTIESHEATE S (p=0.002,
p=001), EIERSEEIFRETH 72 Kifed
T4 e D I IHIIE DO ME T TOMFTH %75,
GHmATUA F7) —ORBEEICEH L TChHi s
EF Y A ENDL Z LD E NS,

ANCA B:# RPGN (239 2 #0liG# & LC,
FE LoRBEEA 7O 4 FEMERE, B7
% EmTPHErdGET S, Lol UFIRxs%
PEIIHISE & OB L D FERICTH A Z EATRS
NTWnW5b,

a) ¥70KRAT77IR(CY)BE

1) CY ir#FoF Mk

ANCA ¥ RPGN O #IHITGRH 12 B 1T 5 0 i

>

HOFHITETFHRB L OEGTHRESET LW REN
Wb, D7z ANCA BiE RPGN O #IHiG# &
LT, BEOREICADYE, BIEREATOAL FIZ
MMz TRIEWFIFEOUFHZIRET L L SN TV D,
Kok 2B W TIIIERICEIR R EA 704 FIZh
PRI E BE 4 5 2 L DMERAIER TH L5, b
DENCBWTIIEGSEIC X AT OHED BN &
£, 2002 40 RPGN Z¥EigEr 26, BEOIKIEIZ
EhEIEET VT ALDHEEEERTE LY, &
2 XY G TPROUGEN R LN, —HTETPH%
DYFIIE, CYPFHPER TH L LHE L T 5.
IGRBIIAREICE L) A B2 LRk S o B
WZxt L, #9E CY 7SV A (IVCY) F 721310 CY
(POCY) PRI 5. ZO#%5FEOESICHL Tk
CQl #&§ 5.

1) WO FT L RAEHA KT -
T—3av

Rk Tl £ 58 M4 25 Mk A 3 B JE (GPA) 12 & %
ANCA BEEIME RA% . GPA IZBW TIRRIE R
HA7uA FEHMTREITFERARTH S Z LITELH
WZHOHLTH Y, 1970 FFR L D EIB L EA T a4
N & CY OB AL EEAER Z G HE & L THW
5N T&E7. GPA #FR\72 ANCA B M 7 D
FH& LT, 1996 412 Nachman 5 7%, BEMEEN %
FEIME 2 (MPA) & 33014 H AR T B 5 BRAR T 4%
OEF107 Flowim & a4k — b2 AW, BIFREXA
TUA FEMERIERZEATOA F+CY B
PHEBLCTHE LT, mEEIC BT 5 EiR
L, HMBECTH6% 2 L THFHBET85% & AL
BWI EAUREINTz. FoEHRRIZB W L Bl
WL CHFHBETIZ 03I L ETH o7z, 512
Hogan HEM U afs— b2 HWT, BIEREAT O
A FHMEICI L C CY BERBEICB W TEMTHS
WHET L EEFRE LTV (BB CIIBTERR
0.18 f5)17.

9 LTy A% 2, KDIGO, FEE (BSR/
BHPR 2007 4, FKJHN(EULAR), ¥ —AZA 507
(CARDDODWFNDOHA KI L2 - )a AT —
TavilbBwh, EFEARLL L CRIBRE A
F a4 FIZHAZ TPOCY (2mg/kg/H) 721X IVCY

) a Xy



K2 FinEBHBECKS IVCY HEHE

. m;& Cr m;% Cr
i 1.7~3.4mg/dL | 3.4~5.7 mg/dL
60 A 15mg/kg/@ | 12.5mg/kg/ml
60 m E 70 K | 12.5mg/kg/El | 10 mg/kg/E
70 E 10 mg/kg/@ 7.5 mg/kg/@

(ZRER b KUBIA)

(15 mg/kg % 2~3 BT L) O PR S LT
%ISNZD'

i) DPEORIE A FF A

HHENI B TULIEGHE O T EERLIB T /W
Z &5, 200241 FIAT E 72 RPGN OB faét &
V., ANCA B8 RPGN (ZxF LT, RHEBGE O
REERE, 4FEs, EMOFMEIC XY GEIHEEo bk
% BIRT 0GB T N T X LDER S N72Y. B
REFEEDE L (L — FILE721EIWV) 22 70 i &
WOIEENTEZTIE, WINHEE LTCY 20T
L ENHEREIN, 2L TERDSIIOBE T,
FIVRIBREAT O A FEMELEZIT, ZhTh
BBIEEIEDE T 2 565101, BEOLHREY
BZELZH 2T, CY OBEMERET 5 2 LAk
SNTz. BEL L ZOMmBENSIRo RS ER S 1
7o BTk, BEIESTITRIC, EMTHROUGE
PEoN-Z LDy, EE7 7 — MNRE» S HH
L, 2011 “E O ZHAEET OUGERTIZ 2002 4F DB
T I) X AN EANLY. L LET v
r—MRETIE, BFHRICELTE, CYHRSIZE
DS NS 2 & (HR 0683, 95%CI : 0.474-0.986,
p=0042) AR ENT2Y . TN E 2T BEIGS 2014 4F
WETHCY T, TMERICEIEREA T O/ NE
MTHBEINZEFZIIBOTY, BIFREATOA
FOSRE T RE & 7 D IBEEE O 2 » b — v Sz
BT CY 2B 22813, BFROBA,SIX
MENICETAbDLEEZONS ] LEFRLI L.
2017 FWETH A o4 T, T TOZHERE
DT IV T) AL EAKL DD, [HMMERE T,
Wl - BIEEICZ DS T, ToIl@EE L LETH
BT v & PIFGRELERT 5] 25Kl A
e E S LW S B BT L CTIE CY oA
MG A L R TE22Y. 4B, RPGN %

BWAA FF 42020 TlE, CQLIZBWT, ANCA
B8 RPGN oG #E & L CPOCY & L <IFIVCY
WINHHERE S NS 0 ? RES L, CY o5&
ICEEZRRL, ZeltoBlHaezEML, POCY L1
b IVCY 2L T 5.

2) CY &5-m itk

CY 3Pl TS % 52 48, Z oG tACH#Y o
FR R IR 50% & s S nTw b0 Bk
BTFIWCENVCY DT )T TV APKRTT 5720,
IVCY B LU POCY O 5= (X EHEREIC L V) %
LWENH L, SHIZCY HEOBIE, mEREAZ
L CHRICER 23 4. IVCY B L UPOCY OF%
HREFHBIZOWTLTIIRT.

i) IVCY

IVCY 4 H DD\ Idw7 H I ie % e L HEZ
T L. SRR, BB L 2 E S EAR 2 1R
5 EE OB T B R BATE AN B VT
b, IVCY #%58% 20~30%ET 52 &2 V)i
Y72 Area under the curve(AUC) & 7% % Z & 23t
HENTWD, FENBITIENEEICLY CY
B END 720, CY #5512 FEIZ BT %
B ENLET L. —F, BNEEALT3IIA
DLl U 72 B Tl B RR O M E 2 Th 5 72
%, KDIGO 4 FF 4 > T CY 05 11753k
ERTnBY,

X HZMERE D IVCY D4 H & 5\ IdEnH ICHERR
5. IVCY FEATHIIC FIER 4,000/ ul A, 17 A Ek
2,000/ uL Fiii TH B A1, IVCY 2B L, 45
WIMERE R MEER L T, BIMER 4,000/ wl LLE T2
HEk 2000/ ul BN %2 5 725 25% i L C B
5. ZOHRIZHIMERKA, HHERBD % &7 L7z
Hl2E, FAFOFETHET 5. MO IVCY 10 H
B SRDIVCY T TOMICMEREEZMET L. H
Ik nadir 3,000/ uL A, #f-HEK nadir 1,500/ uL
WOEAIZIE, WO IVCY ERTOHIMEREL 4,000/ uL
P EToifER 2000/ 4l DL ETH->THLUTD
IOHEEZT 5.

DM MEK nadir 1,000~2,000/ uL & % W 5 ER

500~1,000/ uL T, HiFlED 40%MET 5.
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@H I Ek nadir 2,000~3,000/ 1L & %\ i35 Ek
1,000~1,500/ uL Tl&, AiAlED 20% &7 5
R2IRT LH1C, KEY) OFGEA RIS
W, EE, A 3 ENE 2 AR, LU 3 E
THEGTH2LDE L T05. bAEOEET VY
A LTI, REREEL) oFGEI GRS, 1

HHOFGHETH L HICEET 5.

i) POCY

LIET @ British Society of Rheumatology and Brit-
ish Health Professionals in Rheumatology (BSR/
BHPR) 77 4 FJ 4 > (2007 4EM0)® T1E, FEFEA
& LTPOCY 2 mg/kg/H % 5% 3 7 Hilk#id 5 2
EWHER SN TV, IR BRI AE 2 @ 1T % 72
%, Fln 60 L X 25%, 75 m Ll ki 50% jdE T
NETHDH. MIKBOMERZ RN 1 7 138
2HAHBE3AABE2HEABIE, Z0KIIHHE
B9 A, FIMER 4,000/ ul A, 5fHER 2,000/ wl F
WA L 723813 POCY & —FEICHIET 5. H
MERBAEAE L 726475 & d 1 HRG&E % 25 mg
WE L CHEL, Zofk4EM3mERAEdT s, &
67 BB A, BBk A (F 3R 1,000/ 1L Al
T ER 500/ uL K:if) %V IZBIES 5 Bk A
I BRI A (FTIILER 4,000/ wL A, 5 H 2k 2,000/ uL
KiitiAs 2 AELLE) % & 72 L72841213 POCY %
1B L, HImERE % IC 50 mg/H TR LC, Hil
BREPFHFAHEN CHIL, 1A LICHERE
TH®ET 4. HIMER6,000/ uL A THDLLATIZ I L
T 2000/ ul LEART L723561213 2% ET 5.
b) )Y*2 <7 (RTX)EE

1) RTX {GH DA M & HE32RE

RTX % FIHIEHEICH 72 2 D O R RER (RAVE
B, RITUXVAS i) opiins s an, %
72 % DREOBIHFRAEDD 3Ry S, RTX b WA
HOFIIMZ D L9127 - 72, BSR/BHPR
A N T4 (2014 4EE5ENR) * % European League
Against Rheumatism and European Renal Associa-
tion — European Dialysis and Transplant Associa-
tion(EULAR/ERA-EDTA) ) I X » F— 2 a »
(2016 4FEEM)Y Tld, ANCA BIMIMAS B O
ERFE AR L LT, CY & RTX DWW %ElE

REATOAL RICHHT A2 E&HERL 0D, F
72 CY O¥eG-4FF L v BE ORI, BYE) 12
BWTE, RTX Z2ERIREELTWE, U
LCEE CQAVTHNTEY, I/,

2) RTX #5-3:122onw T

WO EE R BRABRS o Ta b arvR
RTX OURACEICHE U T, 375 mg/m?% 4 #5855 T
BT LODVERTH 5. % BRPGN & L CTEEH
% & F N B RITUXIVUS 23t B&(24257) T
IVCY 252 A (BHEFTIZ 3E)HH SN TS, #
FARRIIE P I ERE B R & £ - 72 ANCA B
BRI LTRTX & RTX+CY OET, &%
B, TR BICEIIA SN Do 72 OHED Y
HHNS, FETHBIET VAL L TWin
¥ 7oolt, EINOBZFBIIME T, ANCA B
4% ANCA Bi3# RPGN |24F L C, RTX O &5
(375 mg/m? 1 [ & A\ 1 HARKET 2 \) 25E /T
BHH T ENREIR ENTWE, SEESTIEIR
NED A v MH S, ANCA B3 RPGN (2B
% RTX OE#ILGHEIZONWT, &5 7% 5HBEH W
BTHb.

Q) ZF DD FREINHIE
D 3a7x/—VEEE7 2F )V (MMF) iG# (R

L)

MMF (A RN THSL2IEERH#w I 27 =
) — VERIZARE L, ) v 8Bk DNA A 1K % B
TLRENHECTH L, BBFLEATOAL F+
IVCY Zxfii e LC, BIEEEAT 04 F+MMF
O B 7SN SR O A R S R R AT AE 61 35
(MPA 34 5], GPAL ) THMET & T 5% e
DEFHFEO MG Cr I ENENEIE R E AT a4
F+IVCY ¥ : 357+147 mg/dL, BIEREA 7O
4 F+MMF #:355+1.1 mg/dL T& V), E&HEH
X RPGN - Hul & L7ERIREE b b, WEER T
FTRTO [EALR] 7w hhoGEL, SR, JES
PREFBL, BEERIGERI, FHR) ICESII LD o
7z. —7, EUVASIZX W AfEDOL Y X v TEE S
N7z MYCYC REROME R AT IR S /2%, GPA
& MPA O H8I1Z13 2% 1 (46 GPA 9161, MPA :
96 THY, BREERET HEED 81%DIERIH



T, BHEEEIK T 2% (eGFR 3 47 mL/min) Tl
BN, PAETOEMBERD MMFE £ 67%, CY &
61% & IEHMEZ IR L, ESKD ~OFEED Zh2h 2
Bl A CTH o7z —F, AZAHEFRRKGR O R

IZBWTIEMMF BECTHELC #of%MMFﬁ
Zyﬂ)33%,CYE$.KVWL19%,p=Q@@)
FERHERE I TREGI 2 R R E L2 DTH ) Z DR R
® RPGN ~OH HVEZREN S Ltz vy, BE
EREBNZ O AT & 2 0EIHISEE LT, CY Off
FIASHIBR & A2 FEGI 6 9 2 BLfRE A2 2 O ffiH
MNEEB SN 5.

MES L OCHEICOWTIE, 1 H 1,000 mg THA
L, 2000mg ¥ CHETLZE, BXOTH2MNI
GUTIRAT A2 EEDSNL. TG F 7213 TR
LTWAUEEEDSH 2 LD HIZZESTH 5.

2 Ny 2= YHEE: D ruaRY v
(CsA) &% 71 A A(TAC) : (FREEE ST
CsAIE T v 3skfiffggNcrra 7z 1) v

ODEEARERICE VIV =2 —) YIHEEHZ D

726 L, ZHIUZ X )G KT nuclear factor of acti-

vated T cells(NFAT) DL v EAbZ &L T, H

A A VEARLTHEEALZ I 5. ANCA B

HHIZ L A RPGN O @2y A M A 1 > A

M=l wbNbE A A VIERZ &Z72LTH

D, HHZEETLEZATHLH, HEFLIZBW
Tk ANCA B IME 203 2 A3 - etz

EEE U 72BE ORI e v RIS 2 o A Rzl e 5 1
2X B TMA SIEDOW RS H 1), B 5w,

m@Nﬁ%«@ﬁ% I IE D DR TIE

o,

C UL FK506 #4787 B & ORI
LB HNy=a—) VHEETHSL TACIIXH LT
bREFROIRLTH Y, FFIZH 70— EREMERLZ & 72
LTV a6 THAREORIBEEH L2 Wz IX
-2 oYW (AN

a) MIRIRELEDHA

i > ANCA OEZRESC S O BRE 7 1
N A Y IMEDLEE 7 B & L C RS0 @z iifiln
& OB, TR BRI T & 2 L 7ZAERIC

X LCHEDSNTHEY, 2018 4E 5 bASE TIE Rk
ks hTwb
MEEEE IO T TN L CTlE, D 2SETIIER

M%ETHHREZ AV 0P~ TH L. ko
mmA%@ﬁEkbﬂ#%ﬁi%ﬂﬁfﬁé% iii}

S LHR R (7 IR AT ) 13 50~60 mL/kg & A\ 1
LO~15 ¥ JEERIMAE & 123 SN D . BRI, EIR
BIANEEESTDLEEFERT VT I VBOMEH?E
FNL)S, EELRMMEZET 255 C8ER T OH
To & B3 2 Y & (L B IL45E (FFP) 28 S
% . [HUEHE 2~3 A D STV 7278, EE L [E
& Bill FEAFZE IS X 2 1% x@%&@AMﬂ%@m
BRI BB R % A7 PEXIVAS 3824 T
2ﬂﬁc7ﬁ®#ﬁ# ﬁtéﬂfwé&t,%%

R L TIT) S LD EETH 5.

