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Chapter 1
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|
1 g

MREE

JEFEPE A S 2R BT O A4 Zh & KA IMAS 95, vhd
MR, AHMERCHEIND, 209 B/AMINE %
MIEDOR - B - MIEIRO M 4T, BRIS/NBIR S R
DONRER D, 0125FICHEENT 72 F ¥ e sy
BTIE, ZoORE [RERGEROM S 2 REE AR
BRI L [REEANRIES ¥ (pauci-immune) T
I ERMI I E iR (anti-neutrophil cytoplasmin antibody;
ANCA) &\ 9 dbal o B BRI 3O v TANCAR
HIMAE R RSN DEEBRE] O 2FICKII S TW 2,
CHIZESHIT, EHEESCmERERIET 2888 L,
— D DDA ME KT IR HEERRII S n
%o B RIANCAR MM 22121, SIS Z 56 M AT 2
microscopic polyangiitis (MPA) - 238 L5 951 1A 3 i e
(v =4 F—WHFMEHE) granulomatosis with polyangiitis
(Wegener's ) (GPA) - W BEEER: % 58 1M 25 Mk A 3F I
(F X =27 A b T 7 ZEBRE - 7 LV — PR A 3R 0
4%) eosinophilic granulomatosis with polyangiitis (Churg
Strauss) (EGPA) allergic granulomatous angiitis (AGA)
D 3FEENDH D ANCAOMIEHIFE LTT T4 F—
+ 3 (proteinase 3; PR3) BX I a5 —+¥
(myeloperoxidase; MPO) 2SHISN 525, FNHITHT 5
Pk 1L % 4 PR3-ANCA. MPO-ANCA & i1 %, PR3-
ANCAIZGPA®D, MPO-ANCAIZMPA &£ EGPA® # i £

WA T D B0 MPAILIG R BB AF5E 3 2 MIBYIR - EAM
M - MEIROFEIEVEMNE R TH B 55 Mo 25 E L Rk
DRIEEIEE & 723 2 L3 ve GPAIXEEIEYE I %12
A CREENESE 2 380 %A% EGPA & %72 ) 5048 i Bt
FATT 5 2 Lid e EGPAIRKAE LM BAAT L. 1FME
L The S WIFIEEME KA BIETL2HOTH DL (R
1.1)e — 77 25 BB R ANCA B MM 40121, B

ANCARBEIM & %

P R ERie

ME (EEMmE. BER BB
D MEMEANTREBESHEDNE
ZERDB e N\~ PEARDENARA &
BSOS EEHD, BIRMRKEBA
DHEEHNFBICEL. LIILIIHE
BMEATHDS, AFBUNEZR
BHEo

£ TREORFBMURNESN~P
me (E\mneE. VR BB
INEDAR. \EBAR) ODIRFEMEME A
BE BRMRREBREH D,

BEIKREE MO [EDIEFTEANTF
BEIEDFEMENEN | BUENE, N\ ~PMEDREFEMEME
HBE (Fr—IRL3 | R REXMIPIFMIKIBSAEE #
DRERE) (EGPA) | Do REKMAEBAZRBHD L=
ANCA% S5EICRD D,

MPADBEBRBEY, 1BIEM ¥ B ARk
REBE | BRRBEMBA (RLV) | MERKABAT RBEESHEDLE
DN

MPA: microscopic polyangiitis; GPA: granulomatosis with
polyangiitis (Wegener's) ; EGPA: eosinophilic granulomatosis with
polyangiitis; RLV: renal-limited vasculitis

wE" KUSIA.

BHRODFEMER
(MPA)

258 | SRMENENZFEE
(D7 —AFEE)
(GPA)
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DHRNMIE R % FAET 5 AL L L Tpauci-immune®! 36
PEP FARTE B % BRAR T JE A3 1 & v, BB B 4% 4%
renal-limited vasculitis (RLV) &IN5, RLVIEMPA
OEBIFA L 8 F 2 5NDH Z OREEHRYUADMPO-

ANCATH %,

KA FTA Y ORBHLIIMPA+RLV %2 F & % 2%,
GPA. EGPA D — i & T, MPA. GPA. EGPA® # i
FHEDIR BRI 5 AR I T 5,

PRRHA RS54 2 D@

GBI OBHITA FTA 2 EAEET 51272 ) BRI 77
A FIA4 VERFCRTHR SN D o — NV iBiidil LT
WA Lo ZOELRBILIUTDO2O0TH B, —2 U3,
BSR and BHPR guidelines® T %, ZOimLid, Zh
¥ THEUVAS (European Vasculitis Study Group) D&
W9 2 MEAE 25 AL LB ISR (RCT ¢ randomized
controlled trial) RLIEMAEZ IR D ZFOBE L TITHES
NTW B I RIZE T %W 122 W TMEDLINET
¥ L, British Society of Rheumatology (BSR) , British
Health Professionals in Rheumatology (BHPR) ® X ¥ 73—
P520074EANCABSE ME KOKEHHRET 214 FI4 v %
FLOTHRELEDDTH S, MIERBRIZTOWT, HHl
ZWIZO VTR D & ANCAB I 5 D i % FAE
JERNCOIRFTIRZE D A D %\ IZF I 4 B Pk 72 3 d kS 7 i 27
D WER, @4 GV TIREIRZE D B 2B, QEMmD
FEtICB D 2% % b OREFIZ B L, ThZRITHT 5
BETEER LT 5, BIMEEIC & 5 cyclophosphamide
DG EOWEH LA T O A FORFREIZOWT, T7HEHEIC
D B IHENORHIC O VTR R STV 5,

3 9 —213. EULAR recommendations® T#& %, Z®
Z3C1%, European League Against Rheumatism (EULARPX
MY Y < FHEH) BV TI0%D) 7Y FEME, 34
DEMANFE, 2 X% OREFH, 2% ONRED S % 5 Bk
KDORXYN=HPBIET V7 7 4 % H v TPub Med T
F—7 = FAINC X 2 CRE 217>, IR Henoch-
Schonlein&BE 2 b < A O/NE B X ORI & %
U8B0 DIMES 1T 5 72 b D TH Do TDORER, H-
WIW, FRRE AR, MR, KEoE=5Y) ¥
7 IREERE, REBIEE. SOHESR EIZOoWTHEIEER
IEFUYRALNNVEEBIZ MYy 7 A% T Lo, Bk
120t U 7zcyclophosphamide ® 5= O, A5a 4 F
DI E R MAEACHFEE:, MEFRREE OB, & DFED B,
PR TR R EFBABERE L EIZOVWTHERLT
W5, ANCABGEIMAE KIZOWT, BFAL (HEEHRE
EOHVELIIEGTRISEE L) eyl &k
B ESERL, EBREPURIC L, EREBRT VD, &
SR ORGBBIZ O LY & BMENO R AR T O
Me®dTV5,

3 | &

ANCAPBH# I3 2613 A A M TR ERAH O ¥ G R B T
HY., BEAFERERE L U CEREE NS KA TR
DOWFFEN GEBIC R > TWwbH, H1TH, MPAEGPAD 2
PBIIIEIT e S i & L QiR B O —E0 A A
SN, WESNIBECRERZRETIZMNEN DL, 2
NOOBFBICBVTIE, E, BENTEH SN CEBZH
BN SN D 720, FOWNED» L BERIHEE ST
%o LIITAEMN 520114 £ TOIEM OB O MR %
1R,

R BOWE Y AT A6, MPA & RHiIHZ BBk
e polyarteritis nodosa (PAN) @ 2 & B 1%, 20054EFE £
T [HEEEIREME] L LTl TEHRSh TV
(20064 B2 > S I3 BN BEEEND X 12> T D)o
o Ty MEE D O BFHEIAYITH 555 1990448
DOFETIIMPANPANICH LIEBEINZ B E TN TV
Ehb, 1 ODMPA+PAND BH KD KFIIMPATH %
LHEE SN D, MPA+PANIZ Z D154 T414%. GPAR
FRIISTREOMIMZ R L7zo 25 DANCAR M M4 %



ERRND ZREAXMNHHE, S A MERBEELOHES

12,000
10,000 =>4
8,000 - ISR E AR AR
e RENARAVE (R BE
Bt =2 VAR
EBMEHYOYF
4,000 -
-V I —AFEE
2,000
O T T T T T T T T T T T T T T 1

19971999200120032005200720092011

BAEHBERTERR CORMIRIRER IC

SESNICME

ROBEYD1997F~201 1 FD#B %,

ZHEB AT HER TR DB TREEH >71-BuergerfmDBEH(E10,369AH 57,282 A% T
B L. SRERAGSL982AD 55,8294, BIEBEEH Y DY F(E5,384AH 56,302 A EHIEL TL
%o —H. MPA+PANEGPARELBIND—&E%-EY. MPA+PANC D15EBT2,452 A 05
8,928 A &4 1ED1EMN%ARL. GPABERIEI24 AN 51,834 N E5.7BDIENAE R LT,

Y SUT—BEAF
OBFEBOEME. B1.1IR L7z 5 555 2 D154
W Cmdd (RZEIRSE & BB 7 ~F) v LiEd
(Buerger#i) ZRLTWADEXNEMYTH 5, 20094E 12
fTbh 7z & EERRAC X > TEGPA/AGABHE1Z1800
ANEHEEanTBY, BEKIICGPALFEETH L L ED
b, fit> ThAEDOANCAMMEME D Tld. MPA
BHDGPA - EGPARED A L # 3L EE LD,

KA FTAZTHRHRAML TS, ThE THCREH
DS B D ANCAB IS 9212309 5 BRIRBF7E 347 b
BEIERIERAT MG SN T &7z L LG Lz B Y ES
WIS OR L ZKRDT A FF74 %, MPAOZ Vb )s
ElOANCAB M AE BFICL D IS T 51213 [RE
HBEH5D, TOX) HBEFIHEIE, 2872 RITHESL
HANEF D720 OEFHEME OanAss 20024570 b O
JEAETH B O TIIE ST ¥ 7 > 212D HARRZ
B 5 ANCAM I 5 OBFE DML D 72012, A
BB OWFEIE & 0 LT [MPO-ANCA B 1M1 % %812
BT 2 EIEEIGH 70 b a—VvoFHAEEZHL»CT 5
B & FEPRAFE (Prospective study of the severity-based
treatment protocol for Japanese patients with MPO-

ANCA-associated vasculitis) (JMAAV)] #320044E 7 H

4 | DHEDEIFRAR

BHLWVANCAMMMERE S 2 5. —h. Wk Tl
2. GPAAMPAEH X ) BIEA R <. EINILTOEFEW
LAERDPFAET 5o 2O X9 IThHTE O ANCA B 1L
REBAEOEFRWBIIIKE KRES RR>TBY, Tha
DYPERBOBETA N4 VHFRDONTEHRTDH
H5bo

2RI S 7z (UMIN000000867) o

C OWFFEIEEEG TR M 52 B3 % AW 7EE (FALIF5E
R AR—) oHNINAE L ORRIRIIZE RS (S
e HARIE) ICINA. RET LV F—ERET - 6
WrgedE - RIERBOGIHE & € OWRHBEICE§ 20288k
(LA - BAREL) OFHREICB ) 2%EHFIA
(rimfges - MREPHER) . B X OEAT VR REEIC T A 3R
EFZEPE (BAEMEE - BEHRAC) ORBUETEE 520
ey (O BFZER - AMLER) 2l & 7 ) il S 7,

Z DR HERTIZ20064: 9 H30H F TIC17HiRk & 1 529
BRI N18 s HMOREBIBIE SNz TORRE—
WOF T OV T T TIZ@mb I TB Y, o
TN ORER D FOTERTA FIAL VIV ATh TS
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Z D%20094F 4 7 2 5 I3 HEG PR 52 B9 2 AR
PE (EAERFZEE - REEFEER) 2BV TR i & ANCARY#
M SAHER L 72 [P BRI B Pk (ANCA) BEH I AE
ROURENHROBIR E ZDOHE L ZAMEICB§ 28
221/ 98 (Observational cohort study of remission induction
therapy in Japanese patients with ANCA-associated
vasculitis) (RemIT-JAV) %354 & 17z (UMIN000001648) o
2010412 7 1215681 3% 6% S M20124R 12 IS 24 T L
THY. Bl AT RBUEET P TH 595, 2T TR
BAR+I3Th o 72IE GBI DR O 3 HHHLAE L L 72

BEDOALE DT R BE T R ONR. DHER R PR REZR
FERIZOWTIEARTA F T4 VIR L T b,

F 72 ANCABIM IS %D b ASEN BT 2 IHHEE O
D72 D%z ILE TN & BRMEZEHE (FAEFZE « Rk
R—) TIE, FENHHO WA LRI § 584 a0y +
B D fifT S M FBLGHE & L CRituximab2S KRG S
720 [ ¥ MEANCA B I A 251239 % Rituximab D A H
& W3 2 BRIEZE (RICRAVERER) (UMIN000000906)
bitbhize KX A FF4 L2k, 20T — 2 itk
SNTwb,

1 RS54 VERDER S

4l ANCABSEINE ROBETA KT 4 v EHET
BICH, REBOBRIED D) v~ FHME, Bl
BB, RS EMESFICHFS T 5L 2B —RINIERE
Lo 77407 TITHRT 2 —RERIZBVTIE, &K
A B F A4 I TANCAB I A3 5E D N B 547 13,
I & RGO 72 D IR P MEICHANT 5
LRI S,

RAAL KT4 Y OMBERBEIRIACHITL45EETDH
5o FRIZHOHENZL WMPALRLVIZOWTORHEKE % <
E D, GPAB X UEGPAIZODWTIFHE B oOREICE &0
720 KA KT 4V TEDOPEOWIEEE JMAAV -
RemIT-JAV) A% 5T, BINODZDODH A FF74 D
KRALEY AN T, B TIZH1F 5 ANCA B M4 %
ST BN e A BT 4 Y OIS D7z, A
FETH Y 7 ¥ & MMLHBR BB 2w eh b,
T Y ALV ORAFERCR S R L 720 BRINO A4 B
FA VbW, BREREEL LT Y AL ARVIER2
DS 720

iR e LCiddam (I8) Chi &, mEME (1),
S & REE (I3, HHE (VE) OISR L 72,
FEIZBOWTIE, TTHMOFTA K54 0T Lozdul
27—V AY ¥ — FEififr L. DWW THARDBLIRIC
DV TIMAAYV « RemIT-JAV O AT 5 3 % ol IC#8 4 L
7o BRI, WEE (VE) BT, (1) #Ffigk (2)
TR AFRE, (3) TMMERRSRIE. (4) S OHER R,
(5) FHRRFOEHE, (6) BEATEREGNIX 3 2 FBE

FEICT T HRRETODREOBHEDHRICKRELEZD
N2 HELRRR L7z RIS RS ABEDOIH T,
IMAAVZ T b 2= VoMM E ET 5T, EITHEERE
WETRIE DT I LD & | [ AR AR I T s oD S BN O 7
BH] 0B T2 LTREZM - 72, &K%, ANCAR
HIMERIZOVWTOSROME (VE) & LT, By
DERLEET AT, BN TRINMER L, T O
DIz OIEGHRIY LR E TENORF 28T 720

JRAEERD Evidence level, HE3RE

[Evidence level]
Categoly  Evidence

1A From meta-analysis of randomized controlled trials

1B From at least one randomized controlled trial

2A From at least one controlled study without
randomization

2B From at least one type of quasi-experimental study

3 From descriptive studies, such as comparative
studies, correlation studies, or case-control studies

4 From expert committee reports or opinions and/or

clinical experience of respected authorities

Trial methodology and other uncontrolled results
from any of the studies (including randomized
controlled trials) were awarded a lower level of

evidence.
[#2E]
Strength  Direcly based on:
A Catesgory 1 evidence
B Category 2 evidence or extrapotated recommenda-
tions from Category 1 evidence
C Catesgory3 evidence or extrapotated recommenda-
tions from Category 1 or 2 evidence
D Category4 evidence or extrapotated recommenda-

tions from Category?2 or 3 evidence
X#3) KUSIA



X #

1. Jennette ], Falk R, Bacon P, Basu N, Cid M, Ferrario F, et al. 2012 Revised International Chapel Hill Consensus Conference Nomenclature of Vasculitides.
Arthritis Rheum. 2012.

2. Lapraik C, Watts R, Bacon P, Carruthers D, Chakravarty K, D'Cruz D, et al. BSR and BHPR guidelines for the management of adults with ANCA
associated vasculitis. Rheumatology (Oxford) . 2007:46:1615-6.

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

4. Y5 g BIE R SRR AN R MRSt ~ & — http//www.nanbyou.or.jp/what/nan_kouhul.htm

5. Ozaki S, Atsumi T, Hayashi T, Ishizu A, Kobayashi S, Kumagai S, et al. Severity-based treatment for Japanese patients with MPO-ANCA-associated
vasculitis: the JMAAYV study. Mod Rheumatol. 2011.