ﬁﬁm ER oM, T HEEJE D (DFPP) X

ﬁ%mmxm@ﬂwﬁﬁw%héZké%W
ANCA @ 1gG 7 7 ADHUKR T A S I A V3 ED
AN T ORI R B R DS RE L e o T b, BT
fADIMEEZH WL 72ORMEHO) A7 0H 5
FFP Z i\ 5 2 &7, BIEOMHEHEZH S T
BEDH Y, EHIREOE W RPGN % 235 AAV
RIS NS TETH D,

Al Z DFREIZOWTO CQ3IAVLTHENTED,
SR X7,
b) &7 07 ) XEFEEE (REERAN)

a7 ) v REREAVIG) #EL, REIEH
e, WM eEmhRE e L COBRIYED T & L
Td, RPGN OBFF#HB L EGTFHROT TR Y
7 v AlE 7%\ 2%, ANCA B RPGN 2B W, B
BB H %\ ITEEKYE 2 & OGRTES BHE O PR
uib%%i@m&ﬁx%m4F&%ﬁmﬂ%@ﬁ
P & 2 B G IR DS FE SN EE 2 3 A 1B L C
b L (BB A

IVIG #HE, ARIMERTH LNIFHRTOLYE
TV AKEL ENT WA, FEie O CRIERET
DEMEDHRE SN TWDEY, Z2oFAkFIE, |

CHUERD R, A b A > OVERIH, Widst
L, 471 4 & A4 THARIC X A EH, BInEk-5
% KA OB, BRRARARERRET, G Fe L
Y 7y — P, B Fe L 7y — i bR &%
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2720, HORIENER OBRBOMERSTER
HEHHLTWELLEZONDL OO, FHEEITH
T LS DR EREF LG S TR nils b %
‘/336,37)_

Jayne 5751991 4E12 7 A ANCA B % ¢
FAR LT IVIG B EZ E LY, 2oa9Mk %%
Mg B % 17> TULME, ANCA B IMmAE 41255
% WVIGHEEOH AL RTH RIS (ST
X 72574 1VIG 04 g/kg/H, 5 HR#%512 X 5 1
I—ATOHFENITEAETHSHDS, Martinez 5
&, FEEBNCH L IVIG 04 g/kg/H, 4 HE % 12—
AL LTOH1IE, 6 23— 20%5%8HE5E L, &5
F%G 9 1 AR T 22 Bl 14 BIOERIHE SNz &
WELTWEY, ZhoRIRTH—TVREBTH
ADY, ZAUIxF LT Jayne 5, Fortin 5 (& 2000 4
|2 GPA 24 B, MPA 10 & x5 & L, IVIG #ED
THEEMRIBHB A FER L, 7T L AREED 35% 125
LCIVIG 04 g/kg/H, 5 HHMH#% 5 T8% LA
RYEDRO SN L WG LT a8 SRaEOHR
HE LT, 2016 EIRESINTT T ¥ ADBITHRI
WoEsid 5%, L d 1 a—2L Lo IVIG #
F% 2172 92 Bl ANCA BIEIE 28 E 2 x5 &
LThBY, R - HETRIIELATHLHOD6 7
A S TOEMEKIZ56%THY), IVIGHEEIZER
RRETH B L IR T V5.

Jayne 5 DFEfE L7z RCT % &%, ANCA BEI
ERIINT B IVIGEEOERE a4 25138 A
E DR TIL RPGN 2SR EHE L 7 5 T 5|
L, gilo a7 ) YEFIORNE LTo
R, RIS a0 BERELFRET L 2 LGS
NTWizz0TH 5. L LbDETILE‘RIEED
IR & AT H MPO-ANCA £l ANCA BE #1445
% <, HARBEGZ: 812 & 0 EHEEER DT 2 7 v
FEBNCRT§ 2L BRI 25605 5. IVIG
AR MGET A HAYT RPGN |2k L C IVIG #i: %
17 72308k 1E, 2004 4 Muso 5% &, 2006 4F Tto-
Thara 5712 & % ANCA BJ3# RPGN (2§ 2 i As
HbH. TNHORETIZIVIC 04 g/kg/day, 5 HH
B’h51a— 2% 0iiEgEs LUEHEATO 4 K/
SIS IC BT AT 0 P oV TEB I N
TV b, 2004 4ED Muso 5 @ 30 BlOHETIZ 3 7

HEE B COAEFIZ100%, BAEFRIIIER 2SO
HEFRENTE) 4 BILIMT B CEARE 2 & BT %
RO7z. 67 A TITE AL 92% (24/26), Jii
Mz X B3 % 2 BIZRED, AfF31E 93% (28/30)
Thotz., REIET, BEEKIEOTIEILA SN
oz

BSR/BHPR #'4 FJ A »® Tz, IVIG OfEIC
DT, Jayne 5 ® 2000 4£0 RCT & 2006 4D Ito-
Thara 5 OHmEXFIHL, HEHOREEL AT 25K
B, AT 2 IEGUECIER ICEERIREBILH 25
&, SOICHRER: EOMEIC & o TERAFDOHRELGT
ARVIEGNIR§ 2iaH ke LTHEL TS, —
75, EULAR 74 F 94 2 CiE, IVIG DIz
T Jayne 5 @ 2000 4D RCT & 2004 4E @ Muso &
OMEETIFL, BEHEORAKHAEZAVWTHE
RSB AR S WG, B 5 WITFIREN T 58772
RERFED 12 LTIVIGASHLY) EIFH5NTw5b.

¥, Shimizu 57% ANCA B IM% %1264 5
IVIG #### Birmingham Vasculitis Activity Score
(BVAS), i ANCA, CRPE~® 6 71 H DK
T, BRI O 9 BIEHSE (184 Bl) O 2 & fF#HT Dk
B L2 thoihE e o6 184 BT
BVAS(SMD -1.7:95% CI: —2.66, —0.73;
$»=0.0006), ANCA(SMD —0.72:;95% CI:
-1.13, —031:p=00006), CRP(SMD —0.92;95%
CI: —149, —-035:p=0002) & bIcHEELRIET %
A7z TS IO REIHIEE L O TH - 72
720, FEBEOGIEIIHIE 2 ZE - B L 2w
EEZLNTERNZB VT, 2B A O BVAS(29
Bl), CRP(72 ) DI TFIE B L 2 A% N
FNAERET % & 72 (BVAS(SMD —1.39 : 95%
CI: -231, —048:p=0003), CRP(SMD —056:
95% CI: —0.93, —0.19:p=0.002). ZHh 53,
RPGN (2[R - 72 JEBIEE Tld e\ 7z, BRI T o
MIEFE 23S EEH IOV TIEIAHTH 593,
RPGN % 29 2 ZU 2R GBI ZE 100 L C ORI
HEOMREMARIE S NS .

LW ENT A3 ZE % ANCA B RPGN T b 9%
WHRELEFRBLVEGTFREUESE D72
W, ERizRET 57,



TR T TIZEN T 5 &) REAEOMEST
L 72 RPGN D¥6, FLHI5E BB B R A3 B 15
THMERIZMT L, SEIHREIc L 2 &30 ) A
JHYET 20, BEIEEEO XY v b - T AY
FEEZEFEBREATILEN D 5. BRIREE
{, BREDE[LA Y — FRRWIERRBAEMRIZE
W HEALIRZE O 7 WIER] T B RE AT T
HDHEEIED D 5 D%, BRIREEAAHTH o720 R
FIESEIR % P & S IREEATR B O 72 O B AR AT
T & 2 WHI TSR L O BUSE 2 THI L2572
WAL H LT LICEETRETH 5.

) o EFr AL NTA V-
T—arv
EUVASIZ X 2% 14 F 54 >~ Tidii# Cr 5.66
mg/dL L EOBAREZMN) a, EEMIZHHES
N, BIBREATOA K& CY, &5 ZMAEHR
FEERIT) eI NTVEY, ZDIREDHER
LT, Jayne S Z D X ) R EEBARALEEE D E
BHZx LT3 7 ARICAEF LEN X TV ng
HEMIL A, BIBEREATa A F, POCY (25
mg/kg/H), AT OA K7V AEEEIT- BT
49%, BIBRE AT 04 F, POCY (25 mg/kg/H),
ML 24T 5 72 BET69% Td o 72 L3S L
IMAE ARG FBED 1T ) HSEHERE O [0 1 A B AT
Thol-tHELTWDEY, Lee bIIBEERLE
£ ANCA BIE I 75 155 B (F2 Wik 87 % T M
EDVEE) T HEINCHRET L, 87% T CY iGHELAT
b TBY, CY RGEHFEEL L CY iGE % FEht L
72139 D3 RO Eq ik, BETR(E PR+ A
GFHR) ESICBRIFTHL EHEL TS, 729,
Pepper B IZZ W EN 2 BT 5 B EBHKERT %
9 ANCA BIELIMAE 2212 BT, IVCY (FERIZIS
LT 75~125 mg/kg), BIEREATOA N, W%
R A REAT L 3 7 A RISEN D HBERL L T 7z
HEZPRIE T 5 634% Th- 72, 1HEBICE
LB OB L 2 72IERIL 65% TH Y, T Dk
F1Z POCY & 1) IVCY DT A1 EEZRDEG T4
272

ax v

BYRVPEETHLUREEZRTEDOTH 72,
R AR IR 2 A ) ANCA B 22128
WC, IERRICERESNET 508 e Tl

% IR A - 2 72852 % 5. MEPEX W20
T TN T, 1 AEROBREE TS AR T L L
THWOIGE Cr i, IEHREMEL Fk, &M
B LB RIS B BEINAE & 25T, 1 FROEN
BEBLLZ DWW TR IEH AR BRI B & 28T T 55259 —
75T Lee 51%, eGFR 10 mL/43/1.73 m*&iifi 7» o1&
HEALROR 2R S O = E BRI T Bl T 2 2,
14% & ) % < OFERITERREREO W EEEL D 5 =
EETFMLTWAEY,

i) DAEEORIE A FT A~

HAENZB TS ANCA B RPGN (2B 1T 5 {HH#
fagtcix, &E7 v — MRAIZ L D RPGN OB
JE K D 50% 1XIEFIETH > 72728, [Fl—DIFRET
B o T ERECEN B TIREHHIFREICL S
BIEH ORI EL b 2 L 2BEa L, HENE
BRI LEHERELTELY. 2000,
014FDH A KT A4 v FTIEBWFIZEN 2 ET
AL, CY BHEIIITO R WERNE TR L
T&E7. LaL, #MEET % MPO-ANCA Bi:#Ifl
95 89 Bl LA E DR GFHIIMIZETIE, CY iHEIE
HarPHhedEsSE 5 L R_Tw5 (HR 020 5 95%
CI:0.048-084: p=003). BTFHICBAL T, HHEN
BIZELTIEERLTWARWA, 5 BIAENEER L
7mEE SN, TS X, ANCA B3 RPGN
IZBWTIE, BWEEENSLELRIREETH > THHF
(ZIEHSRERIR DR - T A A I IE B e IR 3
HUREMED B B 72, lH O FEIIHIR L O F ki %
RET 205, BIEEXHFET LWRRENET 572
O, R A SRR B E S CIREE IS
THUENH L. RPGN A A N7 4 2020 T
X, 7V XLOHFTY, 1) A7 DEVERER
BENTE A7 & ClE, CS Ml 72 1 iR O £
THEIEEERL TN,

ANCA 3% RPGN O#ERHFEIZBWT, EIF K
BATuA FEIIEHRETFTRS L CEGTFRYUE
5. D72 ANCA BI# RPGN OfEFpfE: & L
TRIBREAT O Faifgd Y.

RPGN O#MEFHEEL, RO TP X OTH A LI
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FRRIBREAT A FIZLDEERERL EOAH
FEXT SR & MR L CTAT ) DS H 5. BB L OHH
FBESEIX T RICELS ST 5720, REsflEsEs:
PGB L OB GEIER L 225
BREATOA N2 HE5ETH0ENH 5.

i) BHNOZECEF L AETA RIA -

T—av

ANCA B9:3# RPGN & 5 WML E /R E L,
BB R AT O A FEHEE L I A R s L
7ZRCTIERYZ-5%w. LaL, INSOERT
FEIB R EA T 04 FOAEMELR#S L, &L
SIHHICHE ST X759 =4 TIZ RPGN
HHVIFMERENGE LS QBRI
ENTWABDY, D% D TIHLE 50 & RMERRE S
B LEIEREAT O FiL, BE - ik 555k
JaraptbEo 7L F=vnur (5 mg/ HEi#k)
Tk BIEE T T b I IVHNRIE L T\ 7z, 2010 4F
» Walsh 5 D 2 % 7 Tld, GERIGE?S 125 B
VIRICEIBREE AT 0 A REfimep ik L8 n=
517, 9 H MPA 91 %1 17.6% ) DFRE AT 48% (95%
CI:39-58) TH-7zDIzxt LT, 127 AKIZT L F
—vury5~75mg/HFE721322 7 AAI25mg T
R L7290 2 CRIBRE AT T A N ok L7ciF
(n=288, MPA 133 1 46.2% ) DFHRZEIZ 14% (95%
CI:10-19)Tdh W HE I - 72V FRITEHERE
FHRBIUEGTRAEASE D20, ERMERR
BB AEIEREATOA FO#EG EHERINT
W,
BEIEREATO A FO&ESHMICE L T,
EULAR 347% < & 4 18 # ALl L, BSR/BHPR 7
4RI A4 T3P %ED 247 AU Lok
DHEIL X TV AB, 2012 4E121E McGregor 7%, 6
HABEEFETICT L F=va y&dik L7269 6l
(MPA 30 %5, GPA 21%1)& 6 /7 HEEfCT5 mg/H
TdH -7 17 B (MPA 11 I, GPA 12%1), 5mg/H
PLETH - 72 61 B (MPA 32 %1, GPA 20 #1) ® 3 #
THRZED T L (ENENEBRED 45%, 76%,
57%), S 527 L F=va vkt ClEEGED
BIENL otz LTWwWh(ZFNE 064/ N4,
0.39/ A4 & 72, 2015 4121 Pagnoux 5725,

) axr

65 7% L o> ANCA BN &8 & O PANES] % xf
KLLIREREATOA FORGHIMICET 5T
2 & MMUICEGRBR O G R A Sz, EIRE A LS
CY P B X VBRI AZA & 5\ IZMMF %
B L7729 2T, 97 HHRIBREAT A4 F&ff
L7z 53 B (MPA 21 6, GPA 21 ) Ti&, 26 71 H
HREIB R E AT a4 Fa#%5 L7251 #1(MPA 23
%1, GPA 1561) &tz L, 34EHoBIEIIH oM
DIM EOEERZEEFRIED % L (60% vs
78%, p=004), FRRIIEN Loz L MELT
W5 (44% vs 29%, p=015)%. 72721, wTFho
W BV TO FRENH W LI EEPLET
H5b.

i) DAEORIETA T4 >

HAE ORI & ERIIZE (IMAAV) I2BWT, &
TR & JESE & OBEARE ST was | g
HORIERYEA T O FOBEGREI, FRERHIC
WL THEIZZ -7 (p=003). F7iGHEBL 200
JRHCORIBREAT O A FoHKG I3 IEKge
102+34mg/HIZH LT, EY#1£134+58 mg/H
CEHBETH-7-(p=005). Tabb, BIYERIE
FEICBWTIE, BIBREATOA N OMEEE D E
W, MERFESSEHETH o 2 RREIIRIE S
% . RPGN & TOHE T O HE O LR EGHE
THhHILxEE L) 2T, EBRICEIEREAT
04 FOFKG 2 G 50089 D& HT 5. i
EOHED ) A7 O\ EmE, ETERE, BB
BERBOREE, BIHELZRA LTV E%E B A
%, #if%e &) TRRAIBEREAT O FOFG
Mz THZLEOMFAITRETHL. T/, BIF
REATOA ROFGIZH 725 TlL, EYECEH
BRIEDOTE - xR ZAT) LRSS,

ANCA B:#E RPGN DfEFHE I 3\ THIEHIH]
HIIERETRBLOEGTFRYUET L. 207k
 ANCA B3# RPGN OffiFafil & LC, EIERE
AF0A FIINA TRIENMHIEZEOGEH 2 %+ 2°.

RPGN ORI, IR TR B L OV H ARG
DEBHRERT IR & IR L TIT ) BED D . KT
BLOHMAEIHE I T RISECEG T 5720, FH



FREATOA OGRS EIINZ T, #f
S % REIIHIEE 2 5 2 LD 5.