6. Suka M, Hayashi T, Kobayashi S, Ito S, Yumura W, Ozaki S. Improvement in health-related quality of life in MPO-ANCA-associated vasculitis patients
treated with cyclophosphamide plus prednisolone: an analysis of 18 months of follow-up data from the JMAAV study. Mod Rheumatol. 2012;22:877-84.
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2.1

PUiF BRI E Pifk (Anti-neutrophil cytoplasmic anti-
body ; ANCA) ZiFHEk% L oM g Bk I35 HE
PR TH D, 19824 1M THE Sz o ANCAR, #
SEPURE TOBIEIT T BB Hets 2 380 % peri-
nuclear ANCA (p-ANCA) L E 23— icgesh b
cytoplasmic ANCA (c¢-ANCA) 12K &%, P-ANCA
D F 7 W HLE IZmyeloperoxidase (MPO)., ¢ -ANCA®
F 2o 0 P s Idproteinase- 3 (PR3) TH ). FIRMIZIZ

ICELISA#:. CLEIAEE: (L@ e suiEllE ) (2
TMPO-ANCA®B X U'RP3-ANCAZHIET 5 Z & 2%\,

ANCA B # 1fil 4 9¢ (ANCA-associated vasculitis ; AAV)
L EFEELE ZoR T, RRICHNEIMAESEE S, 2
DIMFIZANCADIB E NS 2 L 24 e LB T
HH. MY 7= F¥a
Rheumatism ; EULAR) recommendationCi% [ 4 38 L
FEE B RV SE MR T, RYE R AL IR SRR A &
M, FEBON 2 A HLER T R % 3250 2 ANCARGETH 5 |
LEFE NS Y, WML SN % (microscopic pol-
yangiitis ; MPA). Z38IMERMEREEE (HY =7 F—
W3- d%E, granulomatosis with polyangiitis ; GPA). #fEE
BRVEZ FEMAE SRR (IHF ¥ — 7 A b 7 7 ZAEfEiE/
7 LIV ¥ =V 3EEYE M4 45, eosinophilic granulomatosis
with polyangiitis : EGPA) @ 3ENE TN 5 H, Bk

# (European League Against

AAVDEEBLZ

EDLDVETIEINSLDRBEHEPREL R ZoTRE I L
BHOLPERS>TETEY ., A TIZANCAR M4 5
D70% L -2 MPAA O % DK LY, BkK TIRGPAAS
ZHEED TV,

JEUSEVE LA 8 U LA BE 0D JAE 2 B & 9 B e S VR SR
BTH Do WHEAIITRIEIC X 2 MR OB 2 B
7474 FEEE RO, W ME KL IFIEN 5,
Kussmaul & Maier(Z & - THsEitEBIIRE PH %% (periarteritis
nodosa, BATFPN) 23t St 20 H%MPADPNO i
BE L TRBEINS LHIT% 572, THITHNZ TGPA,
EGPA7: & OIS il & 1, 19904 12
lege of Rheumatology (ACR) X ) PR i 415 & 955 B2 11
¥ % &b 72X TGPA. EGPA. PN G-I HE S5
Shize TOACRHGBEIZIEMPAIRHAAN SN TV
o722 &b H Y, Chapel Hill Consensus Conference
(CHCC) ¥ Tid, WMEFMBA»O5HEL T, £
DEEME DY A X2 & o THLHL BBk 2 &
O RBMAE 200, IR T 2 S Bk % (classical
periarteritis nodosa. polyarteritis nodosa. L FPAN) %
NG 2 &2 Bl £ & L, A/ ELIMAE %6 & L TGPA,
EGPAIZMPAD 2 5N THr ¥ S NPAN & MPAASHIRELC
RHEND L) kol LLINE TOHEIERETIE
ANCAIZZZHHHBE L LTEWMY Ao hTBHT,

¥ American Col-



I F2E KREBEEE

ANCAD B E TR 2 558z Fi o T2 LTH, W
AR AT 25 R 8 72 5 ) CHE DSBS 22 2 & v ) [HE
PSS N Tz, Bl TlAnBR @Y . EULAR recom-
mendation TOAAVDEFRL Watts bD TV T XLl &
ANCAZIY ANZ-EMELRIBETHEY Y, SHANCA
I ANZ-ZWIEE OIS NS DOETIRIE
A 57 188 R R IS ZEEZE BRI TANCAZ LD AN 7z%
BBOREILEIMEEL SN TB Y ERBISTIE L (S
NTWLAS, ThE TRROEEL DI TThITE S
T TOMEDSTFVARHETH o 72, HIFEIETITo 72 [HL
B R PR (ANCA) B L 45 5% 0 7 35 A TR 5
DBIRE ZDOH R & VI % BIZEHI%E (RemIT-
JAV) | 128\ ThHHYE O GRE R HE O IRGE & 1T VW BUE
H#hihTHh b,

AAVTIZHE A2 00 B SRR A RO % B
2\ (pauci-immune®!) Z & EETH L, LA L,
PRI ANCAME AR EAG B P R PR D FAERIC 2 0
5 ERIFIFELEBMEOK RS, BlEOL A
ANCARZIME R ZFRT 2O REHERZL TS
EEZLNT W,

MPAZ. JRELZFIZ 1Zpauci-immune®! @ W36 % £E b
e WHZEM/NUIMAERTH ) . R oMmE S LI LIXRESE
ENDo HHMGINENFAT H 2 LIFENT, Z O
BICTEIRLE %L o BHRE T ldpauci-immune! o 5856 14
AN K% 3R 5 DL D A TGPA & D
21T DIINEETH 5, WRDHE TIEMPO-ANCARG
7%60%FEEE, PR3-ANCAFGEAB0%HEE & ST B 45°),
D ASE DR B B SR E T O AN AT O Tl i
DEVD B 5 DMPO-ANCAREA90% . PR3-ANCAFRGME
X3 BIETH o 7o BEME L L TIXBEEI R %<
70-80% D HEEF TRD. ZD I HLE0WFEEDRPGNE £ L T
Wiz oM EIX4050% TALNTEY, ZDE R
BRI REZ 2L T2 00WbEORETH L, KT
FAGHRERE & 20 % BIEDBEH TRO TS,

GPAZ. JWBEZ I3 5GE I BT 2 W IEE S0 & 4
e LTHBY, B TR MRS % % 80
%o DAREDGPATIIPR3-ANCAD #1360 % F£ B &
s SN THB Y RemIT-JAVHFZE TIZMPO-ANCA B 4 1
P HEO TS, IR, Bk, hHZED EXED
RIEZMIEEL LT, JE A& MizEoTRE, &5

[ o O

EGPAIZ. JRPAIIIE /NS OFEFEEME 25 & &
I, MBSO D A IEEIRZE & AP ERERIEE & F i &
T 5. DREOEFREICLE, KD EETMPO-
ANCAFGYEZ B 5 ™o B 912 1355 SO0 B398 4T L
Z DRIFIRIR DML 2 o TRIECE D LIEHMTRE
80% LA b TR, & DAMIFIR 3B 2 & i dn i E % b
Do

PANIZRER I IR B 2 &2 ol & L 7238858 1M
HERTHYMPAL BZXBISNLEETH S, ANCAIZMHE
WHREETH ) BERIAPHORFEED D O & BRIFRY 4
W ABGIZHE LZPANEIZKAI S D, BEGREDE
SR & IR, R B, LA, B SIS
X okkA R EL T &R,

N E TAAVOIRHIZH L TZ < ORI (M
M %872 2" )V — 7 (European Vasculitis Study Group ;
EUVAS) ZHbIfTbhT& 7z T TOWZERS
5, EEE AR L LT a2V F 34 F (glucocorticoid,
GC) &vy 7 udkA7 7 I FafH Lzia#ds, MRk
ELTRTHFF AT 2O LB R E LT
b Twbd, TNHDOMZEHMRE D LITL7ZAAVIZH
T HZHAA KT 4 VBEULARB X O5EE") 7 < Fliix
(British Society for Rheumatology ; BSR) 7% & 5208
SNTze 72720, TNHEDHA T4 IMERDIEREL 725
TWVBAIRHRICOWVTIE, AAVOHTHGPANS WK
REDIRBE G o TWBE T b EIEALILEBEAB D72
BH80IELL LD E W IZ OV TIEBRA ST 5 % EERAE
EHSHPCHEESNTNE I LR ELDH Y. DHPEOEE
BT 2OV TCIIEEL Y %,

KR D TIIMPAD P 1213 1 4EA4F2%80-90%. 5 4F
HEAET50-80 % B L M S hTwa s —Ji, bAaET
(AT VR CE B % R A B R I S s AT M
(rapidly progressive glomerulonephritis : RPGN) 434
12 & 2MPO-ANCAFZERPGNEH TOMETIZHB VT, &
FEHRIE LAREAET85%, 24ETRO%REE L i ShTwa s
T D% MPO-AAVIEEIZHY A EIEEH 70 b a Lot
2B S 2123 AR X BERIFSE (Prospective study
of the severity-based treatment protocol for Japanese
patients with MPO-ANCA-associated vasculitis ;
IMAAV) 2BV THHTHOHEEIIBIF 2MPAZ L&



L 7-MPO-AAVEEZTH 18H H 0 ELLEEH380% UL LT
HOHIENWESNEY, X5ICTRTOAAVEH &

MPAIZ19944E OCHCCTH B EFK S N5 F TIIPAND
WAL LCHBERTWZEh D, GPAICHET 2 &
Z O HRIEICH T B 04T 7 — & 13Mo TA %R CHCCHr
FFERLIAID & AT BRAE R 3 2 O ) BB R BRI
REFYME T 22 NIERSMPAL B Sh, Z
OERFER - BT & PHAHE S hTn2™Y, BRI
Wz W Ol i, W)« K20 T AL, AR, 8 %
R LRI EI 2 ) GCRAEMHIZEIZL 5
EHRICODEDL LT, BRICEHBL. LIEILIIBEAREIIESL A
WPBARLEGMRE L LTRSS o0 dH > 72, 1994
SELIRTO 2k — MAFZE T, 1 ARAAEERI354%" /62% ",
5AEAEAEERIE38% Y /65% " /T4% " L S Twh, FE
THEIZ, P TIZEREBICHE L 2R er L.
TR IS & 2 IR YHiE A5 5 o GCHLAR o ) U] 1 9
(484%) 1ZHBL T, REHHZEIH (24.1%) 134A4E=R
RYUHTHIEIRBENTVEY, L Laers, 58
D72 OWIHE 7% FEHED 2 <. MPADFENTIFZEICGPADS &
FN TV RS E VW,

20084, EULARDEHWIME RS A2 T+ —AThH b
EUVASZS, AAV 33REOEM, B, FEREE - Db,
HBERET I I ALIDOWT, YATITA 7L Ea—IC
L BNRERZHE LTV DY, b, WCRFABI, A
OMPAD KEHICEEE (91%) zio. WPk (ME
PERG 9247 % . € D839%) . #FRR (42%). a5 (8 %)
7 EEBERICEELREZ T (RemIT-JAVHFZE) o

C OMET TIEIMPAR MR (2 0F%8) 1£75% &£ 89% T\
GPA L EGPA% Ml 2 72 AAV O Ef# 313 131380% ~90% &
HEEND (RemIT-JAVHFZE) . M, TMFEE TOM
fiix 6 » ARG TdH %o

MPA®D B AR

% & L72RemIT-JAVIIRRIZB W T H 180 A TOEFE L
‘i%SS%T% D 7’:0

MPAF#AZ (3M%E) 13704 A T34% (FHRF THOF
BWH 432 A) L 22 HTA% (2254 A) 0\ 18
AT8 % LME ST WD, MPAOFKY 2 7 K T1&
AHTH S,

MPA® 1 447 31382~92% T HE5E 5 4E L FERIL
45%~T76% T % * o MPATIZ 5 Wi 12 AR 70 B b e b
EHHISAEF B AT 2 O — FI13.69. CT 1.006
~130)%W, L72zdto T, BREIZAAVOAEGTFHRICHRD
T ORBERETH Y. GPAL Y BHWERBERBHE
AMPAD M PHRARORN LR SN D, /2, Ml
HHMLIX12% " /29%" & BF§ 2 EAMMIHZE T, BT
50% THTHR Y A 7 13845 L DHiED, MLT V7D
WEDPSH 57,

—Ji. DOBEOMPAD FHIZOWTIE, A
TV IR % AT ZEFEORPGNIZ DO W T D A%
Hbo TVr—MIL2BEAMEMETIEIH S D DD,
20034 LLBE OMPAJEBI D 6 » 7 ALFH826%. 1 AL
#793%. 24EALFHRTI3% T, Wk DA 6Pk L 1T IZ R
JETH 72" FPHRARKETITOWTIRAER, MR, M
BOAM, FEREE. BHMHGRERRGE, GR B AGIR I
i C RSB HE (C-reactive protein: CRP) #5, ANCA
BT 5 ADOREHRDOFRIEEL S5 A 5WT & LTI,
A PR FAAR R, MR O B, B BRI B AE
2%, EBAARIECRP 10 mg/dL & ) A 5% T4
ARRTELTHIFSHN, ANCAY 727 5 R3AEGT#H
SRR G2 b o 72" KB AR SAOMERIZIXHEHRE
R E e, CRPPABEZ FRARKN T TH o 7205,
ANCA 7 & N HIGBMBUE A R I Btk 12 72 > T B
BITEFHEIAIRTH DL I ENHL NI R o7,
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I B2 KBS

RLVODBEAREE

BRI % (renallimited vasculitis ; RLV) (X &
RN 98 7% B8 DA o MLl dir 1213 M08 S8 IR % 52
DR WIEEFRBEAAV TS O BRI R & L CTldpauci-
immuneF: J AT E BBV R BRIKE 4% 9 5%, RLV
[IMPO-ANCARGER D . MPAOBRFR &L &% 2
5h 5™, RLVEBH SRR, BRBOF Y
% OH MR E S £ CMPAICEATS % 2O FEIIE ]
5 TR\AH, RLVERERE » A 7 & BAE &R IR LA
DI RFTHL 2 72 S L. MPARGPA & I & 1L 2 il
bME S TWEY, 7o, RLVIEEMO AT 5 i
BROBHEE D 25T LD TE, Pk ERMA KK
(glomerular basement membrane ; GBM) Ju& Bz fili

2.4| IRISEF & BIGEF

WEEXFI BRI A THEBORLVOHMBEIZA %, 2012
AEICHET SN 72CHCCHEIZ B W T, /IR 21X AAV
CRESARANE LD 200 N, 2D B,
AAVIZMPA, GPA. EGPA. H.—[B#rAAVD 4 & EHEIC
KRS, RLVIZ Z OB R AAVIZ)E L. renallimited
AAVERFRS TR Y,

RLVIZRPGND £ R IEED—>TH Y., RPGNIZBIT 5
RLV (pauci-immune®! - B T B P4 38 50 14 5% BRAR T 9%)
ORI LT, bATE TR < EATHER R
2 WF 72 PERPGN 7> B & o 3 4 # R T 13 RPGNYE B ©
420%12 Lo Twa

| 2.4.1 E=EEF

AAVORBRT L L Tid. ¥ 7 B L UHHFRRIET
HbH7TaE)FF+ 75 )V (propylthiouracil : PTU) @
BIEATE. LT 5,

U AEEHHFCKBICE TN I, BICETAT S
ADREE 2D, o T, BWICHEETNL. SKIL
AU, M. . R - 7T ARSE, TR, MER L
DT, ) OWENBEEDFAET B BRKROLSED
WFZElc X . ¥ ) A MEEE & ANCARB M4 %5 & o B3 s
RENTBY, vy AHEIMEICIDIES2EDDHZHD
D, 19~140, i S TWw 2™ 7, PRIAAVE D B
MPO-AAV, GPAX ) 4 MPAD Y A 27 L BH$ 5 2
EDREENT VS,

H AR T PRk % K T2 S O BUER], MPO-AAV - B RO

10

ZHERVBEINTEY, Ihd, RKaHOBEALFWE A%
EOF RN D 2 L ERRT BHIEEZSNEY, PTU
5 EAAVEDOBEIZOWTH, ZHOMIETLRS
TWwb, TOWEHMPO-ANCAEANRLND Z LHL
b\%)\ 27)0

BRERF & LToOREWEELRRIN TS, GPA
IZBWTIZ, Staphylococcus aureus?SFHE B & OWHIRIC
B 5 2 EAVRENTWRY 7,

WIFRIZLTD, IO OBRBEERN DR THIEZ FHY T
52 LI3TEY, MM REZE T AT 5 AR ICERER F
PEH L TIIEICES LN SN D, 58, BRI
HAEH % ZBICANRNT B LETH %,



| 242 BEET

AAVIIMAHEETH Y, o, kg —a v 3 JLkT
1ZGPA. PR3-AAVH% . 7 V7 TiEMPA. MPO-AAV
BHNZ LB ML OWIEOY > T4 XHWRS I,
RBBEAZ IR BN Tz, LA L, 2012481
G-y ROLHRIEFRNIEIC L 57 ) 27 4 FREETZE
(genome-wide association study : GWAS) 235 S 7z

OIS, 201313 ALR DL RS FRTZEIC X % GPA
DGWASS #Hik s 7",

A. HLA

I—0 v /3OGWASTIX., GPA 168351 & MPA 489,
ANCA® ¥ B YE 5 T, PR3-AAV 152161 & MPO-AAV
55611 7%, 685811 o xf Bk & ik & 72", GPAB L O
PR3-ANCAFVEREIZ B\ T3, HLA-DPHEISA R b B35 %2
B % /R L, & 51Z, a,-antitrypsin® I — K9 5
SERPINAI. PR3% I — F§ APRTN3IZ b H & 7 B A
W& N7z, —F. MPA, MPO-ANCAREHEREIZ B W T
HLA-DQ#HIBIZH B B E 2 sz, 72, GPA/
MPA L W) BERIGHE L D &, PR3-ANCA/MPO-ANCA
LWV ANCARFRMEIC L 2580l 25, BirTRE XY
WA RS Z E WL NI R o7z BB AT
. HLABEI O EIZ, ~— A —¢ L THwbL Rz H—
¥ 3£ # (single nucleotide polymorphism ;: SNP) @ 4
WHHE SN TWDEDOATH ), HLABRETFAKDO ED