Wik Tl RPGN % & 7z G o+ %
B AFREORE S 5 1%, BIBEEATO A K&
CY 5 WVIEIBREATT A F& RTX OBHD
HERE o THBY, HREORM, BHEFHRB
VEMGTFHBELET LI EDFERINTHE, F0
KR, BT TO N EREABZROFRT D70
D EIREMEFRFRE T b BRI OB HAZE ST
Wh =, BEREABEICEEEICHYSNS
CY A EFROBIM D O 5w G- W H AR
BNTWAE70, BMERELIZBWTIE CY Dot
DFIEIIHIFE I BN THBR TR SBET SN TE
THY, RTX, AZA, IV ¥ ¥ (MZR) (ke H
) % OB RS IRE SN Tn 5,

HAE D ANCA BE# RPGN O#MEHEHIZ BT
(&, HHIRBEGYE DS BHER R Z IR L, 1aE7Z% R
D SHEAMLINICEIEREA TS, K2 7L F=vn
VIS 20 mg/H AW x BIg3 2 & AT L, MR
BELRIBREA T 04 FiEEOHERATLTH -
729 —FT, EAETIRIMEREOFRED 4 71
&GRS, WHRGEAOMERREIC B 5 LT
7 IEIH O EEEDFEHR I N TE 2O BURTH
%. LIUFIZ ANCA B9 RPGN OMERHRZII BT 5
BHOBEWFIEEDO T 7 v XA & RTH, MZR Uyto
HFNOTE T ¥ A TE—EBILDAE DS L 72 E
LFEIFED S %A%, 1ZITHEIL2 5T, DOEME O
FREEIE 72 W,

a) VYF3ITT(RTX)

ANCA BN 4512 £ 5 RPGN ~® RTX O FFH
BFEIZOWT, FICTNS & BT AR R
WL TV ARCKTRCT R EMBI N, TOHR
AR SN TS (CQR4TM). £72, RTX &
AZA @ ANCA B A #2692 BRI
LT, bAEZECERLERBRS ED 5N TB
D, ZTOERPEFEEEN TS,

b) 7HF A1) > (AZA)

2003 4E 12 Jayne 51X, ANCA B I % 0 &
HEFRIRTE 2B B AZA & CY £ @ RCT(CYCAZA-
REM #E) 2 85 L 725, AstBrig, i Cr i<
5.7 mg/dL @ ANCA B:# 1% %5 (GPA 3 & " MPA)

DEEZEEMNHRELTVE. Ll 37 HEOR
BEEATOA FECY 2K 2 EMEABREDR
12, CY(15 mg/kg/H) Zkfiidc 53 A& AZA(2
mg/kg/H)\ZY) ) B2 %59 28 & IHBERI2E
DA, FBREE TS FRA U b e LTHRE L.
PRI, AZABE155%TH Y, CY BE137% &7
RO o7 (p=065). F - EEMERRE T OR
EAAEERROERL, AZAB11%THY, CY
BE10% L EZZBD P72 (p=094). KHERTIZ,
AZA X CY (L5 mg/kg/H) & [FEEDOFIETHHRIRD
IRENTWE., TNHDOIVYF U A%#2 EULAR
& AZA (2 mg/kg/H) % CY & V) b L& THIETH
BFEFEE L LT, BRI LT L Tw
%. Wit PR3-ANCA BIEIME KA xR L L7z
RCTI2BWT, 14EM AZA #fkki L Tk
LB ARG L CRERIET 2 HICHREOS
BREWERDO LD ENMEINTEY (p=
040)% 4, SUEIIHIZEO BEHBIHEIZ >V T b —
EDORADPZELNDL D Ltk

) IVIET (MZR) (REEEAN)

FREEEHNCINZ, DAENI B BHERETOR
EIHIEE & L CThETHE S /2 MZR W 5
NT&72. MZR IEBERBETROEEOMEL H
D, BHHERESEOMEICImPREE=5 1) »
T ERATH 2 DD STV B (REGE SR .
MZR A OF M & % i ANCA EH 5, Bk
RADEOBES 3 TH N T % (MPO-ANCA B
I 95 0 B IRAERRE IS BT 5 MZR O A -
TR L O EE OB EE I2BI 3 5 £ ek 3t [H)
fiff7E, UMIN000000708, %4%H 2007 45 H 6 H).
d) XKML FH—KNMTX) (RREFS)

1999 4 3 X 08 2003 4£ 12 Langford 575, GPA @
EIRAEREEIC BT 5 MTX OF%1E % #is L Tw
% (JE i st ) %899 JiiE Cr 1.5 mg/dL i @
GPA ZxfR & LT, RITFREATHEA FBXUCY
2 X % EME A RIS MTX (0.3 mg/kg/BdH %
Wi 15 mg/MBTHIG L, £DO%iM 25 mg 3 OME)
(280 ) B 2 CEMMERERE T T A, 2003 4F
DG TIX, F 32 7 A OBISEHIH I 52% 25T
BRL 7278, ZO% P CEEFRIIAD o722 &
BHEENTVEY, b Ty 2%

45



46

ITEFYRCE DI BETHEEREREE RPGN) 32871 K312 2020

EULAR {3 MTX % BEMEFRHREI MR 2 s
flgE s L CHEELTWE, 2B, GPAICKLT
MPA (23 5 MTX O EEAERREO T A
FZ L. F70, #EITHOERES 24 % RPGN 4
TEEOEHREEE % A9 560 (Cer <30 mL/47) 12
BWTIE, MTX IZ#HATTH 5

e) A7z /—)IBET zFIMMF) (IRIREH

1)

2010 4£ |2 Hiemstra 5 (&, ANCA BIELINE %D E
fEMERRRIC BT 5 AZA £ MMF @ RCT(IMPROVE
HER) 2 L2, AR, BIEREATOA
FB LU CY 12 & 2w difeic, AZA #(H
A& 2 mg/kg/H) H 5\ id MMF B (B #45 2,000
mg/ H)IZEAELIZEI D A oh, P39 7 HRo
BIRHIH CHREB L OEEFROBERLZRE L
7o, FREIL, AZA BE475% 2 HEE L C MMF #
55.2% L <, DN — R 1.69(95%CI - 1.06-
270;p=003) CTh o7z, BELAFERZOREIZIL
B DOZEIAS N h o7z, BIREHEEE TH 5
ME%EEZ 27 (VDI), eGFR B L UIEHIRIZD
WTHHMOEIALN o7, ZD7-8H ANCA
B M AE 212 B0 2 EEMERRE L I BV T, MMF
X AZA I L TEREDS NS WEEZ SN D,

WAEDOFEIE DGR A K5 4 213 RCT DR
IZHED EER SN TV D720, SSRIEBNIZ 80 i Al
Thb. F7:% < OWFET PR3-ANCA BrERER,
GPA/WG IEBI DB &A% . DATE TR EILE
& LTGPA/WG £ & MPA 2SERINICE L, F
72 80 L EO B E TOREIHm TRV & b
HY, INSDOHA K4 v ObHPEOEE~DHE
HIZOWTIEELRELZET 5.

RPGN % & 729 UL MEE TH 5 ANCA B 1
e, BRAETEEIMEICIS U CEE 2 e ERE %
T2 EDHMONTWAA, — 5 ThliIm= ik
B E Vo 72EE R INMEAIHEDRIY 9 5.
RPGN 2k} 2 Hid [k L Pl Mg I D v T
DI, $72RPGN O RIZZIEICH 725
72, RPGN @k & L CHUbE B R P VR 2
DWEEF LA EFHE L. LA L, SREEEM

MEND T 4 7)) Y IREDE LD A 5 = X LIZFE L
MO LTWwaZEld BwETVEHW IS
Lo THIPBLHLNTEY, ~3) ¥ OPuEEREE
D ROERIILICEHTH S Z DTSN T
g( f:71~74).

t b Ti, 1968 412 Kincaid-Smith 5 7%, RPGN
2 L7 AR xS 2 iEE L LT
FIEMHIEE I~/ VR VY FE— VL EHH
L, BHELEIEONLZEZMWO THSE L
720 FOM%, SUEIIHIEE &A% YOIz X -
TEBREGEIMESN 2§25 —T, HELEM
PEABHE b S S 7287 g2 Fye 513,
e R 4% 2 L 72 RPGN I2/F L C, Bl R
BAT7uA FEHREA/ ) (8000 HAL/H) % H
WTHIEIGEZ T, TV 77 ) v EVE) VT E—
VTHEF R 2 AT o 2 W 2 ME L Twa™. %
7o, YR RERIRE 12X 5 RPGN % & 72 L72/hNR
DOIETIE, IEIHIZRICMZ T, ~/3) v TV
7 7)Y RGPS ER LS 5T YY) M E—
WS X B P/ MR 2 R L 7212 B W CBE T
BLUEGTHS L CEAAAL N Rk
Hirahashi 5 (%, RPGN % £ L 72 ANCA B 1% %
D9 LEFEOIMESHRED 72O AT a4 FOMH)
B SNEBNCR L TT A YT oy
5 I EEOPEH CREMRE AT L 7B % 3R L
TV 2380,

BRI TlE, RPGN OB F#EB L VM FHOL
FHa EHME Lo Puk B P MR 2B 5
LI YTV AIHET. L T, BRI ANCA B
M R BV TUE,  PUEEE LR P MR 212 B
T AR EWFZEId . ANCA BIBIMAE 75 Tld, =
BIEEIMEICIS U CHEE R MEEREY X723 2 &8
MHNTWBA, —J ChiHIm R L i & v o
TEELRAEIEDRINI L. Lo T, Al
IS S i BRI A 2 VWS & S L,
M TR L 7 A% 5 Bk B8 2 R P Mo 2 %
BEHT2ODENLTH L. 20X ) ICHEAGEENEC
4 AR 5 DIEES Tld 7 \wa)s, RPGN
%5 L7z ANCA BY M AE % 0 B ffg AGH I o 2
THA F2OVAFFEIIBIT S IRTERO TR, %=
FEAMEFE o B M O R B L O ZEO PR 2 H Y
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2) #1 GBM Hi{ABLRIER]

BERXRDGE

MAKGEERE (GBM) IMARBERDE F1£IE RPGN OARATEHERLEL, MMz FA I FEHmFE
HZELLKARELY, REAHFREICKDAMMEREDERLEHR GBM ADEAD 5 DEREERPH
ICITOREDHD. KHA RS 2T, BHMRFICERZESRVVES, HBOIIBERBERLE FA
AR DL THRUVMER, FfidimmZ 45 ER (Goodpasture FEMREE) (Cxt L ClE, BIBREATOA K
INVARGE, REDHIER, mMBERRFEOHBZHRETSD. —7, SERBICERZET 21 EBHED
BT LUEEGTIE, BFROLFRFZRADBRWVGEDZVD, ZOHETEH, BERICKDHEMFTMZ
To/DATREEICDRIZHIMTHIENZER LY. FLUYFIIT(RTX)ICEAL T, kA
BICRISME, H2VEBVERU R, SIEEENDZEDIBIINBERICH L, BAEREEICK
AR RHZEDON, RERTIIHRICEDBRNIET ARV, PEEEREARIE, ANCAE
HHIZERRE, 6~12 DARBDORIBREATO4 K(CS)ICKBHFREZHRETD. LBBHEEZTE

T25E1E, 2RED 6 HARIMAERMEERR T I2UEDDHS.

1. BEOERHEE

L GBM HUARIEF 4613, RPGN % X 723 JF R
D THPRAROEBEMEBSITONT VS,
M LEED — LT 5 LLETICIE, 13 & A LT
ARAR I X D FETY LT 7225, 1970 44812
CS, ¥Z7uskA77 I N(CY), MEHEDH:H
HEARERY SN, —EOMBERLTVWE. KEE
FEIE D D B AR T C ORI TR H 2 5 5
WE b TEIIMY Th B 720, MEESSHREC
X 231 GBM HifkFrZz, CY 12 & % HCHUR A
i, CSIZX 2T APIIENEH 2 M AE b2k
FEHISIZ A THDLEVZ L, LELERES
ANCA B#EE %0 & 9 2B TOERRVIZEIIAATE
B9, REREZIRE LRI 07D
SRz LIThbNTW ., R EOIYE T
A T /NI 22/ A S &5 % 2 Wik o
%7, 2012 4E12 KDIGO 4%, [SREREB R0 0
LWHAKT4 2 V%, DHEIZHTIE 2008 4F
I HAE SRS & 5 A S ) A e a PRI A 4 2 B9
A IEHE DS & 7 ) [ SAEERE ST A
K542 Q017 ESETHET) P2, F Lz 85
12 2014 4E 12 0 ARB iAo & 2 A 57184 S e AR

ORI ZE S AT R B (2 B 9 2 SR AT ZE BE A
e [TV F o A2HED  EET B e R
BE(RPGN)ZE N A F T A4 >~ (2017 4 12 ET i3
T 23£ LY, 20D 7%HTH GBM Hifk# RPGN
WK 2R Z R LT\ 5.

2. {IHAEE

U GBM A ROE 1%L RPGN O 22 Td
ROEL, MMz ETEGTFRIFLIARARE
b, L72oT, BFROUWEDPHIFFTE SR
(BT B33, BB AL # T
T2 \WIEA) R it I (Goodpasture SEMERE) & £E 9 4
BlCik, FHIMIZCS, CY, ImEEscifiiko bt A
HEdR SN D (SRS L — FCl). SGEHIHIZE o i
MIFE L Wnai2id, CS & ImMEsc ko ff
HDER S NG, WIS ENT 2 2T 513 LBk
MMET LZZERNIZB VT, BFROUHEITRAD
WAL DS, ZOWETYH, BEMRICLAHM
fRaT i 2 17 - 72 ) 2 CHHEEIC DI 2 Hl§ 5 2
ENEFE L il BIAEPEGCldAm P RoOUEE:
HEg il st sn g (7L — M



L), —fRIIZIE, REEOFEIEIL S b THEMMK
<, FHIEHHERGRIE—EOHM 2720 H 12, Z4
WL 522 DR TH L. JuGBM HLE &
ANCA Oyl HEBNI I LT, MGEHR & LT3t
GBM HUf%! RPGN (Zxf L T & 479 98, €Dk
|3 ANCA BB S OMEFFHE I HE L 2iG R 2179

Pt GBM LA E] RPGN 1213 % CS B,
BEFHmBLOEGTHRELET A WREENH L. R
FEIHEEOPHAE F LS, RGO 5 2
FFE L WA, CS & MEEsc#us:o bt A
KRS NG (R L — FCL. Cui 571, FEL
WRFE IR RGBT 1998~2008 £ 2%
Wr & AL7291 GBM HUARIE: % 8 X UF Goodpasture JiE
Bt 221 Bl 9 BigiFIr A S 172 176 Bl O\ T,
CS Bz 5-7 41 50, CS+CY BEA#E 59 5, CS+
CY + Mg b B 76 B2 5300, L&
WIZE BB L UEGTREILEL TS, Z0Of
B P GBM AR SIZ BV CIREERIC L 54
M FRORELREITALNLR D> 7225, Goodpas-
ture JEMEHEICBWVTIE, CS HlGA#ICIL L, CS+
CY /9% (HR0.36, 95%CI:0.15-091), CS+CY +1i
LR (HR0.29, 95%CI : 0.13-0.68) DZNZE
PEGTFHRETAEREICLE L. FLEETFRICOVT
&, ¥ GBM HifARIR % B X OF Goodpasture JiE
i T CS Wit & CS+CY HHICH BBV I
AR BN DS, CS+CY + MHE A Hugs i b F BE (B2
GBM LA T 45 C HR0.41, 95%CI : 0.23-0.73,
Goodpasture FEMERE T HR0.49, 95%CI : 0.26-0.91)
&, CS+CY + AL e gt O AR 13 CS BARiR# 12
WL, BEICBIFCH- 7.

Wk (2 81T 2 5 10 & BlEgifsed 2, mAEscifg
BOHMYEE L L 72/ MEBE RCTVIZB VTS, 40
MEHEL LTCCSONVAEEZ &) £ CY 12 L 5
SEIIHEE S THILTBY, KDIGODHT A KT
A4 2T, wIEHEE LT CS v A#E, CY, I
RO AHER SN T W AY. b EICE
JAEBRETH INSDIEEERE 2> TW»
210 HL GBM HUAE R 2RI B A IR T I 7
B, B EIL PO— VT 5HI2UE, FRWPLEER) R

(CS) £ M, KA TH 23 GBM Hifk o BrZs (i
BRSO E) B X OPUR £ O] (CY) % 7T K 1YH
RWPNATH) BB D 5.

L7223 C, IR HIfFT 57-0121%, CS H
MTIE%R <, TEHMRY REIHESES L O mEscii
HEEPHT A2ODFEAMTHL., LrLeds, &
FEDE R, BIzIE, HEBGBROME 2 L7 =
(Cr) i 57 mg/dL L E3B X OB % B B354,
B B VT ERIREI B RDS & RERIKIC A SN
B A2Id, R IAERIC L o T O BRI
BTERWI AR aNTwEY, itz bk
WIERITlE, BREEORE % A s L O PT
R, BHPEAOERC L) EEIC RS, FsG
RO & HIW§ 5.

—7, Rz &83 5 Goodpasture JiE 5 #E T
W&, BT ARUGEO 70T % S IR S WA
b, $hbb, OFTHROUWEPHFTE LIE
Bl BT 2 BL &3, BRI 1, 2P B AT
ThRWIEE), @A £E 9 fEH (Goodpasture fiE
Bl Tld CS 7OV Rk & & Lo il )y 7 S H
FaEETSH. ZOBE, CY DPFHPET LS,
JEHYEATT b O — )LV T & 2 WA HMERR A
FFEEZR EOESHRIED S 55618, CS L IiER
L CHBE A AT 2 2 LSRR SN S,

T CS & #HE CS 7V 2D IT I L,
Pt GBM AT RPGN 128 WC, W& ZEHEIE L
72RCT &7\, HHE D 1989 4~ 2000 45 12 i &
N7- RPGN BHE OFEREFAEIC L 5 &, HLGBM I (T
GBM A I 7 B & 1F Goodpasture JEMBEHE) @
29.8% THHE CS 7V AFEEA T b TW /210, 1975
A DIP 25 4F [ 12 %2 [E] Hammersmith Hospital T2 HT
EN72HL GBM K 71 BIO EHI P11 5 Levy 5%
DFETIE, BOCSE(TL F=vu ¥ 1 mg/kg/
H) 2SS T w525, MAERHRE O A7
ERRGRET 5% < OILEGABRTIX, #IHIE#E LT
BHE CS 7OV ZAFEDSEIR E TV 5™ KDIGO »
A RITALTH, AFVTLF=var05~10g
A 3 H M OBE CS 78 ZFEE A iR & LT
RLTW2Y DEXY, KBEAA K4 0Tl
Jiti I % B ) FEB, & B I % fE b 2 VB R
HMAITH > TH —KICEROMEITIZIEZETH 572
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ITEFYRCE DI BETHEEREREE RPGN) 32871 K312 2020

0, BRERERIE DS T & A3, CS /L AR
(mPSL 500~1,000 mg/H 3 H [ ##E, DLk PSL
0.6~0.8 mg/fEH#ARHE kg/H) DB % S 5 (I
"L —FCl).

OAEOBEIRE T, HTGBM HUEE! RPGN O
)L, BRESSHIELT 28, BROBEIIH,
b5 ITHIHIMO A SN 5 ERITIE, FiHHEES L
THIZIDHIEE (CS+CY) & MmEEcIA L O H %
JFHIE LCTwa, 72720, BRI T AR L Tig,
CY &5 aDiE, 2w LIdk5 2T 50LERH
L. mi o Cui 512 X A HEH—HEZICBIT S
GBM i D% A 0] S BIENIFEI2 BT, CS HMGH
FICH LT CY OB EA TR EBE®E L7220 (E
RAEZ % 3 5 HR0.43(95%CI:0.21-0.90 ; p=
0.024)), BAFARBF1% L X L 727> 72 (HR0.92
(95%CI:056-149: p=0.73))". LLE#» 5, Hi GBM
PUikTI RPGN O fJEH# & L CCY IdEmPiri
FTLUREMED D A7, BRRERIZE L7 CY (B
7 250~750 mg/m?/ A F 72134171 25~100 mg/H)
DU ZHESES 5 (HEFE T L — F CL).

CY O#5#%%I12 L CTl, KDIGO %4 FF 4 ~
233 [E Hammersmith Hospital 24/ — b D& A &
BSE2 T AL LTHRALTWAD 720, #%
FTCY DAEMAL TS, CY RIS & BN
W5 2 B L 72 BRIRISE X e Wiz, E %
HERIEROITHLILIETER . bARETIE,
ANCA B IME 5% MR L 72850 RCT Ot HE
75, RPGN IZ CY 253 5546, #FHEHEHET
EHRE T RB L UOEGFRIZIIELZRO LWV E DR
s, WE A L CRERL W5,

o IR S LT F 4+ 7)) Y (AZA, &
FEMAE 725 % s B & U CRBaE ) 23R s
TWzZ b d AV, MERHBEIEA S ND
Liar o3t GBM JufAEl RPGN O F#2% UTAR &
B CTh o7z, AZA OBEBEFIZFET. L T
v, AR AZA ORIWER @ 7% 2T, IR
W23 2 EE O SR MERRAD & 5 BED
NUDTI15 #izF 4R EHET 2 2 LG L &
N7z W2 L ehis T, AFI O 511213 NUDTI15
BT 2R (2019 4E 2 H £ 0 ARBE ) 217\,

Cys/Cys B (HARANDHK 1% AT %) DIEg,
AZA Offiff 2 J5HI & L ClaliE, Arg/Cys, His/Cys
DY AR E GEE & OY01EE) 2 5 O H A
REEBTLLENDH LY,

F/250lid, CS+CY + MEEscHpdlc X 0 5%
Az O N WFREEH], CY H k125 GBM HuiAfif
D LR % H72HB, CY OAEFRICKITTRHELEE
L7zBZz iz, 3a7c/ —VBE7 TNV
(PRBEAAL) 2 CY OGBS L LT L 723
B2 TETVRY v —EDOBRBEHES
BoONTBY, ERHENOIRPUFIRLHREEIZ BN
TWREHTHLZ EAREEINLD, BEHER, &
g HEERZESESFETHY), SBo+T55%
BRI T v ADEREFOUENH 5.

CS DZIE 2 b 72 2 EITER R CY 454 o Efatt
A, RTX 512X 5B U EkBFEZNLT
P GBM Pkl z i S 2 RA L 2SN TV 5.
2002 SE A\ HE RGNS IR 7 Bl 28 TSR L C
RTX #%5- %17 - 7291 GBM JHEH] % Arzoo b H5%hss
LCUEY | fEsk @ llih#R%IC RTX B2 EA
L 728 DS, AN TIE D 5 25 Doy &
NTW5, LALEDS, WFRIIBW T HiRE
LM T HROUE RS T 253 572, BT
BOUWENRIF—E L TRV gEEEICE
W, RTX % CS & Il c R L -5 <
\&, i Crfli 3 mg/dL B CTHEHKE 2 & HvREk
RHFAT T HIEBNCEE L TIEBHRBEDCED A B 1L
ZHE B BT R R L L ERI T
EHREEOWEIIES N TV 2R WD, Heitz 5213,
RTX # CY O H & L TG I H W72 561 % #i;
HLTWAE, FEFOINTE Cr FYLfilx 6.8 mg/dL T
HY, BERTES VAN TIFRERZLEE L
721 %, 4828V TEIE 7 H DINIZENT
AHEA SNz 1BIIHEEMRTH S 2 L O AL
Bash, BWRICENEZLES L3I
LEETH Y, BY) A7 BEmv LISz &
FEBIAS )V A% & CS & RTX 375 mg/m?, #
L[, FF4 BN X 2EES T, P GBM Pk
AMRHIEIE LU T2 7% 5 % Tl 6 [0 ) A 5s it s
BEH SN, ZOREE, B CHBEEDOWED A S



7=/, BRERHIR (fhgefii 14 5 B ) WO BEHREC 1%
BOLNLo Tz, —I7T, YoM s
B 19H (2~26 H), &5 \WI3)E RTX $#5-%
19 H(5~30 H) T, &BlIBWTHRBEELT & 7%
D, ¥ 157 HOBIEMMP bR S Tn s, D
ENS, BEREENOISHA TR, )
A7 HECERE R, AREENOREIR S SN
BEAEE T2 & CY A0 5 b B FEFII LT
(&, AU DS 7 W 412 RTX (BB AL 28
AR 2 DR D 525, BT Hd D
IERTHREZUET L5 T 2RI TV A3 %
<, HEBHBRICL o THREMGEST 2LEVD 5.

Pi GBM HifA%I RPGN T, BHfeTEE L Ok
P RENET RN D 5 720, MR
OB = ST 2 (SRS L — F B). S5
ENEITT HAREBICB VT, FEHREDO AR THL
A7 Pt GBM Puikbr % E 3% 2 L IHEECTH 5
L &N, AR & SR & T L 72/
BEBRClE, MR L OB AT, it GBM Hifk
A FCEB PN IZIZEFEBICE TIRT S5 2 L8
WHETH V), Ay, BFHROWHEIZOWTDH MR
PR CRIF 2 2RO 6N T b, DA ED
Pt GBM FUAR TR 9512k 3 % IMAE 38810 0 LB
HIZBLTIE, [RPGN LEZis W 72BEDH B, it
RERME ISR D G T - 2 BE IOV T, —
HWIZOX 27— VEREE LT, 17 —-)V(2:8
BHZBEZ)IZO & THAREE LTHET AL SN
TWwh, F-oasE oM HEICE L i, &
@A A [ IEERF o/ HTESE ] (2019 4F) I2B W
T, 1iEHD 720 MBI = (40 mL/kg) ® 1~1.5
/B ERLTWBED,

MAESHIE T O N T 5 T » & AL
BRiZ, 17 BIZHR L CTHtifT S 4172 Johnson & @ 1980
FROWE) DR TH D, DT v ¥ MEILERER
T, CS+CY + If#Escifafiy: (4 LiEias 3H 2 &,
PUARBEEALD 513 30 H UL L OMERRENT ICE S &
THkfE, SF 9, 4~17[H,) % 4T - 72 BEEL,
I3 E IR BRI BEIC I L €, AREICR (I
GBM $LADSE AL L, (BFEE TR OIME Cr i
AHEIRETH o 72 USSRk o 41505

mg/dL(189+31J%%), %L IEEHAE 9.2
£0.7 mg/dL (14737 M), p<005). L»LZ
ORfFE T, BT R < H 18 50% Ll E o fEB]
A5, IE AR L IR B T E 9 50 rR 5 1 (100%3 1,
94%1 B, 83%141)THh Y, MEEASHFLGEHEED
8Bl 2 151(69%, 82%) & DI THEEZFEDOTEY,
IR T R D R IIBA S & A BB L 72013400l
MR O 2 H AR (50% L L & i) & I Cr
6 (3.0 mg/dL PL k& Kiilf) TH o7z Fiabd Cui H
2 & B EHE R BT 55 GBM KDk A0 &
BB IC BT, MEERHuREA 1 [ 2~4 L
B A H 5\ VIZRE, 14 [1d 5 VI3 PiEs et
b5 F Thifr SN CTwab. RFZEER T, CSH
MG T 5 1) A7 OLEERHTT, CS+CY +
AR HFR L DB BE T % (HR0.60(0.37-0.96), p=
0.032) B L U4 @y % (HR0.31(0.15-0.63), p=
0001) IZBET AT CTH o7z, —FTCS+CY BF
R I EGTHREICHEEST 5500 (HR043
(021-090), p=0024), EHERETARCE & (ZBIE L
o7z (HR092(056-149), p=0.73).
oM, MBS IREE O H k& RE L 72
T AT — AN 2HAFTET . 1983 4F-~2006 4F- D
T UADL VAN — 23D 122 6 (B H Ak 28
B, BERS B, iR 89 B) 12 oW T DL iRk S
) X WFZE% Tid, 122 B4 B2 S A B L A i AT
ST/ (AT R R gl 13 |1 [IQR - 9-17]).
1A G F BB EN T 160 %L (HR16.1 [3.4-
76.7], p=0.001), CY LIAto> X% b 2 i) 38 1
(HR16.2 [3.3-80.1], »p=0.001), I4EAHasEE:D [H
¥ (HR0.87 [0.77-098], p=003) TH-7:. —H 1
R DOMAT L 72 IEEHT T K - 1 X9 R M Cr il
<57 mg/dL(HR164 [3.96-67.8], p=00001) DA T
& o 72, [FE Hammersmith Hospital TEZHr S L7z
PLGBMIREE OEWI T HMEY T3, MBSk
(50 mL/kg, fe k4L %8 Hif 14 HdH 5\ i3k
R SN b T T) & GEIHIEECS+
CY) Dt HDITHhI TV BIEGIT, BT TH -
7271 B %, #ZksE Cr E 5.7 mg/dL A O,
57 mg/dL L E 0@ LWEE L h o 728, %)
SR T2 LIS BT S B & 72 o 728, O 3FRIC
JERIL L TR L T\ 4. FIRseIME Cr H 5.7 mg/
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dL Fii O #E (19 B1) DAL (14 100%, FHRiBig
Hr 849 [HZHAM 12~289 7 H, Haefii 90 # A1),
AT (L AF 95%, A BIERIE 74%) X RIFCh o
7278, FRZKEITE Cr i 5.7 mg/dL L D&M %
WEEE L e 0o 728 (13 61) T, AAr= (14 83%,
IHBIEEIRE 62%), B (1 4F 82%, it Bigdiy
69%), 72 FEM LA BT DS BE L 7 o 7275 (39 1)
T, EFHEQE65%, RHBIEE36%), BAfF
F(14E 8%, HAEREERE5%) TH Y, REEDOTH
SR OFRAEEHBBICRE S RBESND 2 EHH
Lk ol

JE A S B X 0 A S A7 I R o 1 4R St
CER304E 9 AIEP) Ik 2 &, BEETF o E
WEEE L e WIBR MR L O @E#E L LTT
V7 I VEFHIOMHPHER S TWS. LaL, 7
V7 I YBFNIZEERAR a7 eI NG
Wiz, MR - KEEWRE AT BEE, SRS
BGEHEICERT HALENDH 5. PLGBM Pkl
RPGN (2B T, itz &EE 7 i % 1 9
AR, BERETRICIE FFP AT E L <, Bk
EIZOWTIHER L O E 72 5.

TUE R AR (DFPP) #1135t GBM Hifk %
atru7) yREgtREARREL, TIVT 3
Vi BT REEA R MEREG & & DRI R E
FTHIENTED0, BIEE L CTHW 2 I
FZMET A ENTRTH H. Keller 52713
DFPP # 2 flodt GBM JF 2 {7 L, & 129t GBM
PURMBIZIZIZIERBAMET L2 e #iE LT s, B
FEREICEE L Cix, RPGN 2273 2 3 0o 0FMfES L
FHEIEEER 50% LT Th o 72 1 6Tl % o5
L, SOEgethilc X B 1gG DR BRI E kit
EHxaRsh, PRANERZRO 0 >72 1 HITIE,
HEAIRTOELIZA LN TV R, DYBETLIT
GBM i~ DFPP LA RIS HFI#HE SN THB
0, ImEERR R L L B I2H GBM HLAE! RPGN (2
%t L C DFPP BRI L 72 > T b, 7240
GBM #4251 RPGN @ H[E A 16 61 3 12 DFPP % Jifi
47 L7z Zhang 65X OHETYH, ZOHEMEIREN
T (fRil).

DOORETIERBEET & 72 o TR\, MR
L OMUZHT GBM Pk % 06 B ML A & A #51C Br

FF L HEL LTI RERASTA)FEEPH D,
Biesenbach 52 1ZEKIN O HL GBM 9 10 FEGIZ %3
DIGEEE R RE LTS, RO E R -7
EREGNZ BT, TAFEDCS & CY I &SN T
WBDS, DB 5B OWTIE 2~4 [H O M4 A i:
12 & 23T GBM Pkl 258 L < 7 <, TA
ANEEIN TS, TA S L oft GBM Hriififijs
AIETLL 205 864% & BAfTah ), 4T 2~9[n
DG TP GBM JLREELANER S, Z D%
3929 71 H O BEM AZ BV THL GBM HURRE A
MEFESNTWA, Tz &6F L7z 7THER T,
ML ENALN, BEIED 2H2BVTH AL
WSR2 B L T b, BEELZE L 72 8ERD
) A B TIEEEROUEDSRO LN, S5I2IER
Wik w2 B2 LEE L2660 L, BAERT
R EREZ RO 1 62 & 3 BIANEN %
BEL L T\ B, KR E LT, BAFRILIA B
THCE 3 7 HRMDT70%, 14514 63%, iz
CEg 84 71 HM)IZ50% &, S Pniges: & miEse
B2 R L7220 L, WERSARMF
RIERTH HDS, FERB L O RIEFEIK X %
WS B O O 1E Y 7 B I N T B .
F 72 Zhang 5®1%, 1 GBM HifA% RPGN [2X) 5 %
77— ABEOFRE LR, DFPP LR 16
B, TAFRERE12 B TR AR & I HERET L Tw 5.
KR, 1eG B TA LD - T\ 72 (DFPP
FRERE 62.7% vs TA 8 825%, p=0002) %%, $it
GBM Hifkbr2:3 (DFPP #LHE 61.9% vs TA R
708%, p=0452), TPk, A@TFEOVTNIIIE
WTHREH A EEIIZEDO Lo 72 Db,
TA #1313 9T GBM FIL/AEL RPGN ~ D {EHR ) A7
TEDLD, MEHED %, BIRTHW S NI)
BHNTLD—FIEOPETHWLEN TS HDE 1L
B, SBROBEADPLETHS.