TUVNVDEHET 22OV TRIRET ST v, Fiz,
HLA-DQIZDR & i\ GNP ICH 5 2 L 225, MPA/
MPO-ANCA Rz M8 T3, HLA-DR-DQHE I 2 %5 B =2 1%
BIZFHFAET B 2 E 2R TR EMRT DR Y TH
3

k7 v —F DCGWASIE, GPADAZRRIZ L T2,
AT TGPA 102061 & 3t B 27346 o i A fr b T
5o b MV IZHLA-DPAL. DPBIFISIZHBIZE S 1,
SNP#% FJH L 7zimputation® #% . HLA-DPBI1*047 ') v
AR BT B LRI N TN D, o0 O
non-HLA#& 1= 7 & L C. semaphorin6B% I — F 3 %

SEMAG6BIEE OSNPO A A ST b,

GPAIZ B ZHLA-DPOB#IZ, Dicd, FA ik
\J B RFZEIC & . DPBI'04:01 D4 & % BN 35 S T
WP, Slb, 2O0OGWASIZE ). BRI AR
N2 ehb, BEEDOREVEIREEZ OGNS,

— JMPA/MPO-AAVIZ 2w Tld, H A A% H <.
DRBI*09:01. DQBI*03:03& ® MM A3 L & T 77,
NS IRV ICH B T ) VTH Y. DRBI090I
K 1 28 IEMPO-ANCA R 1 1 T45.7 % A8 i BAE29.1 %
F v AHIF205CTH Ho T — 1 v SREROCGWASIZ B W
TH. MPO-AAVTIZ., HLA-DR-DQ#IIZA 7 B A
Bihsh2Z e EFBFLEVIERTH LY,

HLA-DRBI*09:01-DQBI*03:03i%. 7 ¥ 7 R4 HIZH v
TEDLOTHEDENNTTY [ T T DHH,
RN 77U HRENCZEDDOTHTH S, T2, H
ARNEFNIBWTE, T BRI, R FRE 57 16 i
MEI) o~F 42l £ OHCRIERE L OREIEED S
N%. HLAGFAKRDPHHIIFGT 500, b e
AT H 2 3D DBIEFHEETH L DN
X, SHROMEAPLETH D, /2. I—0 v SREFIC
B1F 5MPA/MPO-AAVIZ BT % BMHLAT ) VO E
W2 H BEIRAHR - B,

g—ua v\

ZOoOWnT

B. HLALADERT

GPATIE, BRRIZBWT, I F TIZHBI/NED
IEIC L D £ ORBIEZMEBIZTRBEINTED,
Z®OHIZPRTNS3. SERPINAIS &M T\wb, PRTN3IZ
PR3-ANCADHIGHLE TdH . SERPINAIAR I — F§ 5%
a;-antitrypsinit. PRIDFEELZHER T THSH, 2D
Lld. HOPUREA &R BIIEIC BT 5 B ChUE BE 51
DEENZONWT, FREWRRE 525D TH b,

AR, o A CRER BB O R R E T %
CEEBRME LT dEE gy MERIICB VT, 30
H O R EIC BT L 22 &2 is T L GPAL @
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K4 v NMERIZBWTCD226 (DNAM-1 ). IRF5. CDK6.
TNFAIP3: ¥, 4 1) 2 N4ERIZ B\ TIZCTLA4,
PTPN22. IL2RA & OB AL ST w5, CTLA4,
PTPN22I22WTld, JLKROGWASIZH W T b B0 i)
DRI TW Y,

MPO-AAVIZD W T, F—1 v 82817 AGWASEL
HE TR BB ET D DTH BY, IR,

ANCADES

HA ANERIZ B W T, MPO-AAV 23261 D #iitic & b
IRF5{% % Bl & 38§ 2 SNPO R M2 H s S hTw %,
EHWT) T =T ARE, THAL vy —T 00
MEIF LT HRBLBEDO)V R TIVTHLIEND
MPO-AAVIZBIF 294 b A A YEREDSINS OB LI
RS RSN, SHOMGESHITES N5,

| 2.5.1 ANCA&ANCARSEmMER

ANCAD I IEHIR D 1 2 Td 5 MPOII AT i Ek DAl
TAENO 7 A= VIR RIS L, TFEICBWTRLY
) YRR ERT O et TIdcANCAS Y — v 2 25 5
A T — VB ER TR 2 S il RE L 72MPO
DEDOHEMEOME D 5 N THICENG T /e L. B
FEBEBICEROINDE T ENGhoTWwD, EIZ
pANCAIZ. MPO%. cANCAIIPR-3 Z #IsiHilf & L T
WBD, TNLDNOHRGFZ2ERE LT e b dH
D15 FEBE MPUADEETHMmEKE LTlishT
BY . RIS S MOHUED B I E R R
AEH T 2 HCHAO I HE SN Twd, Lo
T. H1E T3, pANCA =MPO-ANCA$ & UFcANCA =
PR3-ANCA LR E T2,

AIBTiE, PR3-ANCAIZH LT, MPO-ANCAAZ \\»Z
& DS A S ATV B R BT B A gE, SiEAT
PSR ERIRTE R RS DT o 72 EEEBAES 7 > o — MR
(1996-20004F) 12X WIS A IC ST W20, ANCAD
PRI 2 HAR (F) LIEEOREFRL KR L7202
WA (2000-20044F) DFERIZB VT, HHzdTHIKE
i TpANCA/MPO-ANCA & cANCA/PR3-ANCA® I %

EZD BETOANCADEFBEETHORE"

1 (911

PANCA/MPO 156 (65.6)° P<0.001
cANCA/PR3 0 (0.00 9 (83.3)° P<0.001
Negative ANCA 5 (8.9 2 (7.4)° NS

°In three cases there were no ANCA data available; (%) .
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CRERMED DD Z LMW Sh7 (R21) Y,
ANCALBEBEBIZOVWTIE, HEROEZERHEIIB
T, ANCABMIME ROMKGEE L2 A, A
10075 A 72 ) O 4E B i I3 A ek Tl R & 7
EWIE WL DD, MPA, GPA, EGPAD A EI&IT K &
CERBZEDHPIL (FR2.2, M2.1)

BETOANCARBEME X DEFAE TOHE

Japan UK
Male:female 24:32 13:14
Mean asge (year) 70.4 63.5
Incidence total/million 14.8 (10.8-18.9) 122 (8.0-17.7)
Incidence MPA/million 14.8 (10.8-18.9) 5.0 (2.4-8.8)
Incidence GPA/million 0 5.8 (2.9-9.4)
Incidence EGPA/million 0 1.4 (0.3-3.9)

HER TOMPA L GPADFEAESEE LB
(2005E-20094F)

*Adults (215 yr) /milli
Norfolk,UK (215yr) /million

(n=50)

CSS

Miyazaki, Japan
(n=86)

<o Malnly MPO-ANCA
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2.5.2.1 ANCADIERIDIFHER

BRI, BRGYE R SE RIS L DI b s Ll
W5 DOMPOXRPR3%Z Mlfa K12 L. MPO-ANCAX
PR3-ANCAHUfR DFab2sili & L. ZHICIFIE L CReZ %4
AR L CiFhEk % S SIS b 5 LHEE s hvTw
bo FHE, FeZBMRRIE~ Y A TRIME L% IIE L 2\
% L T, MPOAMPO-ANCAD S ISHLE TH 5 T & 13,
MPOXE~ 7 2% W THE ST 5T, Kifitko
SIGPUR OMPOIE, H,0,% 388 & U CHlNa & 2R 3 F
FCT MERDOFIERBEICE G LT EEILLRATW
%,

MPO-H,0,5% & H§ 2 i ER D Gt - RPN & o THAK
MICAM ARG EZT S8 I3 FEE ERIZL-T
MPOXPR37% &S ML I S, RIEDTHE 5 & [l

K227 )7 3, CRPE AR L XV DZEE) %2 7R o
M58 2820 IR O BFE O M I2id, SMPOIEEE & b
WAL R ERAEBR L TV B 2 LSO NI % > T b,
COEHITLT, EEROBEITIMA Ty AERANIAF 24
Nt % 51 & 23 4 P ER O EILIZMPO-ANCA PR3-
ANCADHELS b o T,

—7Ji. ANCAIZ. M EROBFEICIET 5 Z &2 5 if
PEAL L 72 0F i Bk RIS HUR 2SR S, Z 0o HiE IS
ANCADHERTH I EDBHLNII R o TW D, ZRICE

D IME NN E oMl EEFRT 0T EET S
EEZOLNTWAS, F9E, ANCABME I KO BF OLRF
IR L S h Ciliiih 20 <o TH Y s bbb
5 LM% F5E T % 5 FOMPORIG R R 2 il L
RIVIREIZ R > TwD (B22A), 720 —H T, WL
ANCATH > COUHEICHDIIRL 29 THhWH o
Hb, Thbb, UROTE =712k THEICHD S
WEEEDSHL 2R > Twd (K2.2B)

FThbb, ANCAODTY M~ TR BLETHL L
AR SN T 5o MM S5 ML T O ANCAHUAA
DEFNE, LT LORBORBELETH L T wBidd
0. JRREL BTG T 5 ANCAIZ T2 ? & D SEM A5
méhfwéo:@tb\AmmmﬁEk@ﬁm%ﬁ(l
Eh—7) LIBLDOBRENITT 52 &R EIIR ST
W5, BRKTIZPRIANCADE W & A5, SpecksH D
FN—=TF2&Y, BABEIILWMPO-ANCAO LY —7
& EHTH ARV T — 8 2 s L 72SuzukiS 0 7 v — 7
CEBIE b =TI 2%, ZHZNEUVASE# TR
MAsPeE E 7z (Parma, 20104E 6 H)o MPO-ANCAT ¥
b= TN W TH RIS T 5 &, MPOZ Lo DB
5312430 T, Escherichia colilc TEA LMEEZ 75 7
AV ISR 00v ey P ERAERL, A 5B 8
HEOMPO-ANCABUED LY+ — 7 %7 L7- & &, MPO

x2.2 MPO-ANCARS:EIE & BEREM AR h DIFhER#EEE E MPO-ANCAD I E b — 7" L iREE
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F<0.01
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DLALIZE o7 EEY, & LTHHONK KB &
O C AR ICHAM TS 5 ¥ b —7% 3 DMPO-ANCA
PR TEREAL L B L T aY, 512, [HEAEY -
MR (PEE - WA ) 2004-2006] 2B WT, iz
O 155 9% 17661 o I {5 12 B 17 2 MPO-ANCA®D T ¥
b — 7 &N L. FFICMPAREHE B X ORPGNEH O I
3. HEEDONKGHB L O CRIGICHMTIUET 52 E b —
TERLI: (H22B) Y,

2.5.2.2 #FilcrEenEFEo7Om—Y)b
MPO-ANCA B X U'PR3-ANCAH CHUERBEETH - T
b, MEREL LTBMISNDr —A03H Y IFpERICHS
LA DOHUED B\ IFEIEMAE NI/ 5 A C Pk
DEHEPBRET SN T b, 7% DL, pANCA =MPO-
ANCAB X UcANCA =PR3-ANCAE W) T LIk b,
Z®»7z2%, EULAR recommendationsid. [ #Ghufk
% (indirect immunofluorescence ; IIF) 2 & % 4% & B !
PUUF b BRI B Ptk (perinuclear anti-neutrophil cyto-
plasmic antibody ; P-ANCA) & ¥l g B HUhT b sk
PifF (cytoplasmic anti-neutrophil cytoplasmic antibody :
C-ANCA) o[ LELISAIZ X 5 Pkl g DWW H % 179
TR S TW 5", TIFE TIEMPO-ANCA % PR3-
ANCADHDOANCAZFRETE L2 A6, IIFKIZL S

ANCAF#E b kIA L LTEELE X 5N 2", TIFEIC X
% ANCAM % IZFGPAT R B @ e & L CTHI A T &,
ELISA% v F TOANCABHEGI OB ICIZFICEHTH
5o

Mz T, MiEANCAEDBETH. 9 L bIRRE &M
BLZWEESHY, € b—T7ORBEITMA. #i-Zit
HOFEDRFENTETVL, TD12E LT, ELY
YHURDIAENH S 02k 5722 L TH Do 37 ASRERK
it % P BE Al I A\ MPOSLAR 25 T 45 B 3 % 0 IS 43 1 %
moesin & [ &M, £ DFimoesinFi iz, PN D
FHOTORRILAZFHEEL., MAAVE T VEIMSCG/Kj~
Y ADMBEHIAFAE LI CZ 0%Bs LA T2, 2h
5 OFERD B, MAAVEF MLE H T O $Himoesinfi ik O £+
xR THD &, EFHH I LSO imoesinfL ik 5
FHELTWDEZ EPbhoTE/, £ LT, Pimoesindi
KBTI, 2L T7F = VEPARICE S, ER o
MCP-1. IFN-y. IL-12p70, IL-7 & & fli% 7% L Tw 5.
—7Jiv Pimoesinbiffid, &FHEkICHIG LT, IL-8. MCP-
1. IFN-y 2" L5525 (K2.3), F 72, @G Pifkmag L
7ePURiE, IR E OGS LANIRER 2R3 (K2.4). 2h
LDHFEEDNDL L, HimoesinbiFiE, MAAVOIHRER 5
FHIEICHG- L, BimoesinbifA2SMPO-ANCA & #8) L CliiL
EREFETDHBACHI TS 2 2 L2l Sh,

MAAVEZMED ICHBECHE - HimoesinfilADELEEREY—H, Y1 bhH1> - 4
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. 154 THiMoesinbi A # I T & %5+ v N ANCA-
Fastb BB I N TV 5,

LA L. ANCAZ EOHEHMKDEAIZ DOV TG h o
TWHRVORBIRTH L, £D—HFl& LT, MPO-ANCA
W5 1k D Jili T RE AR 72 A B e S HHRE U 72307 A DR A2 Tl
Bx & 72 LERRHE ShTwa®, Zofslid, Hik

MPO-ANCA

A, D: fimoesinfifARB3 4 BB ME. B, £ MPO-ANCARBMIIE. Cand F:

Healthy control

IR eHoechst33342 dye, Scale bar : 50 um.

DORNEEZ B ETRRIRELDTH S, ZNIFRED
PP D 2L, FAERCBITLZDDICE S, H
B\ IIHURDRRR & 7 B 3FHER 7 & O S R M A N B
M B D SUSEARE R & 558 2 21 TW72 b O IEAY
THbho WTFHIZLTH, HEYUKD AR Z B § 2
CEDRRKOMLFETH B

| 2.5.3 AAVOBRERIFLABENRCERLEFILIIR

M55 % % FARFEIET A~ 7 A121d. NZB/WF1. MRL/
Ipr. SCG/Kjaid 5, SCG/Kj~ = A&, P HMRIEH M,
AT R Z S HRIE L. SE - #1710 PEkig R
HEAEIG- L. MiEMPO-ANCAMEAEAMRIEKIZ %S I
A5 2 L05, MPO-ANCAZINAE #5125 L CTw

BZTENRERTRE @Y FHMEF LYY AL L
Tld. ¥ 7 AMPO-ANCA. ¥ 7 ZHMPO% T 5
splenocytesiZ 512 & > THEENBHAAVEF V<7 2
%°Candida albicansHi3k%F (CADSRCAWS) I2X - T
FHHENDRERBIRME S~ 7 2 b D2,

| 2.5.4 BigI:

ANCAIZBI9 5 EBE Y R Y & [The Asia Pacific
Meeting of Vasculitis and ANCA Workshop 2012 (AP-
VAS 2012) | 2Bifit S iz, [EEIGMEMAE SIS 3 5 A

WFZedE] X Lo, EWNANOBEESE? S OMRZED D
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| CHCCHMIOMPAIZAEY HEMFRT R TGPARAY—h—&Y |
v
[ @A RAL. GPARMT—H—HY. PRIMPO-ANCARME |
B0 -
{ MERERA RS SEERRS SURRT R TGPARRAT—p—4L |
iz
1 R4EL. GPARAT—A—L. REERATT—H—5Y, |
PR3- 5L\ ZMPO-ANCARRE (RLV)
()
CHCCHHOCPANI= & HY SHIMF R
[ ceav | Iagmnt;ﬁis ‘
[#mrme

IO & UEED)

% 3 BB IIMPAS T, OBEFEE/N A5 48 O A i
M3 X O ERRAEIR - AT 2H ). GPARA~— 74 —
DRVH O, QBRI RIZ R WS GPAKH~— 7 =78
. BMERRHY =7 =25 ) ANCABHEO b D%
ST %,

BB WALEBEOH P AN EIE. CHCC/H DI
PP R I 4 5% 3 B W I3 SR A S S RT R DN B IR 70
L) BHIBWT 5. EROETOLEMICHEL LR
i [EAR] L35,

I 3.3.4 CHCC2012%%

20124 ICCHCC2S e 2 & 7z (CHCC2012). DLTFICE
BYEERT o
1) #ileh73) — L BHOEHE

PERORBIMAE 5¢, HHRIMAE %, MM R D 3OD A
7 1) —I|Z. Variable vessel vasculitis ; VVV (%% 71l
BERETINES). Single organ vasculitis ; SOV (B —Jii
oI 4%). Vasculitis associated with systemic disease

(5P BT L7214 %) . Vasculitis associated with

probable etiology CGREAHHH L CTWAILE %K) D4>D
173 =T R bR
2) MIMERIZ2O0HTHTIT) —I2% 572
AN J%%, ANCA-associated vasculitis: AVV (ANCA
BEEIM4 4¢) & Immune complex vasculitis SVV (%8
HHREMER) O200%7H 7 T = HIS .
3) ANCAPBEIME ROWEHIROLE
BAMEEN S S IME & (MPA) (ZAMDEENR o 72
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I E3T B EHRE

25, Wegener A3 lEE 1XGranulomatosis with polyangiitis;
GPA (£ FME MW FENERE) 2. Churg-StraussiiE & i
13 Eosinophilic granulomatosis with polyangiitis ; EGPA
(RFERERTEZ JEMLAE SN RE) R S Nz,
4) R GRIEME S OPRBAFROZET & Pl
CHCC19941Z Fe#% & 11T v» 7z Henoch-Schonlein S5 BN 4
IgA vasculitis ; IgAV (IgAl5E %) (2. AEWZ YV + 7
a7 v IfiLdE A3Cryoglobulinemic vasculitis ; CV (7 1) %
a7 YMAEENE %) CHREE SNz, 261220
# 7 T — Tlid. anti-GBM disease ( HIGBME ) &

Hypocomplementemic urticarial vasculitis : HUV (Anti-

Clq vasculitis) (A AR MLRE Pk 6 0RR95 BRIILAE 8) D23 B
7B S 7z,
5) NAZE LB TER SN 7B EFH 7212
2 HNI A
NS 2D NG % i L 7z 3B AR R Im g 12 2D <
RERAICERINZ—)HT HEAOAH &5 L 72
Takayasu arteritis (BZEIIRYE) & Kawasaki disease (JII
W59) DFRRIEITR- 720 Fiow ANAHDIT SO REE L
TH7212Behcet’ s disease (WX—F = v MJF) & Cogan's
syndrome (I —4 VHEBERE) 29b - 72,

| 3.3.5 HHEEEEEOHA

20034 LA, Watts 512 & ) 087 )V ) X A ARG &
N, RSN 2ok, 200847 SEULARE ACR%
HUZ, EIBSIICHE — SN RESVETH L EDEZ D
T I LB RO - g3k, oHiEE, BHEED
ERE ] DA TWD [FEHIZEH (Watts RA. Lugmani
R) BLUHAEDLOEM b & 7233\ Dsteering group
members]'”s

o BIER R, BHOmOBEPME RG22 Fn
TR T H I I E B MEA & BRI 8RR L o5
W OBEERDE) LTnwI) Ew)BRTITbh, &5
12 BEINDMED A AHWYFRNTHLHE (K- -

28

ANMAE) . FEREO R WEE B X OGEARROEHE 3T,
FTRTOIREDS [classification tree] (2GS NS
P72b THREF S M7z ACR. CHCCOZERETIZINY i 5
NTWiAh o 72 ANCAD EEEAFER SN, HD TESR -
SHEOHIZE F . ANCA-associated® JH H b Mg &
7oo BUEIZE R EOBKIETH 5705, FilzenFicHl -7z
SEBI DR (5%H) ORISR (Classification Criteria
for Primary Systemic Vasculitis; DCVAS) 2SHA S 50
EEIICATOINTE D RRWICIEBIEED REIND
FRETH B,



| 3.4.1 AAV : GPAEEGPA&DES

MPAIE AT 5 BRAR T 9 & BPEEI 7€ - il i
MOMEERERELZRE T2 0%, GPALIE L TR
BOWFEVEIAERZE DO H B L D EGPA & 13548 3 i
BIGAT & A MR ERIE 2 - AFMREREIIC X D B s,

CHCC2012CHIREh A ME R DRI E EH

L2»L. MPARZNE - BUAHZ & LId UIRIsER 5 A58 &
D BT 2R AR T RIER R R MR E ISV,
TR NAI DT REEZ BRI T 5 2 L HBLETDH
%0

E I

Large vessel vasculitis (LVV) ;: ABIIME R
Takayasu arteritis (TAK) | B&REEIRA
Giant cell arteritis (GCA) ; EBA3I4EENARA

' &
HOMEAL YL XEBRNMRESNDEDDOMER,
BIRE X DEENR TH D, 5P BH 1 XDEF

RAVEARIG, K

FB%ERTRZD.

Medium vessel vasculitis (MVV) ; chEIMER
Polyarteritis nodosa (PAN) : #6142 RENARA
Kawasaki disease (KD) : JI|U&5%

TELAREIRE X DD THBPEPRDECRESNZIMERN, EDLD
BY A ADE|ET LRI T D NEMBIRBEIOMEN L <L,

Small vessel vasculitis (SVV) ; /NBIMEBER

EEAD/N\EDAR. MBEAR. FBME, SFOWBERIRG EO/N\ME=E(ICRE
IBMER, PEERS LOBRNMBSNDBELDH Do

ANCA-associated vasculitis (AAV) :

ANCABSEMBER

Microscopic polyansiitis (MPA) ; B8##589% % 8 AGranulomatosis
with polyangiitis (GPA) * . ZFEMEBER

MAZFEAE (IBR8WegenerAZFEE)

Eosinophilic granulomatosis with polyangiitis (EGPA) * ; 3Bk 4%
KMBENMEAZFEBAE (IBRBChurg-StraussiEiEss)

Immune complex vasculitis SVV .

REESEEMNBEAR

Anti-GBM disease ; $#1GBMj&

Cryoglobulinemic vasculitis (CV) : 2 U x0TV VIFEMMER

IgA vasculitis (I8AV) * ; IgAmER (IB8Henoch-Schonleins&HH®)
Hypocomplementemic urticarial vasculitis (HUV) (Anti-C1q
vasculitis) ; ERAMEUEBMZHRMBER FIC1amBER)

Variable vessel vasculitis (VVV) :
BERMBEZRITMEAR

Behcet's disease (BD) ; N—F 1 W ~iF
Cogan's syndrome (CS) : D—H VfElRE:

Single organ vasculitis (SOV) ; 8—E3DMmER

Cutaneous leukocytoclastic angiitis * : RS MEREFFMEMEAR
Cutaneous arteritis ; fZEEIARA

Primary CNS vasculitis ; RFEMPIRSRAMER

Isolated aortitis ; FMFMEAEARA

Others ; ¥ Mftb

Vasculitis associated with systemic disease ; £5&EBICEE L o MBEA
Lupus vasculitis ; U—TRMER

Rheumatoid vasculitis ; US~¥ kA RIMEA

Sarcoid vasculitis : #)U34 RMBR

Others ; ¥ Mftb

Vasculitis associated with probable etiology ; /AERAHEAL TO 2D MEAR
Hepatitis C virus-associated cryoglobulinemic vasculitis ;

CRUFFARDA VREEL U A 007 VEmER

Hepatitis B virus-associated vasculitis ;

BRIFFAR D JU A B EMER

Syphilis-associated aortitis ; #BH M4 KBAT

Drug-associated immune complex vasculitis ; EXIEERBESHMMER
Drug-associated ANCA-associated vasculitis ; ZXIEEANCABEMEA
Cancer-associated vasculitis : FEREEMBER

Others : ¥

* | BURMHAERSNIES
(Jennet JC et al: Arthritis Rheum 2013 Jan: 65 (1) ; 1-11&YU—888Z)

RIRBN'E 2 12<BONEEAEHDNEVEEEMER. EID/N\ME (I
BHOEEMME, BEMR. BB, SLONBK HRSNSD, STOXN
AEIE -+ (MPO) HRMANCAZ B TOT 1 F+—+3 (PR3) #HRM
ANCAEBIEL TW 3B, INTDRZE TANCAD'RDL SN BHIT TIEGL,
I\/IPEOéééN*(L)A\ PR3-ANCA. ANCA-B21473¢ &, ANCARIGI4 % 7R 9 #3855
PBEE B

TN mE (BRI, EMME, BB MEAR. SFOV\EAR) OmMEE
CREIOT VPRERDDPEENSBEICLE T 2MER. KRGS
RIBIREICHDNSD,

BRENBZMEICEBUMENRZOMBRT, BRLQR YA XOME (K, P, IV
ROBRLBARAATOME (BhAk. B EOME) CREZ£ELCS.

E—DEBICELZH50 YA AOBRROBMONE T, 2HEMER
DERBKICHSHNICC EEZRIHHNG V. MEDD DEERUMEDSR
A THBHICSEND (PR REI\MEA. BEMEAR, CNSMEAR
E)o MBARDNMIE, BBDPTHRMENLDIHM (OFAM) THD, SOV
EEWESNICREDPICE. BIOBERDBSHON, =HMMBEAE L THED
BehaBeh %2 BIAR EEBRADRICPANELR S E),

MBADEZERICHOICY, 2HRBICHHKT RGN D5, B ()
[CIEBAEBERET ERBENIT 5,

BEDARRCEEL TOSMER, B (ZH) ICIIRBEDEEZREYT
BB ENT B,
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I E3E B EHEEE

| 3.4.2 AAVIIHOINEIMESS

RIEEARIC & 5 MAEHE 2 18 L 3 5 PIGBMBLIAIN.
s VA 7Za 7y v iE K IgAll % % (Henoch-
Schénlein) . A A ML 1 SRS M LA 95 (BUCLadifk i
BR) PEINDL, COREEAMNERTIRE 0T
VYRR M RELE £ R S &A%, ANCARH I
FREDENTH Do HIGBMPLAIE 1 5 BR k< il g v
B D ZEE IS RS % H Chufk (JIGBMELE) % 5K &
L. 2UEATHRERIAE 288 L Oile iz & 7257, 2
F a7 APEME T FEICIgM-) 73 M A FIRF & 1gG

05 7% B HIEREMERER G RORAE IZ L 2 MAERT, &
BE - MR BE, BEPEHEGE R ERIRT 58, ARRIAIRERL S A3
T AIARIETEIEIC X 2 MR 2500 5. IgAll
HRBIGAIIEE RIS X 5/ EIMAE 58T, P - KT
L, A > A8 TERERIRTE 28, I8 - AL i
I, B EIRE AN & A, AR AR AR Pk SRR T AR 1 T
ClaPiRDOHIARIETEALIC X & ZERRIE RRALIE & AR AR IME 2°
FRO T, BUETZE, BFREE. RERMER. MREPASE LR
Bz dii

| 3.4.3 BPEREEMER

SLED a2 (I3 M4 Je R ke - AR 2 52D, B
B v— T AER, MREER ESHRREICES T b
V< b PR WRH O #ST LB v~ F T
SBEIAMESR R A BT A 2 LB D ANELE ) R
TERGMERZ ET 5o BEHRTIRMERICL DT
R - B ES. HALERER S G0 5. ik
E TR MAE R F I EAHETD ). O AP/
HERMBIRONNEIE - 582212 X B SILETEE 7 U — €535

FES %o PIRNAKY X 7 — ¥ MPkBERL AT 04 ik
WD B % BB THIE) A7 BE. 7. MPO-ANCA
Btk O AR BAR S S 2 & 0F L. IER IR 2
V—XBIZH#ETTH I DD Do Behcetdi DBz - K -
IRZ ORI PAIEMEMAE R TH Y, p - RAUMAE 5
(2 &0 ke VIR I R B ARPAZE - BIIRIEASE Z 5o A S
RO IYE, PUEHUE T & 72 A CHURTINE 2 FhE L.
BIEIR DAL Z KRS 5 LD %o

| 3.4.4 BEREENEY

AL, N (&% - 3 25 IdRE ey
(BURAAFE - MRS RH) 12 & 0 AR E 2% L.
FHERER & & BB 2 IR H 2R & o At
W2 B & 5 i SV PO TR, SRR
(Bfige, SRERBE R L E) &, BUNERICK DB - K

JEUAE IR R Wi 2 FEARATE & B0 ™7 A IV AL/ - H A i
REEZTHOE LT, BEFRY A VA, CHIF.> A
VA, e MUERETAIVA, A4 MAFTa T L IVA,
WERT A VABIIOD L L AIHNT W %,

| 3.4.5 EREGEMEYS

MAE M. MARTZRE. A PN B2 AN s 58 2 ke = 3T se
DO LHERL, EREMERELZFHFLL) 5. —F. fiH
X B¢ 3 (PTU). D-penicillamine (D-R = ¥ 5 3 V),

30

hydralazine (¥ K5 5 ¥ ), allopurinol (7271 ) —
V) 7 EOFEHITIIMPO-ANCAZYH L, —ERIC I %
MNFEFEE N, F 72, minomycin (3 /<343 ),



hydralazine. procainamide (707 A4 7 3I F) L&D
HANIHAIHIEN — T A ZFHE L MlCMERE 2T %o
PAEBAET ) 7 = F 7% EITHBE S T 2 BTN T
(tumor necrosis factor ; TNF) BHEIEDS, V— T AEE,

MPO-ANCA BRI %%, IgAlfl % % (Henoch-Schonlein) .

PANBIMERZFRTLHIENEHINTV S, MEL

e HYe AR OMGITEREZET b

| 3.4.6 MEXELFEESTHES

A. ERHRE

B. BHES

7 71— A IERAE TR B IRMIRIE L E 5 a L A 71—
A EDSHIEE - Bl S 72 a. ADBIIRDPHZE L. JUE
o & 31Zblue toe syndrome. BAE, MNHEZEZ &4 Eds
BEEDGZ 50 HLU VIREPURIEGREIE) - Bk O ke
ARV R L. HEMERE L RS 2D %, HiANVTF
VY Y/ B2GPIPURR NN =T AT »FaT7 75 N
TETH Do W MLPEPR 35 I B E 13/ LA PN B M o0 B 5
% AR M/INBCR A P S BES (X L% von Willebrand -
IR E ADAMTSI3OWE AR T 2 BA & L. /MR
SE L EMAMICMZ T, BAEREMEES BT 5,

EVERESS 3, SRRARIRRIT IS X B SE (57 B 1M A
%), W HAEROER, BENEEOIE, NFTaTA v
IMAE 72 &R B, MAEREAN OB % &% M bk
P& D MEREEL & 723 £/, ORRHE I I E
WIZFEAEL, ESMEERE & 12, B B ik s
WS MEDIES IR Z o BEY /N E O M PR
Fa BRI ) > X Rl 122 L e SR & ImAg B
P 2SR & % 4x S s 0 /N IAE P ZESE AR AV 2
o ) ¥ SJEKRP S IESE TIIGPARR D 2 FEMERS Hi % % 7%
Db
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Sl & REE

ANC ARSI X DHERHR

| 3.5.1 ERENSRMER (MPA)

HERAR TR OB RIE (RA) & F Ak (B,
C) ZSHBLL. BFEVE MR EREE £ogz By
5o SIEREW LI NS, ZHEpauci-immune®! T
bHbo HRIRKUSTIE, IRME RECHLERIE T, BT

KRR S 4 g orh - AN OB IR SEIEME M4 75 & 32
LI EDNDHAH (HD. E. F)o T/, MiEMIMAER (X
G) REFERMETHIMER (KH) »ROHLNDZ LD H
%o

| 3.5.2 SHMBEXMEASFEE (GPA)

FAGERNC, BIETEAFIE (1) R A3 IR 1k S T
AABO LN L. WHENOBIEIZIIXIRD 34 2R L.
PRI IEEBEMEOMBLZ S (K)o iFhEROESR)
5% 5M/NMEEDEOSND (RK) o il Bk (2 i3 1
EEEAOJIIEMBRE 2B 02 (L) HiTHLE %0

RonbZ bbb SRIREITITHEIEIEE A BB SRR
HERE RS (BM). SEILEY % 720 %\ ZfEpauci-
immune® ORERKE R TH L, oM, BEiZLoLehk
O - NIOBEIIR S & OEMIMAE (IR M 5 % 7250
5o

| 3.5.3 FEESRMENENSEE (EGPA)

- AN OFRIEIR 2 i s, MEIIR, BRIImAE,
Ik L OV o A W ZEFEPE NS AR b B o M JI 4
AR Y 9 225 (O Wi . EAEE, B
B2 7 EDHBIIF R TH 5o FEE MG RIS & 1
VIS RHFRREES RO 5N (BN). 720 £

BEMEOMR 2RO 55505, MBBHEIILTLD
H RN, L ORGERRRIREL I R DI R
52 GFEREREE 2 A ) MAE S A 31 203 A (28800 7 i
RTsHs (HO).
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BOE DEEIEEE

XIH MPA ; ERMIEEMME %

-

GPA ; Bt T AFEAOSZE R
(RIDIEK )

. ¥ .’f "‘
E[ED GPA ; Fhfg/ MRS
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g

GPA ; SEFEME B TR MR ER A

L=

EGPA ; B F OIS AZE

£

EGPA ; FF-
I ¢

T e T ‘s-{*’:

EREENAROIFERERRE & # S IR

(OigHh o —3m8)

FHERH

#HAMMERICEAT 2REMEN AR - RESHS
A EF,G 1 J KL MN

WNERE (NPOEAILBESREL > %—) HB,C, D, H
NER® @< 7 FERAZEER) KO
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| 361 wm