3. P&

i GBM i HEH 2BV C, 1963 4F Benoit & 13,
EROGE I AEFZR2%, EHFEA%THH L
L, PEAEZEZTRE L72Cul 57 0HETY,
45 BIOBIEIREZE DL  NEELREERL -8, 7



NIE A BE% 48 IRgfi] LA Z EEAERT A il THEts, 2 Lh
ML 3B B AHEFF BN & 7o T A, LLED &9
12, R CROE L 2P GBM RO F4IEE L A
BRThorrEZO6NTWVD,

I F CORIZEZEL, E CrfE 6.6 mg/dL &
CdH DY, BENEROEERIECEM R
W Cc& %75 66 mg/dL Ul EDBRHIZBWTIEE
WRLHZICOVWTHEENRERE R LTV 5.
Hammersmith Hospital DR T, KERD
FRIIBREORGEERERI RS BRI
ARENTWAY. $72, WZLHBHEL LI,
L GBM LK% RPGN O F 141258 % 5.2 5 N1 &
L CEHLREIT R Co LA BRI H N, gk
FHICEELTWAETY, THETOHEICBNT,
EIRBUSTE % 551 B KR ERMA RN 50 2 21 AR
DENE CERARIEEE) 2550% % 85% 72> 72 5%
WS D 5. 1 ARTERER 50% L b & i T EH L
7o34E & LC, Johnson &3 HARTEELEE 50%
Tl 8 Bl 161, 50% UL LTid 7 fld 6 Bz B>
TEREHIHEIT L7 & DFEF %, Merkel 55132 A
RIERLER 509% Dh_E o> 20 Bl 19 Bl MERRENT & 7 -
72k OfER %, Levy 5L AAEIZHKE50% DL 1 b
BED 23% I XEHBEDUGE L, IE BRI EN %
WE L LRI 100% Tdh - 72851 161
BBEDSEE L 50722 L A BOBOHE L TW»
. FOECEARERECTHEL T bos L
T, Walker 512 X 23 A AR 85% L Lo 11
Bl RREERIAE L 2 61, 85% i 11 BIFF Tid 7 1T
Hol b DTHRENT LD D, BEDOHTAFIA U
ERAL & &g Cr i & R IV T
AL FEEo TS 20z FR SN bAE
D2LLAEDHA FF A 120%, [HRRIII & O E
FREEREEL BT L0 2R 2w LEROFEF O T
b, FIED S O A  REAIR 1912 D HAEE
- AR I DM LR EE T H UL B DL
RBODLGELH D20, FAEME T L il
JEDRIEEMRT HZEDEFE L] LFEENTw
5%k 6 ik T 1986 4E~2015 4R\ FSAE L 729
GBM #LA7% RPGN 123 BlO B FHE B A & 12
BET L 72t oE Cld, 4T 5 EBEFRII
34% & 72 o> T A5, 2007 4E LD BEHTIZ83%

IZHELTWwa, REFFE T, ZWICBIT 5 BN
FEOFE(HR317, 95%CI : 159-6.32), IEH%Ek
&4 (HR097, 95%CI : 095-099) & & 12, B
B IS A O S E MR R (HR2.02, 95%CT : 1.17-
350) %%, ¥t GBM HifkR!I RPGN (2 51) % KU A4
DM L7 FRIRT L LTORENTWS,. —F, #
W09 72 2 H K534 (Berden 2348) % 12 L T U,
HARMRITICB W TEAER L o EER<
00D) ZRL72b DD, ZEEMRITICBV T FER
Feldnbhehorz. TBFORETIE, B
WCHEEOBAEE R L 205 b iaEREH Uk
L7IEBI D 7 20021, BRI B CRBRRE A AT AL
LB ICAMWIRMEE A 2L Cnizflb & F
N, REETOBFEREEALIZIE, REERAEICA T
WO ERMERESHEL TV 25815 5.
ANCA &5t GBM $LA%] RPGN Tld, F5813H
PLENRTWLEY Lo Lids, FEFEED?SHK
FRICEIRE S D VIR ZE L L CH%T 2 iThREk
21, Z0% < AL GBMILAMIOFE A% fk 5 679
A3, —FRTHL GBM PO F IR AES RS
BIERI D W S Tw a0 HBRSEE D H T
e R 2SI B LTI 7 & DS
DIEFZOVRFHE 25605 5. HEBEOBH
R PIZFENE T EDL V0, FRITETY
BIZREG L Y b BIFTH 5.

ANCA B o3t GBM ¥ (double positive : DP)
X, ANCA OIS fE L % - 72 1980 40 5 4
FCLITLIERHRE SN TWwb. DPIEFIOF%
WZB 2SI D 2 DO, ¥ T NEHT20 6]
DUTFC/NEBETHD 2 L, B OB R BT E
ANEELEMETEBLELTHLI LD, T
GBM #Ufk B —FB B LR BIFZ & §5 5 D=,
M4 LSEARTH D ETHHEDIIRIEL TV
%. Cui 57T > 72t E A DP FEBI 39 61O T 4k
FHCB VT, DP &1L ANCA &MEERE X 0 =i
T, i CoOMMPEL, REAVEETH L L
V) BT H o 720 ANCA FLikB L, B F&IciE
BLEL 2Wb 0o, A PRICE L3y Lzw
A1 (HR2.18, 95%CI : 1.09-4.38, »=0.028) T&
D, DP BED 1 FEALFHIT 487% & ANCA EMHH:D
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796% 8L, FHLCEALL Tz, £72, DPHEN
TOMHTIE, ZWIEE 0BT 294 6 7
(HR191, 95%CI:1.13-3.24), ¥ (HR204, 95%
CI:1.34-309) D2, MKk H AR R AR
F 1% (HR1.98, 95%CI : 1.08-3.63) 12 L CTHE =B
WRTTH o7, F72 CS+CY PF D (HR0.28,
95%CI : 0.10-0.75), CS+CY + L% 58 Pf Fl 35 0=
(HR0.36, 95%CT : 0.13-0.98) i& CS Hi#l itk & it
LA ETFRICH L CHERMER T TH o
7z. —7, McAdoo 5 IX{HHE 7T b 2 UL T 5
Wi 4 Fisk T2 S 7z DP 37 6l % ANCA &bt
GBM 5 41 Bl & i L T\ 2% diE D 5 o &
FICDP L LV EWTH-72d DD (DP 62 5%
vs ANCA BH# 46 %), Z Wik O BRRE#E, CS,
CY, IMAESRIIREDN X D IR A, BHTE AR,
BFikaE, MRS B ARIERIC ANCA OF#EIC X
LEFEOON TRV, FEGTFRICEL T
MHECRIETH o 7278, FPHRICEL TIZDP#T
B2 MECTh o 7z (EIFWAEEREZ L), B
B L Cld, ANCA BBYERTIZ 6 7 H LD I
GBM k1 L A6 % 38D 7% o 72Dkt L, DP
T 37 B 861 (22%) ICFHEARDO SN TV 5. L
P LZDSS, FIRISED S BERE L7205 O
TH Y (FFIfl 444 [11~794]), 2B 6BITH
FEBWHT 6 71 H LANIZ 25% DL o> ANCA LH-& 5
Wit E R L7z d O, $LGBM difk A % 32
DIZHDIELBIORTH 72, L7zh-> T, ANCA
stk D Ht GBM HiiE % RPGN SEBIIZBE L T, #1i
EHEE AL R OMEFRIIZ BT, ANCA B3I
EREMSEICD IR VEPHLEEZ BN,

4. ESEE (BEE)

I 15 CHL GBM JUfA ! RPGN 12xF 3 %t GBM
PUAHRBROMFHRED T T Y AT EhDHTZL
WONHIRTH 5. $TLGBM HLEDEA A 6~9 7 H
THRICEFELTAZ Ehs, IKAECS % 6~9 7
AU EMREES 5 2 &% v, — T, MEIERIC X
D Pt GBM A HETIUTHREIHm CTH S Z & h
5, 9L GBM $LfEAHE L T 5 R D MERsR L
FEThWwWeDEZLH A, 2001 4 Hammersmith

Hospital 2* 5 ®$t GBM & O EM ¥R T, #r
TR O fFE A RS T O BE TR CS 135 4
WZiEE, EHI1I26~9 7 HTHIEEN TS5, CS
RS2k LT 1EHDBEOE B L OMERAFE
FRELCEBIL RV EARENTWEY, Dby
5, KHA N7 4 »Tiddt GBM HitfEH RPGN DiffE
Rl e L CRIEREAT UL FO%S 2IHERT 5
A%, Bl GBM HUR O 2 R0 ML JAEME O TR AT 72
CEERMERRLENS, 6~12 7 BRI Pk E R
95,

ANCA MBI L Cid, HRBIDIZE A EDFH
FEBWT G R B 5\ 1E CS DIV o MR RE % %
TV hahozb T AMENRDH LY. Lo Lah
5, FEEEREIZHT GBM Huffii b2 7R L 7269014 8 f
1Bz E & F->THY, ANCA F:bt GBM bk
R RPGN 1A} LCld, AAV FREDOMERRE D LI
PEATRIE SN .

5. BBib

YT GBM PUEFG D IRFE T ORBAEIZ X 1) fHRFHY
FE5NI50% Th - 722 L BSHEY STV B, i
GBM itk % 6 77 H DL L#EREZ OFEAH T ORRK
BIFESSHMERE ZMRNY . LedsoT, kb6 R
HEyUAEHAL 2R L 720 b 12, BRBZIT) &
Fh3d 59047 B GBM I3 A B4
LLT, A—RAMFYT - Za—Y—F Y FEREL
YA M) —(ANZDATA Registry) D7 — % & Hw»
725 DHH B 1963 4E~2010 4E DRI HT GBM 5§
12 &) BAREIRPNCE o 72 449 B, #)RIE R e %
272 224 BIOATCIE, EATBLG D S ) BB
T COHRIIAM 1.6 4, ) BIFSAHEE A 75 1 1 o g il
2124 (95%CI : 14.4-28.0), 10475 7 M AEZHR
63%, 10 4FEEFEEW% TH Y, FOMODFEHEET
D, B A A I AR fE 18.9 4 (95%CT = 18.2-
196), 10475 7 MEZZE 67%, 10 FELFE 78%
WZIEHS 2 FHTH o7z 661(2.7%) APt GBM ¥
L, ZO%00 25 (09%) IZBMEEILICE 5
TkEE I Tng,
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3) BEEOBMELEIFR, BREXR

BIBREAT O MREFIGHLEESPCEHEBEICHT D FHPUETDHS.

AT7T0A4 RNV ABFEEHAT DHEIEEEZRPEMNT S.
Za1—EZARFAMRFEED/IH ST 5HIZHAT S

YA MXAAVAINAEE - ERBEOE=R) T %1TD.

PUOKRAT 7 I N3FH - BREICSUTREEZREL, BNXOE=42U>J%1T0), K58

BT D, MIREEICOHERT S.

THFFT) VEREICIGETTFEETAERRO TN IR THS. KD - HEELEORE

ERICERT .

)Y 3T T3R5 infusion reaction (I3EE L, REMICIZGRZESI/OT7D) OETISER

EE

SEHBERARTICIE B RFR VA I ARE - ERBRORY ) -V TIREZTVRETHPE

ZR) IR EBNBHISEITD.

1. BIBREXFOTR

HIEREAT O FIZBED % B RPGN {HHED
HUDY R 8 20 ) EHTH L. BIBREATOA
Fid, FICHEER & REmsl e B e LT
HWOHNLEANITH Y, WEAHEFZIZHEIE S
L, AEHEROBEDLELSKIIDI57-0,
JEB BRI T DI R LoD, ST EFER
B 28§ 5 72012, BEHZEOEIRL PR3O
5., BAYEREIHER EDE=F ) v IR EER
FHTH L. NIRTHERGAEHIR TS 3 525,
HRREE e ECHIRREE 2 AR, & 70— EERE
BEERLED 2 BT V7 3 U IME IR LS R IE 2
£ W E AR A S B B A R IR 5% R
5.

A7 A K2V ZEFEOFREIZOWTHE S
72 DTS, —iICIE, PIRAEREER, A
AU HEST 9 2 PR VAR 5 - Ml i, 9048 i,
RPGN 7 EHEE R E IS L THW S, 7272
L, S8 b AR i e, REEIR, KRG
SR e O EFGRIINIR COEH SR & X
TOEHEICHE ST 5720, B IEE W

L. AFNVTL R=v1 »500~1,000 mg % 3 HH,
REFHIRIZ I 5T 5.

ANCA B %12 & % RPGN 7 & CTld, &l
ETEED) A7 L BEEIND720, Y7 HEA
77 3 FEIREERG 20 L CRIBREA T A
FIZRHREI SO 5. F0HEIRREAT A
FE23%\> (0.8 mg/kg/ H PLE) BE TIXEGD 1) A
IHREBNT EDPHREINTBY, EiiE Tl
522 MA2L0H 5.

FED LORIEREAT A MG, H
L LOTH SN HERRITHT 5 FHIGHEIE
BTh L. FIHEFRAMORGENS W O
EERIEOY A7 BV EDPHLLE o TV,
FHNEICET A IEF Y ATIEE A LRV, FE
FRRCIE 70 b o Ry THESRE T 7213 H2 B8R
PLEEOGEH 21TV, et Tl i B i 5 % 5§
HZEIIMiTHS.

= 2 — % ¥ A F Al 4% (pneumocystis pneumo-
nia : PCP) FFid ST G#HIOH L EETH 5. ST
EHRIOBERIC X 2 PCP O PRI RIZIFH 1=,
TR LRI GL EO T LIV F— IR BRI 5
W, BREREELR LOFEFL LR, HE



KR R EERIZOWTIHBETHIGT A2 &b dH
D, B, E 3 EIONAREEH QMR T RIS
FED R L, FEFRRID LW L ESNTY
5% HEHRRTST SR OGS HEER S, A1
[\, Y% IV YOWARTFEZIT) . WAMITE
TSR EABVELRI LY, BTOHIED &
0, TREEIRE ST O PR AR AR N B O NEE
A DL CRESNTWSEY, RYFIVITY
RIAE R MUK T 720 & Okt SR EE 2351, 7 b
NI Y OFAFEGTEHEAT).

ZOMDEGHEE LT, RIEMEREERY A b X
H A AEGLEIZ DO W TR IR L 5 E=
Y)Y TR RETH L. FICEHHERIEREAT O
4 FRREZE 3 T ALAIE, B-D7vh A bR
O A NVAPFERE (T v F XA IT7E) R EDE
ZH) TR,

TV F=vno s #8T 75 mg/dL/H L E ORI
BFEATOA % 30 AUEHRGT 52 EpHES
NEHEITEHBE RO EETH L. RIBEE
AT HA NIEFRMHG 2 B%E HEICEARARL —
NKI O 5 2 BET B Y.

2. 70KRAT7=ER

Y7 uRA7 7 I FCY)IE, 7TIVFVALIERD
PUEMEESETH Y, E) oS LR & o i E
O, SF F REEESEICH L CEHINS.
72, Ml DNA A% fHE L C B Mg % 151y
HTEICKY, REIHEEL LTS ESE ALK
R EDOERICHH S ND. AARTHEMEEE R
FRIGEEOM, HEEIIED ) v~ FHERE" To
EHAKRESNTE Y, SHHEINE %O EFEAIZ
BOWTEELRMVEDIT 2> TS, CY o5 H
LR P25 (I CY) F 7213 CY IR ER
FEAVCY) 0 2 H 5. RRFGEOBSE X
OIMERR A 7 S 222t oBlEa, s b, &1
CYHFEIZ Y7 0KxR 7 7 3 FBRET®RE
(IVCY) IZEEHZ 5N TETWD. EARIZIL6
A HLUT O CY %5 TEMEAZITV, EHHERR
B LV HEHEOD LRI DR B 2 L e
N5,

IVCY ® HARTORBARSMAE, 1 H 1 [ 500~
1,000 mg/m?* (AR R T 5 Mk Ix 4 8 & Sh
TWaY ., MHHG&EIE 05~075 g/m’E S, Bk
REEEE (i~ L7 F = (Cr) 1.8 mg/dL L k)%
75 UL OB T1E 50~75% 12 5. IVCY
D% %\ F 5 BE I EEER % 7 SO FRi 07
OTHREERONM FL—=2a ) BEE R L. %
L% 2 8T WBC DK TFHAE -2 L% b L8
FHSNE7z0, EYICMEkOE=51) > 7 %17
Vv, WBC OEERT 2205 &) THIUI kA
o, JEERETd 5.

LT CY #:0 H AR TORBRAR S 50~100
mg/H % 8~12 #HM#% 5 TH 5%, 05~20 mg/kg/
H (50~100 mg) D5 % G L, B HREmE (i
Cr 1.8 mg/dL Plk) % 75 i U oo @i Tid 50~
5%\ IkET 5. EHHIZWBCOF = v 7 247\,
WBC O T ASA S 7z S - kL, WBC
PEHE L7z 5 IERTOHE L ) s L CHRT 5.
IVCY &l L <, WikFPIERS WBC MET3 5%
TOEELRE=ZYY) VY ITHPLETH 5.

CY DFEHERE LT, A - WM, &,
Y, HiPEREpe s, BE, MK, BSRHEE 72
EH A, BRI EMEES O S ERAMTIZ D B
Y5, RIS, EEEECALEOY A 71X CY Ok
k5L OMEIREIN TV L0, KER
il % DHEFDOIRFEIZD X 2%, CY BREKSG &I
10~15g T HLET 5.

M VERERE 25 D JF R 1E CY % 5-1% 1R HEE S
HRBEDOT 72 LA 2 OEEMRANOVEHIZ L 5.
ZD72%, ZFOFRHIIE AL X 2 T %K
SHEIEHEOPRSHEIZE S NS, F72, IVCY K
DEEMHED T A AT MEHEINLE L0 H 5.

3. FHFATUY

THFA T V(AZA) T ) yREFE O —
MTHbH 6-A)NH 7 71 »(6-mercaptopu-
rine : 6-MP) D70 FJ v 7 ThH), HEHNT6-
MP IZZ#E T 7Y YMKD de novo &SV
N— DRI L, DNA GBICLER 7)) v X
7 LA F Fofds % HET 2 2 & CllasEk M
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PETHINEIE 2R 9. BRAS RS (FEAE KOS 0 #91) %
SEME R EITINZ T, BHRIETUES L OERETEY
e F RIS L TO VSRS, ANCA BI# I
BRIHFLTH Y70k A7 7 I FTOEMHE A
FEROMEREEE LT, Ao on—kEly<Tdh
5.

SHEMNE %% & OEREY 7~ T HREO A
FEE, 1HEE L C1~2mg/ke %545 (1 H
wme L T3mg/kg #ilBR%\), @Y k5 EITE
BHIZL o TR, EELEWEANREI L2 L0
DT, FHOINE1~2:8H 2L % BRIZERR R
(MEREL, Frikne, BEHRR) L EBOIREBIE 2 Lo
=5 TR THATY, BHEEEREET . 6
RN RO SN EE, 3R E MR T & LRI
HEF CHFRETHET 2 2 PRI TV,
HEFF RIS T T 4~8 ML % HRIZRMA £
=5 )T RS S,

TJrT7F¥FVAY N, PEOFIZE Y NOBEH
S 7a 7)) — Vo HIREERS LR o T
Wh 7Ta7) ) = VIZERBIOREER TH L XY
FUFFRIVIY—EERHEEL, 6-MP OIMHRE
NERTLZEbroTBY, BEEPHZ & 0|
ER AWM T 2 ML H L. T2 TXF VRS
N obETFVRSY Y MOFERBERZEOMEERZ
bOZ LW LFEBROTREED D 5. RAETIET
7)) — VPRI ARH 2 dE RS E D 1/3~
V4 IZHET 5 &) mishTws?,

AZA OFERZOREN LD L LT, HILE
FEIR, FFREREREE, SRR D), CDE3DEE,

REFUMST L DIZHHMH % Nudix hydrolase 15
(NUDT15) {52 TR RBBEH & % - 7.
HARNDK 1% AT 5, BEREEIE L K
T35 AT 4 ¥KRE(Cys/Cys) 2086, T4
7)) YEFIORG-%, RINCEEZEIER (EEO
HIMERBAER EFMEER L) ZEL D) A7
FEIZENZ EPHLNE RS> TWE, 72 Arg/
Cys, His/Cys D& 3@ EE D0 RED & Off
HBEH IO 5T BY.

4. V%Y 7

VY7 RTX)IEY T A- FF A SRIE )
7 a—FUHikTH Y, CD20 PEIZHEA L Bl
YBRETLHEATH Y, EEY CNEOEREIELE L
THE SN, ToBECREREICHT 26500
ML s S, M RFIR TS, 2013 412 Bl
BIMIL SIS K - L5 M KR SFEERE IS L To
2SN EE TR S Nz, I SCE T, [4058
Bl % & L IR B D S VI, IR T %
MR ON L VWEESFI I L THRGEEETLH 2
D OF R ¥ (N QY-

T SCE TS5 T1 H& 375 mg/m?% 1
ST 4 P AEENE T 5] LRI TWw 5.
Mz IS ) v~ 12k LTI, 1,000 mg/
MR % BRI T 2 M EEEET 5, R EOEGHED
5. HHHOKGHFEIZOWTIIED LN TV
bDiF7e v, MAINRTISAN #ERTIZ6 7 H 2k 12
500 mg/ 814 % B C 2 [Al Tl EHEA T b T v 5.
5, EINOL 0 Z2AX7 5 4 7THKEE T, ANCA
B IM A 46> ANCA B9 RPGN (28 L T, RTX &
A5 (375 mg/m* 1 [Ald 2\ i3 1 ERFET 2 [A)
PHMTH B EFWEENTV LW, Ly
TIEIANED A v bA3d 5. ANCA BE RPGN
2B 25 RTX OER#EHRGHEICONVWT, 545
APLETH 5.

RTX o4y 2 8IEH & L C, infusion reaction
Nhb. BT F 714 5% T —RER MREE, L
e CEBELRIEHICE AT L HE SN T
22 F-mEMIZIEB ) L oEROMER, E
yazy SR e LS ENH Y, ]
29 B RIFFRFEEMAL, =2 —FY AF A% E
E L& LB GYE RS LETH L. HE
I 70D JC W AV A OFEALIC & B EITHS
FEVE VB NE O Y % RTX 238 MM 7% (Ritux-
imab-induced serum sickness : RISS) ® 5 b &
%. HHETIE RTX OAMHEFHIZS & T, CY
HEPLPE ANCA BIIMAE 2126 LC, Zhtiakdkmnn
I & FEPRRFZE (RICRAV 3R 25T S vzt 761
DEH (GPA 5B, MPA 16, EGPA 161 9 b&
BESE 4 B1) HSESR S N, SEREMIL 7 HIF 661 THES



N2, 5BIHFIEL Twb. BRFLEOFHHEAL
LG, 26, A P ATy A ARG Bl &
DEERZPA LN, 2HDEIIEIC L VBT LT
Wa, HPICIEmRREs a7 Y o'=s ) v
T AT\, BEIEDFIEI T EE T 5.

5. ZDfthDRIEXIR

WINOEEY EIRT L1 LT, SREafEEk
*BIGT ARNIE BRURG: 7 A )V A &G B L O
EID A7) — = T EAT) .

WEOAZ ) —= v 7k LTid, 8 —
7 x 1 » oy R (interferongamma release
assay : IGRA) & VB LA, IGRA 1 ZAEAL W
BPUHE 2 W TW5 720 BCG DB % 2\ 72
WZ ENDL, DAE®D L IZBCG HMEEO & E
TIHFICERENEWEZEZ 5N TS, IGRA S
bl T & o 723 G 1 ZIE B A O A 8 0 5F A & 17
W, TEVEREAL L W L A I SSIE T BIE D
PEMZEATH W,

B RINT %7 4 )V A &G Clx, HBs $UE, HBs it
&, HBc PUikZEHM L, 7 AV A=I26 U THEERT

Fu oG5 eGT A, BERRG & HIE L /25E2
EN ANV ABEDE=Y ) V7 PUETH LY,

& 5|3

Kronbichler A, et al. Ann Rheum Dis 2018 ; 77 : 1440-7.
Utsunomiya M, et al. Arthritis Res Ther 2017 ; 19 : 7.
Clark A, et al. Pediatric transplantation 2015 ; 19 : 326-31.
Suzuki Y, et al. Journal of bone and mineral metabolism
2014 ; 32 : 337-50.

5. B A vy ¥a—Tx—4, FFH70RA773IF
AKEW EHFHIC FEFH0® 100 mg, 500 mg (B5ES 10
) .

6. EFEHWA I VVa—Tr—24, YZ7UFA773FEE T
v FEH %550 mg (SES 16 [0

7. BEMA I EL—Tr =L, THEFF T8 4147
% 4§50 mg (LLES 13 ).

8 VN~ FWHEABIIHT LT F4 T ) MERHICET %@
(NUDT15 # 15 F LB DO RBRE % 5215 C).

9. EFMA ¥ Ca—T5—24, PLCD20 E /7 0 —FILHifk
) F 2 (SOERE 19 B .

10. Saito A, et al. Tohoku J Exp Med 2017 ; 242 : 53-62.

11. Takakuwa Y, et al. Clin Rheumatol 2019 ; 38 : 1217-23.

12. Karmacharya P, et al. Semin Arthritis Rheum 2015 ; 45 :
334-40.

13. Nagafuchi H, et al. Mod Rheumatol 2015 ; 25 : 603-8.

14 HAMEWRFRTHRES - HHRZEHS. Kekkaku 2013 ;
88 1 497-512.

15, HAMES % (). BBFEEETA NI 4 2. 31,

89-90.

=W N
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AEICEATA7ILIVXALE CQ

1) ANCA B§:E RPGN DEEICRIT %

7LV L

B 112, ANCA B3 RPGN OEFICET 5 7V
TYZXAB L CQUKIE)DMESIT R R LT

mH, SEOTIVTY XalE, RPGN ZEN 1 R
SA 17T OFTNVITY XL % EEUICHET L2 D

DEkoTWD, RiE TlX, RPGN OEEE/HH

B L O - BITOA IOV EERE Th o
7205, LI IVETFT U ARERKE L T\

 ANCABSERPGNOZH |

BEEE - FEOFE

WG bH o7z SEOUETKIE, Ty RITHK
DWTIER S N72% CQ DR E HAIZ LoD, &
R R R G RIS R IEIC X AT O L ¥ A v EIR K
EREEME LTS,

@ D BH - MBS RRE L ABA, L UER
BAABI AN TH > BEERT

; (EROEED - () : H14 K51 > DHEY
TREARE 232 ORBARERT

i (SROEED) : ZhBSAOH

EELEBREEHIBE
/ CYPBRALISVEE,
s RTXPEYICHIBTSh Di5E
4
,I
DRI DB SEE BN 4 L CQ1 \ cQ2 v CQ3
BT BRE DB m CS+CY* CS+RTX*2| | CS+CY*'+im#Ess
1588, CORMER | | | | =2l
FEARBLERTD L I
| BEDRA TP EHRERRRENERELERTS |
s RTXAEALISVEE
/
,’ CS:BIBREXF0O1 K (corticosteroid)
— - / CY:>v0O%K2773 K (cyclophosphamide)
yéx’J@.%b‘,%E%%"PE#ﬁ i . CQ4 IVCY : §§>7;E°/77EI:1=1773 F‘;\")bZ
7% BX TS R Fo POCY : #O>70KX 773 K
EREROERTS | . e o
s o MTX @ 4 h k¥4 — & (Meth
! BRI ERE A AEICETS | MMF: 337z /—VERE 7611 0affrﬁxxa(tlf/}Iy(:ophenolate mofetil)
1 ANCA & RPGN OBEICBET 2 7L TV XA

*1)CY 1 IVCY » POCY &KW HBEESND.
*2)RTX : ANCA B8 RPGN DRE(ICH L THA R - BEZEDEMDO ET, RTX OFEAPEY CHIENDBRICANS.

*IAZA  AZADIADEHE LT,
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2) ;BEICET 2 CQE1 M)

LR R R ([ M8 A e [ M A e I 5%
fEMEFFEE D I2oWT, UWTFTOZ7 )= Vvs T A
Fa v EER L7
CQ 1: ANCA Bg3# RPGN o#ifia#E L L TR
JORAT7IFHLLWEEEY 70 RA 773 F
INVADNTNAHEIES LS 2 ?

CQ 2 : ANCA B4:# RPGN O @A I BT 2RI
BEATOA FOHEL LTy F I ~vTEv
OFRA7 7 I FOWTRPHERE I NS ?

CQ 3 : ANCA B:# RPGN O#iG# & L CIEs
PRI HEIE S N B 7 ?

CQ 4 : ANCA B3 RPGN OHMEFFEHRIZ BT 5 EIE
FEATOA FOREE L)y FovT 7
FF T OCTNSHEE I NS ) ?

SrlalERL L7z CQ BT A bibek, B L USR
THWIE)AINAT AT =T, ZTET AT
T7A4N, 7HxLAMTay M EogERE, H
KB EDR— L=V THETLHI LT
L. B, —io CQ TIIHERIER ORI E LT
TA VA NTOy bEREEL.

ANCAEERPGN O#IEFEE T, O 7OKRRAT7IRKUS, g8E7OKRKRT 7

RNV RAZRET 3.

FEE

BIEEEATOAL F(CS) &y 7ukxT77 3K
(CY) D ff F# 1L, ANCA BIEIME 4 (AAV) D%
fREAREIC BT MG EE LW
. TOBEOCY OG- HEIITHFEY 7 0k A
773 FAVCY) RO 270k A 77 3K
(POCY) %3 b, WINOEGHEOFERHEIZDONT
bEL CHEDRH 5. Slibivbiuxs v ¥ afLlt
BABRCT) DA ZRNRE LTI ATITA v
LY a—%T\, TNENOHEGHEOEMED A 7%
5F, ABHE A M EEREOLEMICIE L
BUEZ D AAV B BRI DV TEd T
FLGFrI4 vERER).

AAV ORI G BT CS+POCY & CS+
IVCY B L7z RCT @9 &, st REE DOEHI)E
WA T EPHFL SN TV A RCT 14 2 ks
SNTBNY, KEOEBAIE L2 ONRY
W &N TWA RCT IR Ll S hTwaY, oh
5 3R RIC A Y IRNT R AT o 72,

OIUONAROEKRLT 7 b7 ok LIETEHIC
DWTIE, % RCT OWGHRIGH 6 71 B & OR#E
BISSIRIC BT A I BWT, AEEIFEOTHS

DPHRELBIOT NG 72H, WTHOWEICH
WTH—H L TIVCY DIE ) PR TERD Do /2.
F72, WTNOHEIZBWTH POCY OIER D}
BDNEGIERSETH 2 TAIVCY &£ > T 7z,
—F, AUCIROERLZT Y M4 L LEERE
(KB ARE L o 728E) 12DV TIE, HEMATE
6 71 H OB T 2 i LD ADEEM & 72 ) A HE D
Do 12h8, 3 w30 TR AT BE 7 B8R |2
BWTIZPOCY DT ) A BIZEIEN KD - 72
(VA7 I (RR)262, 95%EHEIX R CI: 1.10-6.25).

RNWTERLET 7 M A bivbASHl L 7- &
BABHEICOWTIE, REEIZERIZBWTIVCY O
1) HFEFDE D - 72 (RR 057, CI:0.38-0.88).
FUSEKRRZTY Mok LEEERGEEICOWT
b, WREIZEFIZBWTIVCY DT ) 2354 R DK
»-72 (RR 049, CI:027-092).

T/, EELT7TIMILELZERERIIONT
&, RSBV TESIIRO SN b o7z,
—J, BMUCEELRTY M AL LEHEBREIZON
T, HEBIIATE O 7 H OB T 2 LD A DEE
fili& 72 ) BEEDS O Lo 72D, 35S TR
HE 7 RS I B W T POCY DT ) YA EICH
BREDMEA - 72 (RR 227, CI:124-417). 72721
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FRONFUTIE, BIEDAOEIER b & FhTw
5.

DERS, BREXETSH AAVIZBWTIVCY %
POCY & MBI IFICB W TR L2358, EEA
PHEREEBRYIEL Wo2ERKT 7 M AICBWT
TENLD, WOEKRLT T NI LATHLEHESE
BT M ATHDERRIZBNTHE D L) #EiR
THholz. WTFNOREIZBWTH, MERMTCS
DEHEGEICHAEZEII RV, CY oK S I
POCY D139 AFIVCY DIRIFfEE L o TW0H Ik
M, INHEDT T M LADENIEEL TWAHIHE
MnEZ5ND.

72720, SlxtgeE L3O RCT D) H 214
&, BHCTELZLERETY M ADED DI
RKEh L oz LIk B [REREB D N1 T
ADY A7 | Hdb. &L B 5 EESD
JiE R H S EAUE D EFTRATE— SN TV AR W L R#l
S OB H D L (77 b LMEDEN),
1O RCT TIEEBFED e WIERI P E TN TV S
CERVWTRORELI—a v 50D TTY
TNIEEN TRV & (FFgEREMOE:),
PRAT AL - BHE OGRS B 2 5s#las A+ 5o 7z
DEIRAED RPGN TdH 5 0215 7> D #EM DA T
boHL, FEREOMELN D L. F7- CY Ok
HBaEXN3MHORCT M ThrRVRLZ-TEBY, HAR
IZBF 5 CY O— M e fEHHERE ROk L D b4
O > TWE I E U ADEN) S, FFEHEED
ML 25, L7zho T YT Y A0 (MEN)
X, WTFROT Y P AICBWTHHE L TIEFIZK
WEW TS o7z

B, 0154FEICT2TYI54 75 =5 AAV
® renal vasculitis D FIHEREICET A AT~
FA v LEa—=2HTEYY, POCY & IVCY ®
RO WTRBOFNT 7% STV 5. 2Ol
IZBWTIE, bbb ofRH L7z RCT3HIZmz,
b9 11D RCTY (BRZEOA DML S
TV EWIEBThbRbIEIRFEHE L) %
MA@ E o T WA, ZOFRKE IVCY 2¢
POCY & Wik L THRAMBIEIREIZ BT 5 AR R W
L) Hidbb N EFAERTH o 728%, BRI E
V2 SR EERYE O FEE DM L

MR L) AR TEBY, MREEL
TIVCY & POCY IZBAINEZ DU ST\,

WIZ, HEBRIZE > TSN EROFIZEICHTT 5
TIANREFRDOINT V AZDOWTHMES L7z (VAF
ft EHEIAMSE). CS+IVCY 2 &2 F TARE
TP L > TH R L 25, IVCY 2R AKE6
FHHZ 600 mg x 2 [\45, BEEH#ES 1 7 HB I
2103 HARBETE 512 4 M5 (5T 24 M), L9
BTNV — ATRE L72WA, CS HplE: &
L CIVCY 0BG DERE L, 24 M T31 7
Mol E 2 4. IVCY /R TlBET 256 T,
MUEICE S 2, G2 A8 v 7 EOK%E
%42, —J5 CS+POCY D4, 6 HE D ARE#41Z
hhsk Gk RE T H UL, 50 mg & R 12 BRI G- &
LCTRE LA, CSHMED L ILEK L T POCY
DEITOERE T E A EE LR, 7272 Lk
DX HIZ, POCY IFEGHE D SO - EEAIHEDFE
B nized, 3253 AL L. DLk
&0, IVCY & POCY OFEHIE—HEIZIT V2 v &
WL 72,

Dl E# A L7z R, ANCA BI#E RPGN O 4
HFIZCY 2353 534, POCY & IVCY O
NS ERREAERTH LD, BemEoBlbsER
L CIVCY SRR T W5 &I L7z, B8 % B
CEUS 51X POCY b EEENDDS, CY o5
BREGL BROBR VLI ITEET L2LENRD 5.