ANCAMEME RIZBW T, 2EFH70~80% & &% D
HEO R WG EDFRETH ). BRE T Ho131T4
BICTHRIFML 2. #60% CTEEETHAIKMEE % (RPGN)
ZRDTVD, TORPGNOA M, ZOIEEES X OH#EAT
JEDSANCABI M E RIZBT 5 F#H. FICEFHRICHED
THCHEL T2, BRNEORMKRWIEE LTid, B
i JFICIE 7 L7 = AEDSVE S R - WG EpTE -
HRERE % OB OB O FEIHEIZE TN TWw b, RPGN
%23 5 ANCABEINE RICB VT, EWb. THPEB GRS
BHERE (MG 27 L7 F = Vi) 6 B4R I I 5 CRPE
10mg/dLEA b, BlifiZE O A A A P2 0. B aE
BikEE (ILE 2 L7 F = V). GBI R MG CRPAE A
KIEARENOTFPHRARKNT TH D Z LIZMA PURERE
FLEESUA (glomerular basement membrane: GBM) $t
GBI CTIXEFHIARTH ) ZEPHLN L B> TW
Bo —Jiv AR, BMRALFRE. FFICTF v Y ARBFIZL D
FUSRAID ML TE Y, IE7 LT F= U EOR L S
TR AR 7 L7 F = UM EREE. 25121
W12 == — 70 &b ZRE L 723l 0 F RHWIRE
Ehd,

ANCABE A K OB IEHEZ I 2SEHTH D
RIS D R VS B AR RS 12 X 2 BHIAR RS T A3 D T

Tdh b, ANCABEIE RICHB I 5 BFWE L, Mk
I L B D SR ERARI IR A & MHER R 0 H AR DT R
R 5N AR RS R BRIAE 48 (necrotizing
crescentic glomerulonephritis) ASHLERETH %, HEHFC
BV Tid, EUVASIZ & D 2P AR & REAL SR BR R
A OAREICX o LB R, B RO SRERWA %
AL L 72 B AEMGHE S RIE SN T 5o BATENIZB VT
& [2SGEI TS SOERE O BHRERST (WD | TRk S
N7zgrading & stagingZrHH 13 IEw 13 7 I IE, BREH
BWO—FEIZZ LW EAVHH L7, F72 EHERBK
- CEAREY - BHREWEOREX ZhEhAaT7LL
72 B BRI B 19994 AR D JE Bl D W Ay FIISE R -
WREOEKIZL Y, BPROTFMEIHREE ko7 20
720, IGHEATEHIZ EH E L72MPO-ANCARL D FHE
T A IR ST W B, Ol E vz
S RN % TS B 53 T e B T DMGEIE 5 DO RE

— 73 BRI B - AR T ORFI S & . BRR
FREIERE 2l ) A TH IR 2 a 7L S
HOTREVED D U i B R 0 & PR 71 B L
% AL A DA TR O B R4 1% O T BE /T O R
ELTEEINS,

| 3.6.2 BEESE

ANCABI#EME RICB T WA SETIE. RPGNEZE X
WL O B O Y4 & BIE B, RPGNA! % 5 JiE 6,
RPGNTIL{E 7 L 7 F = libmg/dLLL E D& % & B
BlE L Twd, 5612, HIGBMILARIUAEIE CILE Fi%
PARRTH Y, REEBNSTHL T2 [HE3EB].

ANCAPBE M55 9612 35T B iG Eh M %2 3Pl 5 2 BRR 19 7%
BEZLTAN=I VIV 2mMEREHE R T
(Birmingham Vasculitis Activity Score: BVAS) #%UJH &

NTBY, ZOHWTHERE G, BIOLE (9555 e
95mmHgll ) - &EAR (1+3d L <1302g HULE) - MR
A+3 L < IFERMERIOM, HPFLL L) OF#, g~
L7 Fo B LU Z L7 F = U0 ZEA (30% 2L
DER) YL ZVLTF=r2) 75 A0%E (25%
D EDOKT) TAa7ftshTws [H#EB].

RPGN% 23 5 ANCABIM M 412 B1) % Ay B L O
FRICHGTHRTF L LT, Fin, Bk (G2 L7



=) KIEFTRORE (MFECRPH) . MR O FH #AH WERIROFN L HETH AL EPHLLTH D [
BETHLIEPHLNL > TBY ., [REETEE % Bl.

SEBREOBHIRET B TIEEITIE D W TR R %720 20104EICEUVAS & 0 iy S M7 BRLER 8 C©
A TAL L 2R B E S BBER S Twd (R OBGEDTHRIIZHED SNTWD, FENIRIEZ SR L C
3.15)0 AFERER I L B REDER %2 HH L TOMES W72 & Tz,

Th, THRTEIIURTH Y., 71&mEEMTHRTHRLE

BRARFTR DA T7ALIC L 2 EEEDE

Aa7y mEZ v7rF="4E (ng/dl) * FEi %) MWREOAFE  MIECRPE (mg/dl) *
0 [1<3 <60 Elg <2.6
Ji 3=[]<6 60-69 2.6-10
2 6=1[] =70 H > 10
3 BT A

TG R O

ERERET R EIE B =7
Grade I ~2 =21
Grade II = 3
Grade III = =
Grade IV ~9

| 3.6.3 EEFRRIC &3 : BAICH DL & HRORIK

1. §A

BRI, BROBMOALR LT, ZOHEEI TH#
OFH, EHFDIRIIOVCTEERERE IR L, BRE
WOBELICHG T 52 b > TWwb, ANCAR
RIZBWTH, MR, EOR, BEREORE L & OBRIKNE
2T H 5, M ROBFTR € OWEB P4 S B
ZEOTRHEE L e 2D &9 BRWT IHBIHEIRAILHGHR
DR EZR Y BRI EREE TR E TS SR 2
B 7@, MBI X 2 FPAGE G O RIS H L4 1
ZH725¥. ZORMEDOEERELIL, HMEBENIIW 7258
CHREE E Y2 R D 0 IR E R FETH D, 1
HEAL S NRBIE D O 1%, B4 ORFEDRRIRTEH & DO
MICET 2Ty A2 T LE2MRELE L, ZNEDM
R SR IE DRI EAED 729 2 LA TE %o
Z LT ZoHMBsEIE. ZhtxItFRseE @ U TR
D IEHEROFEEALC EE L F 2 R TI LN TE D,
ANCABJHEF OB HERE P2 2 T3 % HAE O &K
DOEFEESFNIL, BRI X 2 5% PR R T FLASH A&
ANSNT W BEAELTVER S0 i S 4R 8 (2002

g

)

) BT, AR AR, RAE - FHE
WEDREZTh LT A TILL, TDOA T DHMN 5
P B AR 1 ] (Stagel —Stage3) Z/EB L. 14,
20, BEOBEMEIFHIS T2, Zo5HIE
Wt P& P 2 A WP TH o720 LrL, fE
JR G X B O SR IEHE S — SN TB LT, &5
KRB IRIR AR D ¥ 7 & 2 2B S % 7250 O R ST EE
T= I R—=ZADEHPDOIRENRTE TV R»o7,
ZFOWEH S EAENZ B W TH ANCAB EE I T
2 HEIHBS W OFEEAL 2 AT ) B EDBH o T2e THETIS
EuropeanVasculitis Study Group (EUVAS) 43%'¢ & &
BOET BREEShTW, LaL, ERGSE TR, &
RN D 5E TAL DL SR BRAR D 73 A HEE TR S T s
59, o MEWEOFES o720 ZOREE
EUVASHHETHiV, & S\ W2 & R RS 2512
HTOUREMZ T, WEDERWILBDO DDA T -
¥ — b A20104 (2 JE A 7 8 4 Mt VAR B SO IRAF 282K 0 3
DOWFEIAF 2 SRFENALY, Sk, ANCAK
TR B WA D RIR & £ 5 5 19 RFAMl 25 A 7.

37

i
&
P2l
L]
=
-




I E3T B EHREE

L7zo LA L, EEWEHiiEE2FfH L THAANZ IFK— T
E L2 T Y AT SO BITHATIZ E 2K S
NTWwwv, —F, 2010412 ANCA B  25 o F B LR
SRR RN, 05 EIEBAE B R B OB IE R
2 B 7 AL I B 2 BB 2 B2 LT, S 612,
ZOSFOFERNEE LOTERIIZESENATREI T
Vo (k)Y Sk BRAEICBWTH, HAAZ 35—
N e LR T — % N— 2 DMER S, ANCARY#
B ROWGHEITSOBEE AW T 572012, TEF ¥ AL
OB ESRBENZ OB DbN L, KT,
ANCABEIME RDOBHEN A I 4 L I2HS T 2 E,
ESOF L AR 2 BT 5o

I. Chapel Hill3RICH T 5ANCAREB RDEDT
ANCADFE FL 2 28812, ML Je 0 Rl i A& P23 ] g &
% b, 19944FInternational Consensus Conferencell 3 \»
CChapel Hill Nomenclature System (\»#>wW % Chapel Hill
) HFERENY, 20126 CRUETIRAFER S,
CORHTIE, EFNEREZMEDOY A XI2L), K
Mm% % (large vessel vasculitis) . I % (medium-sized
vessel vasculitis) , Z LT, /M % (small vesselvasculitis)
WCHFL TS, TORT, ANCABEF RICHED D
B SN SR E S 20 7 AN K. BARE)
IRy /NEERIBNR, A, EHBIIR, SR TE N AR
PRAE T PRI, 2 LC. #RICh7-2ME LKL LT
Bins, 72, BICHERET, M, &08 - SpE HLE,
BERE . A WA 7 & 04 B atliE AR O /NEDIIR R BRI I~
DR & b2

NG JE D3 BREX, ANCABIEIM A 227, SLEBG
HIE I (BURBMRSERBY UG, 7 ) 47 a7 ) vl
FEPEILAEE %, IgAMER (N v k-2 rI4 V), K
MAREEREELE % Z LT Mso¥ 4 2olE%E
FIfiL4F % (variable vessel vascuritis). Hi— s #% L5 2%,
EREEEENER TLT e VI35V, GRIF%Y
ANWA, CRUFLEBME 2 ) F 7 a7y v, MEde, MG B
HEB AR, R EORMRPEDLN L MERIZTEI N
%7, ANCABIMEMAF % (BFg8) SBBRIL. feEBia kil
ERVEDIH D WVIZEE D %\ (pauciHimmune®) /ML
KTHDH?, 2L T, ZOHIZ, granulomatosis with poly-
angiitis (Wegener' s) ; GPA) (Wegenerd 3 JE i), S %

38

2 F 45 % (microscopic polyangiitis ; MPA). % L
C. eosinophilic granulomatosis with polyangiitis (EGPA)
& 5\ ig allergic granulomatous angiitis : AGA) (Churg-
Strauss JEMEHE) &IN5,

I. EEyHE&#aERBRIEMASRSR I MSEOME R
WRIEFMEAO7 - ¥— b (%3.16)
ANCAR#INE ROV ENI BT 5 HEB LML D7

D O% L EI NI & BRI (R RBEA—). #

YRS 229 2 AT ZEE (BER  MEEPEEER), AT

PR REICH T AR (PER R —) © 3PS

A ADRONTZEIRED T —F N—=ADAAT +

V= PO L 72 Z DR TSR ERIC 31 B

faddZ%, BMMEEIE, A4 G, SMEmeE, &

HEME) . R~ VR, WA, i - SR

ERARMEAL, RANE MRS B 5 Sl iamE, RS LR

Wim s, WIEMAEIL - IRABE M, 2L MEICBITS

7474 FEIE, BBk, BRI L. Bk

TALRE D BIRE D EFR & ZDFElE. Z LT, BRMER

ABHLLTWwD (£3.16)7, gk, ErEoOaF— %

72 KBS Mgk I FATZEIC BV T SRERIE, JRME -

WL A28 0 i B RTPAM & R T3 & OB, FH

THIMEDOKE EOMRNESR. WHEAEOHRNE

. MPO-ANCAPRH#E % & PR3 — ANCA B 5 7% o #L ik

FHYEFE, KIRE O RIEIIHIREIC & 2 RS ZR & ofE

R L CERRES T E 7 v AR 5 MTw b,

. ANCAREE % ER2HENEE

ANCA B33 95 0 95 B 1O Al 12 BY 5 2 L2 2 D 3%
R ZoRBENFHEHEY L7zd & RISKDHLND DI
IZEF Y AES MBS ETH L, ZOFHELLT &
JHIRZE DERRRE P T~ DB B W ORET AL L 72
RT-E LTRBIRENIIRED A Z M A AL TR HH
WD L —0, FEEME, FEEEZEZEL T FOME
SGEEMER L. ZO5BOBLIHI. WM mREIC L -
Ty COEREDFEI SN2 Tz A LMk o 2 o
2N SHOEBESHIIBEDIETH 72,

1. ANCABSEBRDXSR & 2 BIEH

ANCA B # B 5 0 35 Wi 1213 50 e 412 Cpauci-immune
NRY — VR ELTWE?, [gAD A RO ILER



seronegative’ZR ANCAPBEE RIIE TN 5, 102 LK%

BRI T OB ERM B 2 55 & LT, HESefh, PASH:fn,

Masson#efts, PAMZEIZ T M S b, MassonFsfh id,

AR H AR & e AR 2 XB§ 2 DIZ#E L T b,

PUARERIRIE IR 4k & PLANCAR R o A PHEBIE B2

bo T72. BERRIRVESRERIRBEILRE, WV — 7 A%, RVEE

HEZR EOEPHEBNIBR> NS,

2. PRICALLNBIREDER (F£3.16. £3.17)

Z OEBSHEIE. BLHRY (sclerotic class). HEfRHiRY
(focal class). P H R (crescentic class). &£ R
(mixed class) 2SI N5,

a. FLHEANE, 2R ERIKD50%LL 1 o> 5 ER A 4 i 1 Al
bz iR BIEBIZ 38, ML RERIE L 13, 80% LA
F O ERARTMIMAE CREEASREALIC X IR 2 WL & 4R
9o Mifk (sclerosis) & &, MM EE OB LY E
MM REASPHZE L7224/ L. Wbz tEo T Ty
WL TH X v, ANCAICH ¥R M4k, 2 LT, B
NRAEALISEE K 3 2 IR Ik O Sk BRI L % & o

b. HIRFEARNZ, 50% DL EOIEH REREZ & ORI 2 83,
IEHRERIR & 0%, B %8, A, o EitEmi L, 4
ML Z D e WARERIKEZ V) o T 720 & TOEMIME
PREGICHFHER, ) 2 8ER, HIBERZ & D SERIE A 5 1
KT Y. 220Uk L oTHMAE AR AT R 2 5
R LA L, BIEOEHSL R Y < »s#REEED
Wred, 2 L < SRIERRTMINE LR E O B (wrinkling)
BHoTH I T2, BMICE DRy~ 2 ERANE
KTBIEDDHINB—ERELIT I,

c. EAMHEERNE, AR IR D50% BL IS et H k%
B B IER T T o

AT AR &%, A ARSI 2 I 720 o 2

EHH DD BAEEG ATV o TWTH K, ZORHE

1553 A390 % Ay 3 7% BN A310 % LA F b AL

Hatkf Ak & W3 MHERLSIA90% DL L7 & 13

FHKE V), ZOEAKOKE SIE, 4tk (Ko<

YEERO0% KN THoTh, &AM (Fv~ &

FFD50% L 1) THoTH Lvee F2o FEHMKICT 4

TN Y EREGATVTS L, Ry~ FILREEPHICIE

WHIEEREZ o T TH R TH Iv, Kz

FIEEAWIZE L T Th kv BHIMEREO 7 1+ 7

A FEBER DD IEIEITIZA DS 2\,

d. REHEEZ, FREOSFHICALLZWENZIET. 20

HRNCIE EREOSRIRAIRE D ENH50% & 2 2\,
3. BFEENBEOF v—k

RIS, EFROREED D B, 50% DL FoafitEmbhR
A H UL, WAL 5o KIS, 50% L EDIE
AR D NITEIRT I 5 H T 5, Z20LEHELTH R
<o MIRE A A ARA50% LA b 3 g A AR RS 40K
%o B, RO EOHFIIHE S VI ITIRESE
BT 5 (H3.2).

4. BIRDERIOERE COBMEDRSE

INFTOMZESL S, ANCABMIN I 51 B % B
ZIZB LT IEESRERIR O FRAF R0 BRI % B RE O R¥F &
B 2 —77, AETER LR ERAR OB 1T E R PR o0&
LEMBET 5, S 5T, {EEIEEAROHE L, base line
EIXBIRR T LICE R O MBS B A%, MEEE H AR
OWEIBREORBICHEL 20WS P, Zhboxy
FUARREZ T OMBSEAER LY s Z oMk
Fid, BHoORIMEZEDS/20, 7u—Fv— MR %
BHLTWwWS, 93— vs88 hE32MEaH 5 INE Sz
L00JEBICDOWT, COMBIFEMGEL 72 L 25, 14K
BV TBAEERIE, FIRMER03%, A KHiRI84%, ik’
AHRE9%, BALHAI50% T, 5AEFHRIZBWT, FIRH
193%. P HARHEILT6%, WA A6 %, FALHEI50% T
Hole EHIT, 1ELLVICSETFHREZRETIHNT#
SRR L 72K R, T MY —FEDeGFR & MRS AT
M L7-HFE LTERIEIN TS, Ve, 2ok
FOHEMYED TR SN T2,

OB T A EOBRAIZETIE, RESHIE H
Ao 3 HiikH 5 I & 1 72MPO-ANCAFR; YEMPA D873
B ST L BIRIR & RAEERN KPR~
BE 7 < R AKER Y 60 H b7z ) 80% LA AR
AEEHRNTVDE—J, WALIHIIE6 7 HLINIZ60% DLk
BERBBEARAEICERE L Twbd LTV, Zhitk
0. FHAEDOMPO-ANCAFGEMPA® a2k — b Tld, [
BRAMHIC & B SR ERARERANI 721 ClR B RE TR I T T &
I PR RS R LR ZE O R O B ASRIZ S
727 HSIX. SRk S 12201 & i LTI L 72
W, EBSEIE 1 FHROGFRE 5 IZZ D% O KR
AEOFEITHB L T 72" mERF T 2 7205 bR
gERH . BRIRERBTHRI S - & b K<, LD
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S E T EEE

I B3E

FHDD o & B EOKERIIERAE L FAETH 225 FAK
WA S REHIIOWTIE—E LRI O TV W
B ZoHME LT, ANCAMMER KICBI1F 5GPAL
MPA® # £, MPO-ANCA & PR3-ANCA® ¥}, &

B ENERRIZE > TREDZEIZXH 2 eI SR

Z)SO)O

5. BIRDBORESER (RBE  HE/AZRLSVIICH
BEREICOLO)

C D EBSHIR B AIRROFHIIC & &% 0 FRMEE
e b ICERE RIS e v, Lo L, MEICEE
ML R U R ER 7 & D SHEMNL R AYHZE B, AP
HILDRE], SRt 2 BIIREEAL D H 2 DRERI 2 &1, BRAR
HI R BIERA D BT REVED D 0 F 72, SEHLE B
B ORGYE, OB E & E L 2T hd % 5 2 WIERIT
bo7:0, HLTHIEPRDOLNT VS, Z ORI
MR T 5725, EUVASY: L D30EIZO>WT, ThE
TR 2 7 12 JRME OFHE & il 2 TEMERIET & o

M Z AT L7 & 2 A, CD3B TN R o JRA 4 75 &
IR RN 12 H B DeGFRE, # LT, RS EHiAS
s A DeGFRE ZNZENIH L 72 L HiE S hTwa,

V. 8#bYIC

RS & 2 HRPT R oo BRI B0 % 3l & ERR IS
Fi & o 2B EE WA L, WBEMHKET SO
ANCAPB #5212 BI 3 2 BRIRAT 28 1& & o0 11 8 45 0 7 L)
THEHNZV, LA L, EESEHOaR— FTIZFAIELL
TPR3-ANCARGHIEBI RGPARER 256 BIZL W2 L 25F
MEh, HHEDRLZ > TS, 72, ANCARME &
OB L OBREBERIN TV 0OBHTIR— b
DRY DBEEI NG TNEIL SRV, L -T, ZoH
BOBEPHARAND IR =MD o572 Dh L) hEBEET
LEWMENEGHDIBISHFNTRINZTNIELE LRV, &5
W IR ZE R M TRV R 22 & R L 72 70 A O YGET b
VEND LN\,

EErEasatABERMAEEIMEROMERFEFMZAI7 - > —
1 ANCA scoring
Case No. | |date I |patho|ogist |

1 1

2 3 4 5 6 7 8 910111213 14 15 16 17 18 19 20 21 22 23 24 25 26 27 28 29 30|

-normil

iglobal sclerosis

‘mesangial cell proliferation
o rendocapillary hypercellularity
3 |Cellular crescent <50%
®1Cellular crescent 50%<=
5 S |Fibrocellular Crescent <50%
tl":Fll::rocellular crescent 50%<=
Jtuft necrosis

o segmental sclerosis

'g Imes. matrix increase

= :collapse
Jfibrous crescent <50%
S 'Fibrous crescent 50%<=

Kl

;adhesion

Bowman's capsule dest

total number ( )

interstitium vascular Tubulus
cortex:medulla= ( : |interstitial fibrosis % sclerosis| hyalinosis| necrosis| vasculitis| tubular atrophy %
inflammation % arciformis tubulitis 0,1,2,3
interlobular TBM destruction 0,123
plasma cells —, + ++ arteriole
lymphocytes —, +, ++ venule
eosinophils —, +, ++ ptc

neutrophils —, +, ++
granuloma —, +, ++

plasma cells -, +, ++
lymphocytes —, +, ++
eosinophils —, +, ++
neutrophils —, +, ++
granuloma —, +, ++

—none; +, mild, ++, severe
0; none 1,<25% 2;25-49% 3;50%<=
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EREMEICAVS hAREDTES

AR ER IR

IEHRERIR

SVERCN
iilokes

BRAENE

EE R ER IR

ZUIRIZIBWTIRB S WSRERIESL, 815 D@l
(LIET DA TERIRERIRITERS

1 7O 2 BN T R BRI, K i
ZALSCMERNG DU HER, V7SR BLEZER 7L
DRAEANETE 38> TH I,

BRAMPAL
i
Sy Ei AL
R RE MAERZE (R~ FE A
DWrEE, ARERIRILERAED )
E[LE%%?: TR (TInARE
G, RERIE LR D —EAb)

MR ME 72 M R Sy
MRAEPE (AL 28 (‘J‘?V/%H Z A2
f AN ED )

EHIPER LR ERIA80% LA 1

ERMEDESR

i T Y

Bk (Focal) >50% 1EHSRERIAR

*f= H &1 (Crescentic) >50% AL AR

A ME (Mixed ) <B0% IEH, <50% A A, <50 mEALME SRERMR
fE{bAE (Sclerotic) >50% AffitERERIA

* & B [ZTPauci-immune B/ X\2—UF 20, B LE—ELU LD RBKIZIESEEE-ITF A K

RIKERBREH I B TR BEELLD.
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=50% yes
SHEERIERIRE |  —
globally sclerotic
glomeruli
V o
250% ves
IE# RERF —_>
normal glomeruli
Vo
=50% yes
MRS A —_—
cellular crescents
No
>

EiEEE

Sclerotic
phenotype

SRR
Focal
phenotype

FAWKEE
Crescentic
phenotype

BEER
Mixed

phenotype




FRE DEHE

| 3.7.1 ma

AAVIZEPET AL, ABRBIZL DV EL 5,
MPATIZMREME I X BBk CamshTn
LH, MEEMEROEHE DLIZETIEIEEEIIAD
W29 Zolu Tk 825", 2 LT, EGPA
TIERE S0 B, & il b R BR 1 £ e B 7. GPA T3 358
AR S SRS (Bl i, =i, 25) B X
Oz 29 %, 4EMIZD7 ) AAVOFBIFERER
AL 72 b A EY ORI & RS 1B T, 56610
MPO-ANCAPR 3 % 4% &8 % o i B8 i % 251641
(29%). WifaHImAs6 Bl (11%) &P LTwi*, Zhic
HLTT7 T Y AIBITLEAAEHFETIE. MPASSHH
Thifa 231061 (12%). MilgseA39 61 (11%) TH -

.37)
[

1) FEEMRR

I A 57 18 4 BF 2R 9E 12 X ATMAAVIZ B v T, MPO-
AAVARBID H b, RPN 2132261 (46%) ([ZF80 b
720 ZDH B 1 BNIIGEH ORGP & DR L 7.
T 72y W 2L LISV o g 2 e 5 & A D 2 Wl R R LAY 4 1
(8 %) XA BNTzo WHHMEH OCTHRAME 5 722161
O W AR WZ, o8 BB P M 48 (usual interstitial
pneumonia ; UIP) 73% — » 1061 (48%). SMEHFEHG/
ERE L IHRWT D T T ABRENESH (24%). #
KD AN 3B (14%) (ZHh STz, BERGEWZ &I,
1061 (48%) IZMiZIED GPEA AR S, kA HehE S hiz
combined pulmonary fibrosis and emphysema (CPFE)
SEBEREY IEBL Twiee BAMSHIRICBVT, BHE
PERE 2813 A S8 E 20 © BUESEAT L TRRO 5 N 2 B3 %
<o ROBAICIAE % FE L TL 5 —Ji, bAET
DA AT, FRFE R M E AN £ DK 9 % IZMPO-
ANCAKGHEBI 3 A & 2" F 72, WIS L
IMAAVO R TIE, Y705 A7 7 3 FHBEHT:#E
(intravenous cyclophosphamide ; IVCY) % &\ 7-fEBIC
WBEGID L A DI, FEIETEIRHEE & DR & g & %

ZoNTze L3 T FesMEHE MM 2255k b 5 B
TlE. MPO-ANCA ¥ 7213p-ANCAD I % 17w, [
i KDY EREZ BD A 5 WITFEEORE %
ROt MO MERREDOMEEITH &L b,
BHIOBEFENAERETT A DRI NL, SHROPE
LT, BFRFBAEAAVEFIMIC, MiRRFRME LT—>
DOHFUTMR 7EFHE, 72 5 FIIMPO-AAVOJL W
BARY b T A EZE L 78 LR BB O VAL
HEEZOHN5,

2) UFAMAmaLm

BEAELEDHIT, AAVOAGTFHRICEETLIERLS
PHETH 5o TOMIEIZ, RPGNEERITIZI7%> . bHE
OHH XA TIIN %A SN M - Wi, Firzz
R, B%E =#E Shbh% MR % 380 %
WBIDD K v, PEMEMIEE R D, A K OFSE
(B XBRE) LIS, HDLVITENTHRIET S &
B\, F USSR O M SAER BT T 56055 5 D
T, GoodpastureJEfERE, HEMEANEITu—3 A% L L
DOEHNDI-0, MEMELEETIHEGE D 5.

3) FEMmELE

AT AAVIZEDE U 72 B R e i o5 L A 4 61 208 e 5
S 9B 1 BN ML 520 1HHE 0 HClifi Bl IR 12k i 25 L e
A L7z bAE ORI X HRRBIMAAVIZE VT,
CPFESEBREICER T 2IEF VL W LY S0 L ko
720 WAL, 77 Y ATOKGES T, CPFEREMREICIEEERIC
NGB IRPENE &5 MR D & PSR b, BERZFREFTH
BT ENWE SN T AAVICIZTEEREHIR AR
EMIEDSBBEICA SN, MEROGEIIIIFICL W &
DS & T o 72" MTBHAR MR SERAE L2 X 2 Wi s ML FE i
EEIET Y X7 BE. Stk bOSEIZB T 5MPO-
AAVIZ BT b BB RPN & e o & 8F 123 B L 72
IRIFZENLEET D %o
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I FOE BNCHEEE

| 3.7.0=5mE

IS SRR I B\ TR A OIFRUI R THT H 7
EVEWITH72DMENT WS, L LD SMiHZE
BUIZ2EFEEINEEFTERSIN TRV, Tio, B4R
LM AR LZZRCTS Ve RAAL KT 4 VT TR
AR BT 2 B A MM 4 L TR L7,

1) BEIEMRR (Interstitial Pneumonia : IP)

H AW 2557 23 O e S8 VR VLR 98 o0 T 9 BE 43 08 (3R
3.19)% |C#E L TUIP/S Y — Y 2 2T 5 2 L D%V MPAM
F L BEMEMEDOEIEEL ED D,

HHEFE T EELL 1T 6 43 A AT IR die A SpO22590% A i &
HAWEE, EEEY 1BEBEE T 5, 72720, KitE)
WRIfL 7 A AS59TorrBAF DBRIZIX, 6 4 B4 47HSpO2133l
EY HLEII R,

[ bogedoEed Eidi g ]

SRS 2 (PaD2: room air)
I 80 Tarrkl b
o 79=~=T70 Torr
m 69~60 Torr

w 59 TorrkLF

b5 M 1T B ESpO2

%FEEORESIO=TSH
WHEFHOBESEVIZTS
BETE

Gzmr4bkY)

2) UFAMREEI (Diffuse Alveolar Hemorrhage :
DAH)

MPA®25-55%. GPA (WG) @ 5 %28\ TDAHD

EOEDRO SN B, LA BEEI O F TICUAND A% A

Fi s I EAE A RE 5 4R

VL 7 1% OMENDAHTH 5 &) HE" bbb
DAHD 1 % B WS HAEFE (Xsevere & 7 O BNl
KEBBIS D O THIET 2 HFE XY TRERE /T HIILE
BTWEEZLND,

3) FEMELE (Pulmonary Hypertension)

Jifi 5 M S O BRRIE RIS E DO EBIEE - E L T,
WHOMi 5 B RE 34 (383.20) Y & NYHALHERE S
BMOMABHAENT WD, TNENOGHTHEREEL
NVORFERIZIIZF—-THLI LD, KAFL FKF4 0T
X WHORERE B EZ WA Z & & L7

4) [EXIKBE (Bronchial Asthma)

S SN EUZEGPA (CSS) IZBW Tz E T
LIRETH Do HART LIV F —222 0K 30 BB E 5
(RS2 W CHE L CHEEE X E0 LD LTFLD
EGPA (CSS) DHEIEE OMBIIWI S Th v HEERE
G ESEROBRE, I, B X UHH DPeak Expiratory
Flow (PEF) fi, 1#&L 20 HNEZE. H¥ O
REa Yy PO — VT 2DICEL O L 52X H
WrS A, BOERKHEL, BHERAR, hEERAGAL, EERE
B EING, FEEEZEROEE TS 2
&L HERDEE T 0V O D EE R KA, 72 H T
2 VODPBRERRE, HH TIEH 27 HEAEFICLES
RSO EERA, fEH THEAERICKEE R L
TV DOHPEFERHRE & 25,

WHOJiti = I EAEREEE D 58

1 | SEEBICHROB OIS NEERS

BEOSHEE) CILBEDITRBELRES. MEPESEEDEREE LS,

1% SEEEICREOHROD SMSMEERS

ZEEFICEBRERD VD BEDFETEH CAEDWRBHPRES. BHEPESREN RIS,

TE : 5@#5EICE LOBIROG S MEERS

ZEEFICERERD B OD, BEUTOBREDOSAEE) CREDIREH RS, WELESEENED.

VE | CAREEEESHOINTSRHE R BsNEERS

INEDBERBUAEDEREERL TV, RERICEIRBHESLO/FIFREDHEND,

EARBBIRTE THBRERDBENHASN S,
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REDEEEDLE
HiEE BEE R E BERF R hEEFF R Pt kil
N N SN 3
s ks | OHERDEST =0 =0
B0
100 DALY
T SAER L e s, | ERABFEND sk = ki A
e EREBE TR ﬁ%gg;gzigﬁ B N aiﬁjﬁﬁféégf
RBEEBNFEALE o
BOLE
R Bl-2OFH AIC2@bLE 1 0bLE LELE
% FEVI. % PEF 80% LA E 80% LA E 60% LA_E80% 75 60 % A5G
=8 20%%5% 20—30% 30%%BAS 30% %187 %
(TRA9E V)

A 5202 B B AR A D FEAEFE S FUIFEL TV Vv O
HBURTH %o

GRIEGIZAER, M RERZ S CIAELR L OM
B % B L 2EREE T 2 R ED DD EER b

| 3.7.3 FEE

TifiZE DI, F5HE— OB HEH OB, 4 2125
LTS L BRI ROHIE Z HINIZAT) o

1) EREZHA

FRoe e fAERE (IPF) & [AARIC, ANCAPRE I %D
B2 S . BRIR. REL WHRE A L TEINEL 2 e’
WS Bhs, EBIIRBAEL TR ON B WIES D %
¢\ HRCT % & 7z Wit iIZ w2 3l T 2 >

(1) BAHENZSROER
(microscopic poly angiitis : MPA)
MEMEM RO R L L Tidgmit,. Moaa=K KT
(60%2h 1)V 2338 &1, BB 0 40 Ai 1 T iiC %
<y WY, JEREEE ShbhTuwn s Y,
CTTiE, 707 T7 ABEI0% EOFEH T, i
FE &5 (consolidation) 1X78% D Bl TR & M,
BT R S M A > THBICH A LT
Vo TN HT AR (K3.3) 1. Mg, iR
DEWEIRE. /NILE OIME KD 5\ ITEEERAELEC
s Ly B REZOTBE O E AV S i <5 Bk
ERig % 1) A RICHIST 5 L sz ™, CTIZT
iF o 3570 2 LL F R % B0 2IEB TIE P HRAR
THY Y, CTICX BEHIIICB VT, T9 4T A=
FHEBELOILDT) IEHTRETH L, EROBHET

. TOA T AR EBS LG, S —EV AT
AR A D AT T AV AR &2 @S 5%
2D b, f-D-glucan®MPO-ANCAHD 5 W iZ AT
BEASHIZTHI L L5, MRIOREG/8Y —
bR DB AR 7 & & 23d B

CGEED

P
'lllii%%igi:;;;;g.’

e

HRCT. i 8 ErHkHlBR Ty A ABEFr 9% LTVS, B
REmERLTVA,

(2) ZHRMBEREAFEE
(granulomatosis with polyangiitis : GPA) ( [H %
7 x 7 — RFIESE)
238 SRS IERE ClE, BB A X E I B
W THRIT0% O JE B T 2% FEVE RS S5 R MR 2SR 0 &
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I E3T B EHREE

GPA

CTRRETEER R, MitICIBARBEX/NOBETE2ED 5, —&b
EREEHOEDSN B,

. OB 2 RO 5. —71720 - 25%DHiE
BICIXIZEAE T S 5 WIZBRE 2 2 LESEL & o
RS L 7 B o $950%DHE BT L I & 2.
Z DTN 2L % 58D 5 o

HRCTIZ 3\ CHREHIFZE1390% TR0 S L, 0D
AT, FHEICHBIICE AT O I AR ERTHI L
Dd Y. 85%IXLTNE. 67% XM HIME. 89%I3 M T
NP REXMEREBICHA LTS (K3.4), X
33 B\ L X8 A SRE IR 1 373% O E BT L S
B, avvyyF—vareT s AREL25-
50%DFEBITEED L, I I X B Mz 7R L
T b, RIEOBBPGRZ LM ZE 2 R LT 2 gk
W Bo MAKIZI0%TH SN LA, HEHEY > /S HilEA
FENTH D, 72 PREGERR D 30%D 5 T H 5
N, S ST SCRENBIE RS A & L TR S A,
PIE DBz R FAIRAL % 4