& EkRER
SCHkIE PubMed, E&FHRMiEEDO 7— ¥ X— 2B
TN R —FIC TRV TS EE T - 7.

R L7253 C3EAl e LTRCT T20194E5 HE T
O THER L7z, $£72, £NLIBEOEZEIS &

P U TR L.

(¥ —"7— F : microscopic polyangiitis, granuloma-
tosis with polyangiitis, wegener granulomatosis,
Vasculitis, rapidly progressive glomerulonephritis,
antineutrophil cytoplasmic antibody, anca associ-

ated vasculitis, corticosteroids, cyclophosphamide
)L L7z,
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ANCA B8:#E RPGN OYHEE TS, BIBREX 701 ROHARELTUYEITT L
W6, 70K T7IRZRETS. 70K T7IRAMERLISVGEEP, VY
F YT OFERNBYIEHIISNBEER, VYR ITDOEREZRET 3.

g

ANCA B3# RPGN O MIG#ICE LT, #I T
TIREREE E L CRITREA T4 F(CS) & ¥
suaRA77 I FCY) OHFRAPHEREINTE
72279 F b E TR T VT R LADER &S
N, FEDIHFETICBWTCSIZCY #H3 240
HBRESIREENTWVWEY Y CYIZDNAZ 7L F
WMET BHHFNITH Y, V) v 3R O L
AR LoD 2 SR 3 i &2 58489 2 2%, —4,
PERRFEVER RS e CORWER 2 BE$ 4. VU F
=7 (RTX) X BAlf@ 28 & L7291 CD20 € / 7
05— VPR TH Y, L9 B MR ¥ ) »
INIEDRHR IR Sz, T4, GPA % MPA (2
xt9 5 RTX OFHEPHESND L) 12k o7z,
Bk 2% ANCA A2 &% 4 LC, ANCA
BEELIMEE R OFRRE & UE S 2 RE D E ST
5.

ANCA B ME K % R RTX & CY OFHIG
WEME L7z, 22o0F v 7 2 LILERER (RAVE &
BRY | RITUXVAS #ERY) O HA% 2010 48 12
N, RTX O E REMEITIREINTZ. TNE Dff
BEL L REDEEROTA FI A4 MR
EULAR/ERA-EDTA @) I A ¥ 57— 3 VT3,
fig e iy 2 & 04 L XL ANCA B IS &
MIERICBWTIE, CY HSLWIERTX OV
* CSICPHEHT A 2 eI TS, DOET
EAHHFEIZ X 1 2013 4E 6 A 12 MPA, GPA IZxf L
TRTX () Y F4 09 OEBuE A 5, RTX A
BHEND X927 >T &7z, ANCA B AE %52

%II:I

WAL N4> 2017 Tld, ANCA BI#IME S0
B N TlE, CSOBFMELE LTRTX &9 CY
BT A EDPRESN TS, ZHECY &)
RTX DIE) BNEETHHLZ L, HA4 FI4 0%t
ZHIZRTX OFHICENL T RWER b WS Z &
LEEBEZTCORELL->TVD,

RPGN 1 ANCA BEIME RIZHB VT, FILL W
IEELEREELZTIERITE DI, BEOE
GLBPTEELRETSH HY. K CQ Tid ANCA
38 RPGN OAIHHEEIZ BT, CS IR 5 6%
EIHIEEE LT, CY E RTXOWFREMHHTRE
ARG L7

AR CQ I 2 CHkIRER DAER, 32D LA
i &7z, RITUXVAS BERO I 7 & NSRBI
BICET 5 25302 &, RAVE #ERD post-hoc
Bo 1wV Thb.

RITUXVAS X&) 130N % iz 8 ik T17 b
Nz, F—7rI5X)0V7 ¥ LR TH 5.
PO GPA, MPA, RLV B&ET, »OBREZH
T 5 EEERRIC, RTX B (RTX 375 mg/m?/iH,
4 1], IVCY 15 mg/kg/Inl, 1, 3 [01H @ RTX Jiti{THE
Wi 5 EALRE XD 9 1 EEEE]) & CY #E(IVCY
15 mg/kg/ll, F&AO 3 AL 2 AHFE, Pk 3 HH
WECEMF CHifT. W6 A, & 10E. CY 25|
XmEROTYF A4 7YV (AZA)2 mg/kg/H % #
H)OREA TR Sz, RTX #3361, CY #1141
PR & b BB SRR ISR L REm2g FTO
mPSL 7SV ABEORATA U RETH D, T4
2Ab#%1E 1 g @ mPSL 75V AJgEE AT L, R
& LCH#O CS(PSL 1 mg/kg/H CHIZAEL, 6 7 B H
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(21E 5 mg/ HIZiiE) 245 L7z, 60 % DL b= i
Cr>34 mg/dL TIZ CY Ol & %17 722%. K
TIEEL Y FEAL Y MELTI2 7 BHBOEMRME
FRENHE L BEAERLIMET SN, wIhd
MRECHEENA LN o 72Y. B 24 H HikED
T—=ZIZOWnThH, BT, KWEAE, HEOEHE
IYRNRA LV MNEFEBEIYFRAS Y ML THEI S
7N, WMEETHEZRIALN LD -72Y. RAVE
post-hoc #E&Y1Z, RAVE RERVICEGI N BE
D) HLIHFEHEIRE L H T 5 BE T L TR L
725D Tdh A, RAVE iRERIIKEZ H0o& L7290
mTiTbh/:, ZEEWRT v ¥ ALEEGAEBRTH
5. B &2 MPA, GPA BENWEHENTEH
D, i Cr 4 mg/dL DL EDOBF IR ENR TV B,
RTX # (RTX 375 mg/m*/#, 41a]) & CY # (R
CY 2mg/kg/H, BHEREIZIE U CME. 3~6 7 A
IZERR L TWAEAIE, CYd AZA 2 mg/kg/H I
W) OIEEA R 7. RTX #5161, CY # 51
. W#EE b mPSL 1 g/[al% 1~3 [Alff71%, PSL 1
mg/kg/Hx¥5-L, 5 W A% ETIZEEL TV 5.
BEIEAE O N L 2 WA X PSL 2k L Tw
Y. FEILY RKRA Y N Th LS EREREIC
DWTIE, 67 H, 187 H L LICHBCHEEITA
Shidprorz?.

Z O RITUXVAS #E#>¥ ¥ RAVE post-hoc 58z
IZDWT, XY@ & RAT L7z, 3812, 18, 24
HH), B2, 18, 24 7 H), EEERIIEDFE
(12, 247 H), EEAMEDOEEN2, 18, 244
H), #E#HBVAS=0, PSLH 1, 6, 18% H:
BVAS=0, 2% A##f%, 127 H :BVAS=0, 6 % A
Fife, 127 H), EMEFRF(BVAS=0, PSL ik,
12, 18 # 1 : BVAS=0, 24 # H), k(12 18,
24HH)DOWEFNG RTX B L CY BT, HEEITA
beirosz, 7272 Labre SRCRAZRTRE L
72REETH Y, bAEO ANCA B#E RPGN £ &
R, BRETRIICPHESALNDS. DHEO
RPGN ® 4 E#4Y Tl%, MPA 344 %12%f L T GPA
46 Bl & MPA DEBED D% D L ol2xf LT, Wit
ErE b GPA O BEHEE G EH W (RITUXVAS 8T
2 GPA 50%, RAVE post-hoc # B T3 GPA
67%). F 72, BEERICOVWTD, bAEOEER

79 Clk, GPA, MPA |2 & % RPGN B ¥ 1L 65
BTH LD LT, RITUXVAS 3B T3 T 64
%L IZIZFERETH S DY, RAVE post-hoc #XEE Tl
S5 55 % & I A W EBEE B S N TV A,

CHLEEY, RO FEIIZBEWTIE [JE
B CREDR DL EEZ LN T L7
BB %, FRBOBHFEZRL D nw L
bdH Y, BNTEROM) X7 OFEXHE K &
<, <L OHAT [FHHES] 255 % b OD5FEHN S
nz. DX F—so [HEFEDE] X, ZEAED
HHET [FEFITEV] EDHEE o7z,

HH3E T 2002 4F 12 RPGN D 23#d54tY 75F)4T &
., ANCA B93# RPGN |2xf L C, FRREGERE, 4F
W, EATOA M L VGRS 2 RET HIEHERT IV
T XNHMERL S 7z, BRIREIEEAE <, 222 70
A OIEENEZETIECY 2L, 2nlisto
BB TIEE 9 CS ML 217V, BB FE
W AMAIIE, BREOEGREZHERLE) 2
T, CYBINEMETT4Z EDHERINS. FDHk
DOEFEPA T, BRIGHTITRICEG T ROUwE
PREONTWEZ ENbrl, 2011 FEOBHENET
B C 4 2002 SEDIEIET VT X ADTITHER S
72, ESICEEEFEY T, BRICOWTIECY %
G029 23 CY 58 L ) BT (HR 0683, 95%
CI:0.474-0.986, p=0.042) THh -7 L &1,
RPGN %' 4 K A > 2014", 7 5 0NZ RPGN %4 N
T4 220179 TIE, THMIERTI, il - BRI
LT, THIERLL) ATHET v 7 &2 L
72068 EDEET L] LI LEFEMELL, Bt
PEDED SR SN B BE IS LTI CY o %
BEd 22 LD REENT. SRDOHA FT4 Vi
EWZHTzo T, BERENLS D, [ENTEEL LS
HVIGBIES YL 2 EDREEND | L OBERNET
ENTw5,

LI, bAWEIZBWTIE, ANCA Bf
RPGN O fIHIE# O REIHIZE & L <, CY » Rk
L LTMEDITON, ZLOFHZEREEL T
5. —77, RTX 122\ T, HEBEIGE#ZIZbAET
3 ANCA BHE 45 %6 %> ANCA B3 RPGN 124 L C
BHENL Z L2 TWED, bHED ANCA
B RPGN 12xHd % RTX BRI, et ofGE



(18 #A)
RTX CY Risk Ratio Risk Ratio
Study or Subgroup  Events Total Events Total Weight M-H, Random, 95%CIl Year M-H, Random, 95% ClI
Jones 2015 6 33 1 11 47.9% 2.00[0.27, 14.84] 2015 =
Geetha 2015 2 51 2 51 521% 1.00[0.15,6.83] 2015
Total (95%Cl) 84 62 100.0% 1.39[0.35, 5.58]
Total events 8 3
ity: Tau= ; Chi2= = = 1 12=09 | t T t d
Heterogeneity: Tau . 0.00; Chi _0.24, df =1 (P=0.62); 1°=0% 0.01 o1 ] 10 100
Test foroverall effect; Z=0.47 (P =0.64) RTXOETEAES CYDFETRAEN
B3 (18 HH)
RTX cYy Risk Ratio Risk Ratio
Study or Subgroup  Events Total Events Total Weight M-H, Random, 95%C| Year M-H, Random, 95%Cl
Jones 2015 2 33 0 11 508% 1.76[0.09,34.20] 2015 L
Geetha2015 0 51 2 51 492% 0.20[0.01,4.07] 2015 ¢ L
Total (95%CI) 84 62 100.0% 0.60[0.07,5.13]
Totalevents 2 2
Heterogeneity: Tau?=0.06; Chi2=1.03,df =1 (P=0.31); 2= 2% 601 0=1 } 1=0 ] od
Test for overall effect Z=0.46 (P=0.64)  RTXOBHBEENE VCYOHHFBRENEL
K1 AIBEFOR/R: 7xLANTFOY K
Tl 3ncTidvniwy, 43X MICHELE O TR L7z, £72, TNUEOEZECH D 2
7 RTX O% 513 CY L Eflis 22 5. ZUIIB U TR L7,

LI, RITUXVAS #E#*¥ RAVE post-hoc 3
BV X AT, TR AN, Letich
HEFASNL o208, Wbk e b EOBEEG
ORE, HAE O Z I F T O FEIR R R 8 B 7
ExREFE LT, [ ANCA B RPGN O Fii5# T,
CSOPFHEEL LTCY 2%+ 2] Lz —F
T, CY IZxf L CEEZRBBUEDBREELH 2 54,
BB GEDNS ) HIRHEES ZREE O R e
HHGERE, CY ZH L5 WEHZIE RTX A
HE#z2 505, $7-RAVE RER4KOME T,
BREFAICBWTIEIRTXHEDIEZIONCYHELD D
TERE AN BV THEIMED o 72 & OG0,
PR3-ANCA it #E# TIZCY BEL » & RTX B3
AN, TR A o 72 L OWMEI S STV 5.
RTX OEHAS L ) #y) & flr S b 41, CY ©
R RTX ZE—#IRE LTI DEER S,
FITRIA K4 Tl [CY BHEHLOS WY
E&X, RTX O EY) & k& 5561,
RTX OffHZ#%ET 5] & L7

* SHRRER

ki PubMed, BEZHIMEED 7 — 5 R— 25
LONY R —=F 2 TR AW T SRR 21T - 72,
BHL-FmXIEFEAE LTRCT T20194E5H%F T

(% —"7— F : microscopic polyangiitis, granuloma-
tosis with polyangiitis, rapidly progressive glomer-
ulonephritis, antineutrophil cytoplasmic antibody
anca associated vasculitis, corticosteroids, cyclo-

phosphamide, rituximab &) & L 7.
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f EATHEBESICET 2MENRIE. 7 AIIEDOCE
BGEATIE B JAEMERE (RPGN) BT A KT A 2014, R
4k, 2014

g ERAEMERIRBICE T 2FENER. T RIS A
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TR, OV F AR BRI 5 A 723, ANCA
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CQ 3-1 : ANCA B&iE RPGN OJEAEICH LW TROBIBEERTO1 RE7OKRR 77 T RICHIAT,
B IR 7090 RN ZAEEEMBZIRSEESHHEINDH ?

SEELBARL (IME Cr>5.65 mg/dL) Z#> ANCA B&E RPGN OYIEEEETTIE, BIBK

BZ27040RKREST7O0KRAT77IROEINEESELT, 8EXAT701 RNILAEELDE

MERZIRZIRERT D.

CQ 3-2 : ANCA B& RPGN OFIEFEEICH W TEIBRERT O RESJORAT 7 I RIS, MEITIR%E

MZABEFERESNBZH?

SELBAETHEITEEDHEENINEE BiAxEN 5 ANCA BEiE RPGN OIEEIEE TS,
BIBRERTO0 REIIORRT7IRKVUS, BIBFEXTOCRESTJORRT 7

X NICIERSZIRDHARZIRET 3.

FEs

M4 D: (PE) (&, MAEHICHFFES 5 ANCA
e EORRHRBEWE 2 AT 5 LI X )RR
fFsNBiETHSH. L L ANCA BI#E RPGN
12X % PE OFREZFHIL 9 2 =7 > R LR
LTV,

2007 AWM A 2WE 8 77 )V — 7 (EUVAS) 78,
OB A4 (I Cr>500 umol/L =5.65 mg/dL)
PEo 72 AAV B3P G & L 72 MEPEX trial (high-
dosage methylprednisolone versus plasma
exchange) # & L 72V, RIBKEEAT04( F
(CS)+>27urA7 73 F(CY) LD HEELE L
T 7MW ® PE % tifT 3 % 8 (n=70) £ mPSL /%)L A
LA RATT A8 (n=67) IZE|IEAICE ) 1T CTF
#EME L Twah,. MEPEX trial 3EE OB ARLE%
o7z AAV ISR RERD 2 & THEBE O % W
L7z LI, Z2NE TOHREDEF K (n=
6~34) L B L CH > S A X5k E v, PE(r
AHE) & mPSL 79V Z 583 Cof BEE) O G R % Hig
MEE L 7298 SR Tld, MEPEX trial & Z O£
BAEY DA TH 7. [ER] BT NI LTHILK
HEAEIIBWT, WWEMB3ITHBLIT 12 HIC
BT % PE HRHOEAMMEZ D72 (37 H - RR 046,
95%CI : 0.24-0.86, 12 71 A : RR 044, 95%CI:0.22-

085). —/ T, Wk, EEAIELR S NICERE
EGEDFEBIZ BT, PE BEH OB % 0 7%
Motz UEds, HEZEALUME Cr>5.65
mg/dL) %9 ANCA B3 RPGN (28T, mPSL
7V A B L PE OBEHIZ 12 7 A £ To XK
AR % A S LD D B &I L7z
ANCA B RPGN 12 B 1) 2 WEHEFICB W T
CS+CY |2 & 2 fEH# 5 ( PE 23803 2 8%
WC SR 247\ 54D RCT %4477, 24k» RCT
i ANCA FatE® RPGN 23R Th 1), 314® RCT
I3 pauci-immune B4 BRI B 5 BRAKE S50 52
T 1980~1990 DL THH 2L b H Y ANCA
ERWETH -7, BEEOHEIIKLTHY, 5
o)L 2O RCT TIE AT T A FiBEE LT
mPSL 7SOV AEEE B L T/ [ERIZT7 Y b
HATHBDIET, KEAE BEESGHEZRZS U
HEEBPEORKIIC BT, EH#EHEHEIZ PE 238
T HEMMEZ DR o 72 ANCA Btk RPGN o
AERNGE LISEIZIE, BERRT Y ML THS
BXAE, BHEEEDEALIZOWT PEFHDIZ ) A L v
A d - 7278, BHEX MDA < S 7 B rEX
DL o2". MARETHLORBDOY >
WA A ZHP/NE W &R, PE 245 7% e BNl
FIPFHENTWE S e R EDERICEEL TV D
LEZOLNA.