(3) 1FEIRMZFHMENMEPITFIEAE
(eosinophilicgranulomatosis with polyangiitis :
EGPA) (IH%& 7 Vv —PERZFME M m A 5%)

TP BRERTE 2 58 L4 9 VR A 35 RE 0 T 59T S i3 & 72+
SUCEEOT LN TE LT, WHEMXHEE D
25%. CT?10%™ DAEGITREATRCTH 5o BT E
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Th o &LV I BE) IO I X B RR R R
Ty T DM 2 PR IR D3 s ShTw b,
HRCTIZBWTH, MiFEEER (consolidation) %
BHERO ONDFH (42%) THEHRMED 5V IZW
SRR SRRV 2 o) L % BF R ER R 98 o T 15
T TH Do AERLIERE (63%). % SCHENEIE
(53%) &AL (53%) 135EHE™ 2R (H
3.5). THbEMAELDOURIRD 513 ¥ kR
HZRL, LIZLIREPRS M & OBEARIZ S
o & HIT/NEEH REE D JEIE R UL EAZIK b ety
ENTV D, THRDELIHEIHE) LAZDOER DM
bbHZEDVH DB,

EGPA

4

HRCT, D ILBALEERE (/SR O ERER P MR R 2 58D,
SEXEERELFEL. LERICKEREIRBHSN S, IEEHRE
BREEbHS5N B,

2) MmE~x—h—

ML IEKL-635 B2 13 ANCA B 38 [ 81 il %€ o0 1% Bl % POt
T2LOMEDPDH YWY, BEHRICE VKT T 5, MHED
FIEE R T4 L OBEHIC O VTSROV ETDH
5,

3) [EXMMEERIRE

1M % b VI I OB LIETH B 21T
9 T EITHIMATRER LA, 3Bk v T v
TV—RETANEYT) YERE~Y 707 7 — V2R L
Yitr. MR & BWiTE 5o MMM ROBZWIIZLE
DS, MR IRAT LIRS 12 & D RASERR I H AL
JEGE 7% EOBHNCAHHTHD %o



4) Bher

B L MR ARE ORI Y ZE T 5 & Milabin =
R PEM S OBW HRIV — T 1 V{73 5 & & i3
SN, Lo L, MolEERE %2 b v, MiBRRR O
ANCA B 3 il e 1 11 <0 B VR Ml 6 g, #E5E B 7%

W U ESE T AR TH 5. ML BME oMK,
IR 12 X 2 ISR MIR O IEAE O I % iR
L7z 0 KIS 5 728K DIgGik#  (GoodpasturediE
), NEVTU— Y AR ERENT L LT, HFHTH

%o
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I E3T B EHREE

Z Dt DIFZE

| 3.8.1 EERE

1) KEERKRR

BVASIZB W TR MMADRHIIHH 3. BEZE, B, il
ORI %, . SHAHTFOoN TS, UL, K
JERLEE A & A 7o ANCA B 98 0 Bz 8 BRIR A AL IE, %R
Bt (palpable purpura). #LBE (BEREPE ()X K)), £
B (BN - BT B ESE. BUHALIC R B0 I,
K, M. THEIFNE. B95. splinter hemorrhage @
WD DB FLAEDTIRICED B BT, 2
NZNO R RERRIT RO Z ik d 50w, BHE &
V) BT RLIE 2o
(1) Palpable purpura

iz (palpation) TXE 5% (able). "By bEdio72" S5
Thsb (KP), KEHE T, B g T THIEH
MERPEETVLIEEBRTIEETH L, A%
palpable purpurai®, EESMmAEEF TOHRB T, HL1D
BERAIE T, A L TWwiRv, &L 5OMINT, &
FIREOTTH L. ELOTTARR T LT — T
LA CTOEAWR 2V, EHTHD, & X, BEii%
EOHRYFIEZ & Y palpable purpuradsZ OREIZIH - T
MARICHE T2 " 72 VEE” R Nh5, FlAIR
Vv 7 ADPRIZ—3 L THEIRIZpalpable purpura?sit A 72
3%,

MERDORIEM L& B EAH" SHLD, &
FEOW L S1d, REICHEK L, REIREA TKAE L %
D, FIRMBEBROLMAELR ) MIEE 25, THIT, £
A S K7z (i) »MFEL72) T 5%,

W \Zpalpable purpura?sE U & MEi» S K E D
HAOMPMET L T2 THIENED LS Hw, 5
2o i & D BRI O SCRFLG T B B B O BB IEGHE
LI RAED BT H B DT, M KA S OISR L.
BPEAEPNCIEATY . A L CTERRIMIMC 22 ) 37w,
(2) #WIREH (UNEF) $5(Clivedo racemosa

MIREZBE (VARF) &iE, v A7 20 ros@lx L,
MWHRO B FHEERT R 2 W, Lo H T AP 7 LS
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TP THLAT AW L, KPHTH L, KIFIME
RIZEBEERARD S ENLUT O KR IME LR E
U, TR LZMEEITARBORE NS Y A7 A0
VIR HEEIRT L LCBligEsNnG,

HREZHE (VX F) 1213, KEARREZE, livedo reticularis,
livedo racemosa® 3 2% %o KEAMREZ 1L, —ltk
THZWAVRII N Z-BRIZAE T, BB S EHEBT 2 —F0
B G TH 5, Livedo reticularis & livedo racemosal
FifitE <. MEOHEAMEMIC L VAL 5, #ERER (V)
NEF) O A7 20 Rk BIRE L7 BT
B INTw5E, SORERRPHE LTV, HLTwaRn
»* T, livedo reticularis & livedo racemosald s S M 5,
Livedo reticularisiZ # B IR D B A L TH D, livedo
racemosalEf HIRDEDH LT v, OB LT
Wlivedo racemosa® i A%, & V) M4F RS A TV 5 L%
L3N, ZOMNEOERE TGS BT IRk B ML 12
HWFPEIME A X TnDE 2 2% (FQ),

(3) %8 (BA - ETF)

FEPSETOELLI) 255 HH0, MELZD
bz LS TWD, HETREA S MIRDRk D/
ECHBRMMERIEXTCVWLIZEE2ERTIEBETH
%, Livedo racemosa/dfTNTld, & 25 &2 AICHEHIA
ALNLo AHANZRE (B M ROARE) OBl
LD RMOBEMMFEIFEROAEEZ EZHETAHITRI L,
ABLAI 2B O U 72 wlivedo racemosal 7 % Z & H3HE
Ehad,

(4) EE&ER

MIREZHE (VAN F) RA5HET (BN - ) ToME %D
RIEAEALT B & RENTIHED R, EESE & %o
FERRMENE, P& ARSIV, iECRPRER
RILTCHE &\ o 7 RIE KIS O A% B 72 BTl &5
N R R
(5) #E



BER D5 b TRER T @ % B T IRITHEAN o it L~V o it
IS 223380 L72Bs RREAT L D il J 5 & e
MEERPEEZZIT, ZOREME TLLINTVWELRE
DR R B o 7RO T ruFT ) =¥l kb
B2 LR THIHANE S, RALDRIGDE
(6) Palisading granuloma (BXSEPAYSE MD/)\H5H)

Palisading granulomai¥. Winkelman granuloma.
palisaded neutrophilic granulomatous dermatitis & M 5%
Wa3d 5. WERCHEZ ST, U~ FRE L EU L 72/
REHIAWASINLEEIREDOZ & ThH Do B IRELALRAT
FAE W ER & AZEE 2 A ) BERRHE O SRR, PR
AR ER ARSI CHROCRFEEZET L2 L2 b,
palisading granuloma® Wb b, HFHEIZV RV, BR
L7zB8iE, MESEICHM A& AT Ly s BRI L % e 32
L7zvy,

(7)) LUNPEREHSER

LU REf 2 19 THOEKBEIE, EGPADRIIIER &
LTHETH S, EGPADOKEERTIE, BIEMEIMAE 55
B O HFRIRAER L T2 DITINA Ty A O B B2 e
HEFIPRICAFRRER R L TV 2182 A B 2 E D% WY, I
FRERASEZ W MLAE 9030 0 T/ <L B ARERRAE L b IR
L. "LUNRERZHE) B 2T 52 EAHENT
&%

(8) UNKNMEE

W T BACHIIREERE (VX B) 23 0. 8 K B2 iEEs
REEDVR C LB E AT R 52 WS b, REEE
IR ZR LU CHAZABRHFH O E CiEM T 5% (atrophie
blanche (FEiME A RER)) o ABBEOBZITIE, KFFE
Mo & 157 BALRRIR CMAE RS2V, DAL, ZIHhH
MELTREZVOT "MEE" EvwbhTwd, LaL,
AP Bz G ERR B, M 5D B %E & A oad THIUBLL
THY . AT £ SN TR WITRED D
5o
(9) *¢ofts

MIR72 B BT IRIREANC BRR U CIAE 2234 Chud, F
JBZHEAR I & P D REETERLIERR & 72 B0 SUIEREIR D BH
FRMERTIE, EICTELMERIBELTL W,
WL ge (MEEERRIE) MR RIEMEREE 2 %0 £ 9 L7RIE
DY RE LT, BH OMMALD TS AREMALE B0 T
BRI L, MR TORMIERA S, AL, & SIS

HTH %,

2) RERZEDIEE

MPA® Jz 28 D F&HiE 1 1319~62% . GPAIF13% ~
47%. EGPAIZ40~80% & W L > TIXHD EATK &
W R R A & T2 AT K D REEN T IR EIRE O
BIEHEDE L. FNLI DA S T HEHCIRAHE X
BNE23H 50 KEFHEDA OB LTI, KEERDE
NMEFHII SN TV B BEND 5.

3) KHEREHERR

B2 L. ANCABIEINE RORHHERTH L Z &
DL\, o Ty T DREAEMRD S BRI & L T
FEVEIMAE R 2 i35 2 & 25, MAF ROFIIZW, HH
BRI D, 55T REMEOME IS 5 %K%
(& BEIRZE DR BRI R 2 Fo . WA K 2 L sl
Thotze ETHN HAENRE EORBHKET, &)
R o THATT A5 Ty K&K L OB A% D -
TLE) ZeWbhoTE A, TilORHAMMGITRICE
\F % 2 EATHAT - WYY (deep cut) JHATT. FZRE AR
5 DIE KGRI 2 50 E BA32 2 &A% HatiZz
WEECTHI S0 & o7 S, BoM AR b A 4 & 1R
W2 L0 —EBOEIBREREIZKRO S5,
(1) HEEROBEEZLITS

ORBERICE L /=REEHDTS

Bz I8 AR W) 2 B P EIR B 90 L TR O KT

Wik D A S AsBe b B B3, B2 5 B T gL

LI ZSANDAEMAREMABICEL TS, BKEIEE

REBERLIZ WML VIIED S &R L5 RIEH T %

WOTEHAERIIANE TH S, —7F, B EPFEoIlL

BRIEEDN LA Tl palpable purpura?siz i A

IZ# L TWb,

@ 2 EFRRER

WE. ERAERIZLIEITCTH D, L. X 0EEME

D LD, 2E O REAMT 5 2 & 2

g %o FETRED O TIRIMROMAE KA EEDN 2 Y;

BlE. U F A G T T =13l T BRI IR & )

B, BCTFIRIGHR L~V TG W S F IR B~

M2, 2L C BEAZRMAHA»SHHBLLTSS

9o HOBPURTE IO 720 O HGEEAR DR B T 720v

49




I FOE BNCHEEE

2 2O LNVOIE RIS ANETD % 720, Bt

PMEREZZET I EICHAZBE, 29 dANL<Y)

VHEA LT S, —Ji. palpable purpuraldsmm/ ¥ ¥ F N

A+ 7y =Tk, 28OS B 1HEINE. SLhukE

HEDT2OITHEARZ HKET 5o

®FY (deep cut)

WL BEEAERIEARIZ NS 7 4 VRS SREE L
FRiAHBr L, @4 e Bbhs 1WHOAZY )L,
FREEEARDEL T B0 T OYIH U CHEZEME A 51525
BRTELRVWEAETH, HESDOTUIVIT LV, Y)Y
Y hH (deep cut) OMFE 2479, 10 H L2 5508
H. 100f% H. 1508 H. & %12132008% H % &3 %,
R T TIEZRWOT, 4O TR TH L. WhHE
ThhiE, P TMassonfetts (7179 /4 NEFED
filE72) & Elasticafets (PPN O B8R B Ik o e 72
21790

(2) BMmEKEEFEMER (leukocytoclastic vasculitis)

SIEFEMMER (necrotizing vasculitis)

M55 J& &3 BRI 330 BB E % 0F 9 S vh BRI, 1
HEED 7 47 7 4 PR Z BB E LM &
(necrotizing vasculitis) ZJFED FJWE &L L2 ERH D Z
LRV, EIAP, TEEBIELTUEIIASHTIEE
LhVWIEN DD, B EE (FEAEBE A, SAET
J&. HARRE) \TALE T B M L. ZOMAEREA S Aol
BREDSH W20, 74 7Y 4 FOWFICIZ 5T, 74
TN A FERE RS v, S 512, FHEREED SR E
ORMAHEN DO O T, A ER BN %
(leukocytoclastic vasculitis) & IFEIL S,

(3) RERZEDBDES & RERBHREMR

FKEZHE T, B o TS TRk £o5k & 72

Wa (BIMERBEFEME M ) X, palpable purpura?siZig

WAL B bo —Ti BT 5B T IRk B g 4 ¢
BT 220562 & 7256003, B OB TA LML
EHTE vz, #REsE ()RR, K (W - &%
T EMES. BHE VoS RREMREL 25,

4) BE

% OREERHEL. BHREEREZ R 2 RW0, B %
HEHOMRE LD, LA L, ERAED ) HEEOK)E
HE BET 2 LR THIANE L ko7 7057 /) —
Y. BATREEIC D WAL EEO MRE T, BN R L
b MK NHABBEOARATEIIENATHTH %,
ANCABIH M I T2 AT704 FEEZBLE LN
MRt & 72 50 AVBHIIRHR L, PRAFIIIEHR X D b BI04
REHEONZMERI R L, TToohaWT,

Palpable purpula
(27m%. *tk)

Livedo racemosa
(15m%. *1%)

| 3.8.2 BERE

1) FHEITE

AAVIZ X 2 HENT 23 AR AR AN 22 & K il 228 12
i s o KRR OB II D 2 VAR B, 1)
WILAZEME, BRE. B E 7 & CTIIES B0 AN AR
ZIEHETHAE L. FEBMRL A O E, EH)R - KE
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RO FM I F % A F B REPLETH L, AAVT
B MR O EAE DV E G T RIS EE R 207,
IO DIFEITHT HRISDHES L. R RER S OEE
BRFLENDZENLIZLIED B0 AR HEEREE X P
ORREREEZ R L, HEAERREREFO-ICHEDbS 2



EhD, ZOFEIEMNZERTHROBIEILEETDH
%,

BVASIZBWTIEMRROFEHE 3 1) B, 2) #
fBige, 3) EMEDEE. 4P VHASE. 5) WEHsE
B, 6) HHORZ. 7) BfFEIR, 8) IELVERR MR
Bids, 9) BTN L FHMERL o TV b,
AAVIZ B THRERR BRI & & OFERESBE D FE 7% 7 —
ZiFEE STy, IMAAVZ B b I — )b Tl
HOEF - R E LTl LWl - BEgE, 2580 Ak
R, PEMEEREEEDFMEE L LTHRTFOR TV, f
FEIHZIZBVASS 5\ ZVDIZ VTl S v b 28, ik
WREDSAOZETIHHNMNIEHE SN2 BENDH 5. LT
Ao THREZRBRD . #REANRHEIC X 2 N2 O R A3
F Ly

2) tEfFrR

KA ARENTZE D 35 6 (WML L b 2 R L AT 3 %0
AR CLEAERI100~300 1 mD/NEIIRASA S L, HIREHN
B5121380 u mEL T O MBI IR, B IMLAEF 25 EAT L T b,
AAVTIZ T I 5 O IE BET B 2D 72 MR, P,
WHPEAR OBEIE, 7 4 7Y 2 4 NEIBE, 1A H B oM
M EABO LY, MEROKEZRISHNDO% RN
THY . L 2EBEARICLT LHIRESRON WS
EDBHY . BEEWAERZBINT 5 2 &2 XD M ZOHiR
KO E B BRI AR AR T ORE T IIMPAT
75%. EGPATH54%& ShTwa™,

HBEARERAE PSR O WEEICIE 3 50 F 7o
MEBRPED AT A — L 72 ) 45 % OFRREPIEE TR
DIFHEOER, [H—HRENIEIC BT HBHMERE DAY —
RSN, LIELISBURICHET 2™ FRAr A Bt i
TIEHREMNE 2 RO, & 1T C LHHETIIRERER. BERIR
MAHEDS . 55, EGPA TIZIFERERER % 1 5 M/ g o
WHIEAS, GPATIEY V3R L WSRO b5,

SHBR PR ZE CIIR I, BEISAE M 2 fidT L. /DRI L X
VDT 4T A R, MAEREDORIEGR 2 RS 5. B
FMRUC CTT2EE F AL Ly BB A % 1179 5
ZEDHHH BEOAMEIHT AT AW S
275 TR\,

M5 KA R 3 % 34 1dprimary angiitis of central
nervous system (PACNS), AHE#EHE T 5 b 0

granulomatous angiitis of central nervous system
(GACNS) LN 2™, BRI TR, TR g1,
JohE (ERRRESE) 25 L. AR B L OV o
BIIRASERI & 70 %o A AE SIS BRR 3 % I8 4 1dnon-
systemic vasculitis neuropathy (NSVN) & % W &
isolated vasculitis of peripheral nervous system& L T}t
HENTVE™ ™, R G Y 7 % 56 ik %
L. MBRENIZIEMPAIZ L 2 KMMERE L ED L &
Vo TNHONFREE AAV & ORIEIE F 72N IIMRES &
NTHELHT, SHROBETH 5.