PE IZDW Tk A 7 — 7 VI AR MLl 4] o fifi
7o EORIFRICARBRED BT, T AT L 72
BEOaA MIBEHED ZOT24THESHETDH
DWEREOBEL 205, LAL, SEOAA NI
A VREILDHI2oT, BHERENS L, [ZLV DM
BHEIH > THLENZHBTE LD THILZPE O
FATHEINS ] EOBRPET LN TS, &
HVELL 7o 7B ORI, FivEHIEZE K TH
D, FHNLETROUWHEICEEETHELTHEE
M OMfERL - ERESECITREDSH 5. L 72EE
BHRHIZBWTHENMII»0 5 3 X MIFEERT
200 M EHESRE S, BATHEEEIC B 2 3 A b HIE
DRFITK E . ANCA BJ3# RPGN Tl PE 23R
WHEL O TWARBIRLE T 2, SELZEAETE
MREOMMBLEE BiAT N5 ANCA B H#
RPGN TIdEAT [, EATHG 2 BE S 5720
PE OPFHIZIRESI L b D EZ R 72,

72 35 2020 47 2 H A HUhF A BRGHET BLHUAABE 22 A5 4%
DRI BT L IMEEsRB X7 )vaavFaf F
B BT v 7 AL EGAER (Plasma Exchange
and glucocorticoids in anti-neutrophil cytoplasm
antibody associated vasculitis : a randomized con-
trolled trial. PEXIVAS) O £H3HE S N7z, A
Broxt 5z GFR 50 mL/43/1.73 m* i & 72 (Ll
WA ) EEZ AAVIEGITH 1), 704 Bl23%5 &%
SNz, FBEEET Y M A GECF I KREA
) OFEHIZBWT, A784 F(OCS+mPSL 7%V
A)ERBEIHFEECY EFLBZ) Y F I T
(RTX)) OfE #5112 PE %8019 2 BEAEIXE20
otz —H THEEBEOINLE Cr X/ AR (PE
#) T 370 mg/dL, XJHEHET 380 mg/dL TH Y, I
& Cr=5.65 mg/dL OREFNINARET 287%, KFHE

BET205% EROENT WA, 7T, FEE
A7 M A G F 22IRBAE) ORBICB
5 MELHOM P BEAEZORENICASL & Cr<
565 mg/dL B Tld 4 — F1H.098(0.65, 148) TH %
DIZxt L, ENEES 2 BEAEF 7212 Cr=5.65 mg/
dL #£Ci£ 0.77(053, 1.11) & HELBFAETIIHE
IR VDN — FHAYERT LT/ [SCHk 8 flid
YR, & SIZHTAE TR RTX ORI IZEE Y, %)
RIS T2 2 L2 TE T35, RTX
CPEICHT AIUET Y AIET45ThL, 5HBOK
ADVFFINDEZATHS.

& N EkRER
HkIZ PubMed, EEEFIMEEDT— 5 X— 2B
FONY R —FIZTEHW TR E 21T 72,

BH L7233 F e LTRCT T201945 B C
OB THE L. T2, FNLIEOEIE D O

ZUIG U CTHRA L 7.

(¥ —"7— F : microscopic polyangiitis, granuloma-
tosis with polyangiitis, rapidly progressive glomer-
ulonephritis, antineutrophil cytoplasmic antibody
anca assoclated vasculitis, plasmapheresis, plasma

exchange %) & L 7-.
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EfBA SNz ANCA BE RPGN DHFFEEE LT, BIBRERATOC RET7HFAT
> &DEEIBRERTOC REUYFIITDOEREZRETS. VYFIITHERL

D5WEE(,

fReH

ANCA B:# RPGN O EfEAEFRREIL, BT
B L O HREG DA BEEX 5K &2 Ik L TYT 9 L%
BdHoH. BIEREATOAL FCS)IZTHFF+ 7Y~
(AZA) ZBEH§ B iR, SRR L L CRR
KTEBDOLNTELLDTHHA, 2014 48, 2018
FEOH 72 e KBUEEIRBEROME I LY, B L
FHRERIZBWT, )Y F v~ 7 (RTX) O D
AZA OBERFREICH L CERAMELNSH 5 2 EAURE
N7 WG L DI, R CQICHIST AME—n T
v 7 2L EGRER (RCT) T&H 5 MAINRITSAN i
BRIZHEDO O D TH D, RIFZEIL ANCA BE# M
7% (GPA/MPA/E BRI ANCA B 7%) O
SWHEBI D 5 VIZFHREF TCS+ L 270 R A7 7
IFCY) LI A VI TREERPHEONTEE (0
=115) %, RTX (500 mg) % EREEH% 0 H, 14 H,
67 H, 127 H, 18 7 H oW 5T 5 %54 % B
(n=57) &, AZA(2 mg/kg/H~1 mg/kg/H) % 22
7 A H 359 2 8 (n=58) \ZEAEA12E D 1
7. RO ERT 55 %, LEAT43% T, FiM
SO BB 80%, FFIREDEHEBFI)S 20% T
Btz RIFRITEFEALCO N A TEHENER
EL, BRMFEEETSIAT)I Y RRL U PEL
7SR RIS T v ¥ AL R T
5. 60 71 A ORI CS+RTX B CHEIZA
772 72(p=0.045). FEFE60 7 A O BIZEHIH 12
CS+AZA #ED 4 BIH e (BUiiE, BEFE 160, B
fRfEZE, B OAEL 1609 2) L7z CS+RTX #iZ
WCHNE o7z, 72, FRRICBA LTI, 28 7
H1% CS+RTX BECHEIEFSE 36, CS+AZAMT
1761 (RR 0.18(0.06-0.58)) 3B X UV60 # H# CS+
RTX B CHEAEFSE 16 B, CS+AZA #T 28 # [RR
0.58(0.35-0.95)) T CS+RTX HAHEIZL L h o

THFF TV DEREZRET 3.

7. BELAEEHSIZOWTIZEEREAED, CS+
RTX # & CS+AZA BEIZZNZn, 1561(26%) B
L OV1661(28%), FEEEZ.LIME A X2 MH36
(11%) B L O°561(9%), 45 2461 (R hHE) 8 & O
6 Bl (B, W) \C5E L7, EEAERERICIX
MEMCTHEEEIFEO N2 o7z, F72, FHED
MAINRITSAN ZERICHETC & DT, AZA BEiZ 24
HHBOE ST, RTX BIZILL, HEICHKET O
KTFDED SN2 & BB ENTNBY,

Pk X 912, MAINRITSAN #BR 12 B W T
RTX 13 AAV OEMMEFRRE E L TAZA K LT
TR BRI T 2B Z R L7228, WL o
DEELFELAERL CW5DH, H—12, MAINRIT-
SAN B IL, FFMEFFEIE 2 IR b LT LT 5 H3
P AAV EBE (F5 MR E O BE 115 6k 23 61) o
TN —TIZBIT S RTX O AEH G O%) R % 3¢l
T&hrot. HIZ, £ OETHIERTX 2
AAV OEMBEAFRD: L L TEE S, CY Db
W SN B HENE T - T A EIRT, MAIN-
RITSAN #Ex T3 GC+CY TEMEA L - HE (12
BRS I RTX CRHME A S 72 BE T O % S
MEFFIE DA CH 5. =12, RTX O RAESR -1
M EHREGEPRBEILEN TV ARV ETH L, #BFE
DG TIE, FHRILEE AR IMIC B 5 B M
D EE (B cell return) RIZH TR I % 2 & 2°%
{, FRIFEALOFBRDY RTX O EHG 6
HAULEDBEIZRI o TWAEIZ ERS, RTX D
SRS G- B % 4 7 BT 5 2 L1 & 0 g
RE LI T2 WSS BV, IS O EE i
PI NLREFFE N2 H, RITARAZEM iERCTH
%% RITARAZEM #ERIZFEIHME AAV BE 2R
E LT, RTXIZ& D 47 ADMICERFRE A S 7z
HOEMMEFZ RTX B & AZABEIC U ERE % 1L
L 724 Mk 3t FIEE M RCT TdH 5. RTX OELL



PEATRIZENT VDA, B RIISHRAELEINSD
FETHA.

Pl X512, CY 7SV ABOEMMERRDEICE
WCRTX 1, ZEEME2EMICHEECX2EE%
B TH 5 HEMEDY MAINRITSAN #Ek TR &
nr.

& SHRRSR

KL PubMed, EAHIHERED T — 5 X— 2B
FUONY P —=F 12T W TR 217 - 72.
PRH L7203l E L CRCT T20194:5 HE T
DM TR L7z, $72, ZhUBROHREZECHL D &
UG TR L2
(% —"7— F : microscopic polyangiitis, granuloma-
tosis with polyangiitis, rapidly progressive glomer-

ulonephritis, antineutrophil cytoplasmic antibody

anca associated vasculitis, corticosteroids, azathio-

prine, rituximab %) & L 7z.
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EEEZEIX B

HHETIIIAE T 5 — 3R 34 & R 4k
DIHDFEWELFIHE o TBY, BEITA N
TA COMEBUI S 72 ) EHEE 2 A b OWGET & RS
Z L3 TE %\, RPGN TIZFSEM R H I 0
TN B MR OB & S o TR b7
LIEREAIESLE L b, F72, RPGN BE DY
B, )R TR MR & v o o R SR
HIRCULE AR DO BRI & 72 720, (EFREDRERR
DBIZIIEREMNFEE B L UBREOWMENSESENE
DEFE % T B L, IR IRO 1 > O
B L TEETLIENETINS.

RBETA K T4 MNEROHERER SR TOBE
EEE LT, EREBER COERBOBHBNE 12

ANCA B87# RPGN B#E O WG R B L OHERHA
D—WW R ET NV — AR OEEE ZHI L7
(R). EHRE L L CHEREEE (ABERE, JRE
BEY L), KB EOBEBIEERE IR )
ZH, PRERHIEE R R B B L T\ i
WIOEIEHAEZEL LTV 5 . MEEEOZHEE T
ELTC, HAM % 24 BRI ERE L GEERIG R ~24
W), O 6 HEE O AREEHE, LI 4 HE 2 L st
SamkE & L7z MEFRGREOBEE TV E LT, HIM
% ZOHO 24BMNCFEE L GHHEBAG T4 25~4838),
4T & ohf kb & LTz, BIRNERfE  3EH
THESERR A » N — ORI OB SE L L

2019 FERE O, HliA HVCHEH L o
5 (CQ2~4), MFHEEOMHE ICBVT, WHRe %
% RN RWE DOEFEER BN ENDSH D EhD,

& ANCA B5& RPGN EHE(CH T BBEET LT —ABIDERED LR

e 24 B (ABt 6 B, LER(C 1 B0SKER) BEERS (B4 - AA) | O& & U885 (8461 : BM)
ORIBRERATOT ROHA 124 0
(FLR=vV'O> 40 mg/B 48R3, 30 mg/H 28R, 25 mg/B 238
B, 20 mg/H 238/, 15 mg/B 88/, 12.5 mg/H 6 B/, B4
2R - MIRSEB CT 158, LEUELBERRRREZST.)
@AR70O41 RXEEE (500 mg 3 HE) 125 1
CEpE70OKR T 7 X RKEEE (ABRTIC 600 mg 2 Oi%5, #EE 155 31
BRRTH 28 3 HARR T 4 0% 5)
@FEE>70KRRT 7 2 RREEE (ABRDPIC 600 mg 2 @RS, LIS 127 3
KT 4 @iRs)
GRO>70/KRA 7732 R(50mg/H 12 8/) 124 0
®')Y*><7 (500 mg 4 @ig5) 169 45
@mEFIREE (BiKRE U T 1 DFEEREMmEE 1,000 mL+5% 7L 7' 234 110
> 2,000 mL {EF, 7 OEfE)
@IABENT (IBHEHEFETE U TUBHATIER+ 91751 %-) 290 166
HERDAEE 24 87 (BIC 1 BO4RERT)
OBIBRERATOT ROHA 15 0
(L R=ZVO> 12.5mg/H 6 38R, 10 mg/B 18 5E/™)
@7 HFFF71) > (100 mg/B 24 58R) 19 4
@UYF T 7 (91K 500 mg 1 @lRS) 27 12
@IABENT (BHEHEFERTE U TUBHATLER+ 91751 %-) 180 165




FHRER OB D 1 DOBEGR & L THR L.
WIRERE (CQ I LT, BIFKREAT T4 FHl
EHBLTRIOY 70K 77 3 FANIIZRE, #
Y7 uRAT 7 I FREHE GRS 58 377
M, 8Ey 70k 277 3 FREFEEQIHS HAR
PG ) 31 HHEE#ETH -7, CQ3IELT,
RS 7 0k A7 7 3 FREBEE GRS L g
LTI Y Xy~ 7HGWR2THEEETH - 72,

CQ4 12 LT, MBEACHUAEE Y 110 T FIATIE &
nre LT, BEERRICE ) B mET

WERbYh, LO)EBEOMEL 25, MERHEHIC

V. 1 &

LT, BIBREATOA NHEME L CTT VT
F7) KA, V)X~ I3 12 JTHAS
Banhsz 72720, WTFROETIVT — A28V T
b, EBEOZDHE CHRFEERED KT 72y
&, — I EEEOTHWEIZAEL T 2B AT
BHENENOBE LI NFITRE 2 2FTEL %
Vo EFEEIZ MIEEST L5 HROBEEE LT
RPGN & TOZGEB OB s R EZ S 2 L
T e, BFOBEOWUBE Y ER LM% &%
D B TN D 5.
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El

A
ANCA : anti-neutrophil cytoplasmic antibody
]
anti-glomerular basement membrane (GBM)
antibody glomerulonephritis ... 1
AAV © ANCA-associated vasculitis
ANCA BEEMER
ANCA BIEBR oo 1,
—HIHEER 35
—HERDEER | 43
—HRERA 46
—HIMREE | 46
ANCA B33 RPGN 35
—7Z)VIUX L .60
ANCA BIEE 11
ANCA B51451 GBM JUAZY RPGN ... 53
AZA " azathioprine ..o 45,57
B
BVAS  Birmingham Vasculitis Activity Score
14
(o]
CHCC : Chapel Hill Consensus Conference
1,5,24
Churg-Strauss FEMREF ..o 24

CLEIA : chemiluminescent enzyme immunoas-
say 11
35,48,57,60

CY : cyclophosphamide

E
EGPA : eosinophilic granulomatosis with poly-
angitis DFZMIEZE 11,27
EIA © enzyme immunoassay ... i

EULAR ! European League Against Rheuma-

tism 6
EUVAS ' European Vasculitis Study Group
12,21
G

GBM : glomerular basement membrane
1,7,17,22,31,48

Goodpasture TEMREE oo 517,48
GPA : Granulomatosis with polyangiitis (D527
B 26

GRADE 73T Vi

IIF : indirect immunofluorescence ... 11

IVCY ! intermittent pulse intravenous cyclo-
phosphamide therapy .39

IVIG ' intravenous immunoglobulin
J

JMAAV | Prospective study of the severity—
based treatment protocol for Japanese
patients with MPO-ANCA-associated vas-

culitis 37,44
M
MPA © microscopic polyangiitis
—EoMREAE .26
MPO-ANCA J1,11,26
MTX : methotrexate 45
MZR © mizoribine 45
N
NETs . neutrophil extracellular traps .5
P
Pauci-immune#® 1,20,31,35,36
PAN ' periarteritis nodosa ... .24,27,29,44
PCP : pneumocystis pneumonia © .. 56
POCY : per os cyclophosphamide .. 38,60
PR3-ANCA 1,11,26
R

RemIT-JAV(-RPGN) : observational cohort
study of remission induction therapy in Jap-
anese patients with ANCA-associated vas-
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