3) HHE

A HPEMAE I X B A S OO T & < A%
FEREREDT0% TH LN D &G SN TV EY, KRR
ZIZHRANIE, MPAB X UEGPATIZERIZA SN, 60~
0% TROND L HE SN TS, GPATIZHRER D
FIX10~40%TH LN B 05, KMAFIFZ, PACHIRER 2
DE A OEPHHEIZI S 2T o T e v, HIRAIRSRZE
BT 2 REBTORETID DS, D7 &b KAk
WA D L OB IR, AAVIC BT 2 KRS ke
BEEDIER, AREOMHY TIE, MPA, GPAD% 4
7 %12 B\ THEEBY AR R 2 520, GPAD 2 % Tl
HEHERMAREES R SN TWD, THEREROIHEIC
HWARTEMHEDSD DS, BEko X 9 IZBVAS &5\
(ZVDIZ & % Gl TR 2 25 %0 R 8 /M EFl S T
LT ENENERDLNLS,

4) ERIRFRR

AR ANFENTZE T2 L FE AR S DI Y ZHEIR T D B 6
HEMZERE LTI LA CAREE) A M2icfih
720F 5 EHRENDBEMELR EDHINTH B T
FEROLE B TR W CIERMRIC AN D 2 &
D% K THRCCTIRBEE RS, ICa ke, BRI 2 &84
MRED AL WP, RO LU TIE, R Fie s &
TSR SR CR R E I ERROND I DD D, T
BRI KB D 54 TH B IRFEMIEFIR TS D . ik
MECHMEZE2ELNWIENRSLV, WEOEITE LD
1 RAHREREE IR . IR A IS TR RABLCRAT L
T, BER, 3 TIERMBERMZELTWIHAET
by FIEMMORRT 2 FEMICIE T 5 L SR AR L TH
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I E3E B EAERE

- RR N oV VR AR

HOAK AR 22 CUEBEIBE - BRI L ~OL T o A 98 T L R
TIHWHEIR 72 & D BE R DIEIRDFRD b b, HENIME T
SRV & RS 5 Gl D B W IZRER B OMIBYIR L X
VORI & % PAEVEMAE R ED AT 255, Uiz &
O, WIMPEIRZE O E DD o TR & AT LA & A
IZRDOLNDYEDIED, BRBEEREEDATH 5 72
D, EHEEPEDOONLZ LD H Y. M R EE
iU ETH b, FLMEFEEOZLLH D, EHIFMRIZ
L BBEBLETH 5o

5) F&

A HRR RS O B X RN e B RE TR 2 T T
720, RN 7+ 0 =7 v TRLETH L, LA
£ 2 MR = 2 — a8 F — ORI T2 ICB L T oMET
Z A% VAS, MPAEEGPA L OB CIIAEMFHROER
HDHLDOD, KRMREREEZ DD DIC & 5 @B KR E T
ODEMBERTHICIRELEZIZVE ATV P,
AAVORRMRRREIC X 2 RN TFHICH L Tid5 %
BB TORINE ORFANEENS,

6) IR CalDm1 )

A ST SEBRE o L CIIRIE R E AT a0, FEe Y
7 ak A7 7 3 FOGHAIIEFEREADIEARR 65T
bho LMERIERRED ) LI TIE MuEru T
VY ORE#FE (IVIQ) BEOHMIENHLL TEY.,

EEIRE LTHYONRZ, —J, BFREDAAVH S
VI AT O A RO AAVIZH T 2 TVIgD kA 131990
R HATDIT WA, 20004E AEIC 7 5 L EGPAD K
R HIRERE F I 3 B IVIgD AR O MG L S s &
I otz TNEZT TRIEMUNS T3 2 RIE R E A 7
04 BB (HHWVIEY 7 ak27 7 3 FOH) 25647 5
N7ZIZH DL ST, KiMEEEOLHEIRD SN n
EGPAJER] & X R ICIVIgO ARV 2 i3 2 ~HEM - 4%
G A 2 AL T P2 HL B GRERATHIAT S M7z Z DR HER
12 & D EGPAIZ X % HKAS MR E 03 2 IVIgD A RS
RENT, AAVE L TABBEORBER L 572D TH
%,

IVIgD %5 RIZNIGHRF T >~ - N L —JEmEER & & IH
k¥ D400mg/Kg/H O5H M #E ke dx 5-TdH %, IVIgiZ £ D
EGPAIZPE S SRR AR 12 X 5 15 ot R H 2 15 B
D EASHIRFCE 5130, LU - BEHSL - I OY
ERMAEHEII R RIE~ —FH — DY, RIIZATTAL FEO
Wi 7 EOHIRET & B0 SR EORWERI DS 2 0%, BlE
EB ) OG- HE RN AL T 2 2 EATE B, i
BHRATHE D KRS IR EEIC L 2 b0 TH Y, &
BREE O BIBEIL LR & Wk L & 2 5T 7225 EGPA
RS 2 R RBR TIRISE D S 104 DL ERGE L. FiZsio
B8 5 NTFEBNI R L CTIVIgIZ B A HIWEHERA LN TEH
D IERERDIIDHELDTIIVIT VI EEZRL TV,
SHOBRRABIC X - Tid. EGPADAOIMEKIZ X 5K
R AREREENORBOE LR AW SN D L 2AHTH S,

| 3.8.3 BERz

AAV (ANCABJEIMAE 28) (2HED lEWREICED L H
BDDWHHMPITONTIE, HILERE 2463 5 /N
B JR6261 % FEAEICREET L 723 B 0 R T AAV2IBIOFEIR
& LCHE620. THIL0, Mas - Mk 7, Tl - mfE7 . M
WFEMBE 6. M4, B+ b 4. KpEbias
4, BRI, BRI 3. BEEIL2, ELK2, &
EEE L, DMEZEL, HEE L, BWERL ZERH -
EWEERTVEY, 20N LERZ TIE, HIm,
Mo R gE, RMIMEZ: &% 5. 2 OXERDOF OTHILE
WX, EBELARVTERILLZ DL, B4 TRIALL:
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BOMFRMELTED, ZoMN, oXETDH FEET,
fili - EOREDO L) IBWATELDL I LIIWETD
5o —Ji FMEITFHRICEDLLZEELNTTH S L
5. ARTIE. KOBENTTAAVIHE D BBEWRE %2 3
T2, 1. BEREOHE. 2. BESEILLEBTMN,
3. BEWEOEEME, 4. BEWEOBW O 4T Ttk
THILET D,

1) BERZEDIEE
HAROME & LTI HELEEEHAMPAT81%. GPAT



SIS ER E LC71%, %zl L Ti325.7 % &
WS TR Y, F 2O T, HILE IR
L LTEGPA28%. GPA11%. MPA25% & ¥ % #ii5% %,
EGPA333%. GPA209%. MPA306% & #ii S hcv5"%,
F 7=, European Vasculitis Society (EUVAS). French Vasculitis
Study Group (FVSG) ®\»< D72 ?clinical trialZHE Bl
% % & ¥ 72Mahr 5 O #5 TIEGPA61%. MPA90% & i
HENTwRY, 720 PED S OWE TIZAAVEKT
430% EHE SN TV BT, EOHE b A, WEDOMER
BT 5 F 2 RRiE e s, SAICBI L Tid, Bk 5
FIB OB 2 BEIZT L LMEPROBEINGHVEER
bNb, HILEMEIX, FBOEBETTEAETLH00%
v BT LBWINCHFIEL 2 wi-o, MLEWEORE
FRMoOBRTHCHEHINTEH 2, T2, #ilr Lo
HIE R BEWE L, BAFMNZLEE L, 2T
IS 5 M BT BER A TH D AROIMAE %D
follow uplfigt TR W7z, THIl#HE SN TV R WITHE
PELHFET 50 Ll 29 LcHEREZMRLTS, &
Rz L T, AAVOTHILEIRZIE, 7% ) OB TR
52 L3N TH Y. EGPA>MPA>GPADIE T4
LawEEzZLNS,

2) BZEZFFL EIRERFiT

BEOEILIELELZHRETH ., HETIEREE &
BT 2 0 BRBCTMOL BRI L %, T2 KET
M. BB &b FAROMEIG & 25 2 E0d b IR
T2 L Tid. Pagnoux 5 DIEALERE OGO H T,
PAN (REiEZREIRE) 2 EHEALZT— 5 TiEd 500
T 2 2L 722101 5 AENFE L3844 % (20 L A AN ZE ]
4161TIZ 5EPIETHI8% & K& LA D b E LT
WY TR E LTIREAAKRE Y IA M E
52575 HATIE, AAVO T §#ICEGPATHE S
% BILEMRFRICHT 27— 03H 5. G T
. 2081 CT/NEL6. AN+ KB 1. KB 1. 2% %54
BT, NB43. KB 3. B 3. ABI8T 35641 T/E26,
K5, B3, T8 1% Td ) EILoEAIE B
WNBIZZ W EZRLTWA, FRICELTIE. 224L5
DT HEIL/19 (579%)™ &5 5 b ORI HK16/35
(457%)® L3 B3 DR EDDH Y, FHERIFRSBEANIH
L5 MEERE LTEWV. E72. EGPAICHE ) HLEZRELD

% WFEBIGEH O DOTH 295, REHIFEEIC L D IF
BATELIT IR L 22 B 0B ALBIRY . MR gL L 25
DHED B 21
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Chapter 4 ‘
I

DEE & FHIE

AR EREUCHER

I 4.1.1 BVAS

N— 3 UV AMmERER ™ X 27 (Birmingham
vasculitis activity score ; BVAS) &, 19944F |ZLugmani
LIZkoTHESIN, SHERSMH SN HED R NIFE)
PEREECH 5 o BVASIZINAS 40 E R IED TP
OHH A A SN TBY . MfErOEMN LR TH 2

25 ALk < ABIAGPA (WG) IZ2WTHHDIEHE
BHIFHN TS, 19974E B & U20074EICEUVASIZ & o
THF s> P IMAAVTHH S 20 X)) %
BVASHE K § %2 & T, RZHsiRE 525, 20k
E0 bbb o7z [Hi% (persistent) ] TIX4BRLIFT & Y
ROLNTWVWBLHHTH S, [#HB/HE (new/worse) |
T4 EB PN IS BLL 72T H 2528 50 W,
W IR A 8 O IR [ il TREO S N B iR B2 §_XTF = v 7
TE 2BV TIEROFEBILRICLHEL T2,

M 5T S 2 IR R BRI [ESIER] THIFS
NTWaD, [Ffe] & [HB/ME] onEd»d e b LK
s HEDPHFDELEWT LI, BRIKIEAI VW &
EHELTWaEAd Ltk BVASHEUZK W25, &L
HMFROBMHOE oMIFIZRE I EBL VDT, BT
5 ENHETH Do DAEITITERRRE R B 5

FE{y WhWBRPGNA S W\, BIRZ OIE H I3 M Hs
2R EMOEBIZHL TR, MECARED FA»E L
WREFTH 8IS B — N7 MR D ARIMER 1 L1016 %
M2 CTHD, REAN 1 H020% B2 TRDLHETHI0
ME% %, BVASTHEOIEH IR KEEL 6 M TH b, &
W X4 R THDEH, TOFHIHEL V. ANCARED
MU RN 98 720 & O & O BHEDHIE T 22 Vo

695 B GG IRE O 35 Bl FEAT 0 & 722 & 37 IR RN F 0 FH-All 12
b, BVASHHEH S TWw b, BEOHBROBEEI. &
BTN ERHEE O S E AL L. RETNICHTEZ §
%o IBIRBIMGTE OB 2 BVASO A mECCHA L 72355
. BREHORE SRR B 2 L, s ORI
Lo TR LWEEEEH L2 L5, —BRITHRE N
TORIKT, HHOBSZROLILRTERVEERD
N5, TOROBREOREE HINE LE#EDS (1.
BB M SIG B 0 3P4l & IS M TR D B iR %
BT aREICL LD LR TR I ENEVS Y, S5C
2008412 1FBVAS version3hHE SN TW5 (R4.1)°,
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BHAE BEE

@&ZZED Birminham Vasculitis Activity Score (Version 3)

BEKS . £5/8 &5t
TFHERS Edil=lE
MEACERT BEEOROLF T v o LTTE, BEIFECaRTs | © 0 SO VIBMERDSH- LS (A% 48R SMIMERH
BB RHE, TELI CF 19 L TESLr, LOER - FIEARODBV/ER - FIEOEBARDAL) 8810 5T
OEFFEMEZOOICF T v o LT TS0,
5@ COBBOBNOIMTIH?  EL O LLx O
L EEiE EEMO o EBE EEMO
BUsu A BUsu A
1. 25ER O 85 3| 6. CHERE O S5 6
B O 1 RN O 4
B/ A O 1 DRIE O 4
33, (38°CLLE) O 2 DAER O 3
#EH (2Kgllb) O 2 BOLSE O 4
2. RERE O S5 6| LEFE O 6
e O 2 SoMmELARe O 6
35 O 2 7. BEERE O S5 9O
BB O 4 DN O 9
B O 6 METFA O 9
HeDRz B O 2 R & BAERE O 6
3. HE/BRRE O 8% 6 | 8. BRE O 8= 12
mfiyirc O 2 il O 4
PRUEE O 1 ZOR >1+ O 4
IBRRD 5 [EREA O 4 MR =10RBCs/hpf O 6
895 D3 BRIk Y O 4 mESLPFUE 1.4~2.7.9 me/dL* O 4
WA/ FREBA O 2 mESLPFE 2.8~5.69 me/dl* 0 6
AR/ RRA/BRBA D 1 mEsLPFE =57 mg/dL* O 8
%8 ) 3 MBS LU PFoVEDEN >30% iold . 5
TRDEHET D 6 OUPFZY - HDUYFPSVROBET >25% ~
TROBA O 6 *ENIZE 0 T OFMEDBICRH T 5
BREOFRZE (MBA, MEE. . BEY. $n O 6 9. MERE O == o
4. ERREMEIRE O 8% 6| FRE O 1
MY/ Fik B/ N3 O 4 ETDN O 3
BEmRE O 2 225 O 9
P TR O 6 R (BmERTEL) O 9
RS M O 3 =g O 9
RS M O 6 BURE O 6
5. WEREE O == 5 RiEERES (08 O 6
B0E O 2 DFEMBBRER O 9
EEE 1o (d2em O 3 10. Z0fts O ND
HOK/BIBA O 4 a. O ND
B O 4 b. O ND
SERNRE O 4 c. O ND
2BOWEM/FRIREM O 6 d. O ND
FRAE O 6 HHEEREOHCHT S |
(FTRTOREHHEHIHE DRI BEOOIC
FIVvHT D)
BEH

Version 1: Lugmani RA, et al. (1994). "Birmingham Vasculitis Activity Score (BVAS) in systemic necrotizing vasculitis" QJM 87 (11) : 671-8.

Version 2: Lugmani RA, et al. (1997). Disease assessment and management of the vasculitides. Bailleres lin Rheumatol 11(2) : 423-46.

Version 3: Mukhtyar C, et al . (2008). "Modification andvaridation of the Birmingham Vasculitis Activity Score (version 3). Ann Rheum Dis.
2009:68:1827-32.

BVASMD5TE(E. "BVAS Calculator-v3"  http://www.epsnetwork.co.uk/BVAS/bvas_flow. html [CTAAETEH o
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I 4.1.2 VDI

NI RO FREERH LS, ATk (EFE)
s TR ENRITRE) PERZOND. TR
OME R BEMRIC X DIEERE, BI0, @QMmERIIHT 2
BRGNS 2 50HE (RGE, ElF92 L) 12X 2E
e EICB LT RN A L LT JEIRRIRTED 3 A
HUL RS B2, TBEH DWW TREIL S %o

VDI

BVASIZ L4 % 0 1 B Mk % 7% 3 A%, I3 9 B 55 45 4
(vasculitis damage index ; VDI) (F4.2) & IET 1 %
A=V &R L, VDIRBIZZALS s 2085
SHTHY. MPTHILE w7 WY v T
DEF AP H T L, BEY Y < F OB E RS
DAS280SBVASTH ). VDLIBIEI VY w7~ F O X #ELD

VDI, EEROBE % MERDORERD SEHT 5. NERBEMOBEEETH L LV, IERDEEE (BVAS) EEG VY. BEOIAFENEEEE
RHT S0, ABRHEEL LV, FIROEFDVDIZ0TH S, (a) 3HRRULMEET 2EEZ 28ILT 2. (b) VDIDSRBIIAEE 1 3HEI L. E

THZ LG,
BER: IDE&S: ST -
REG: FHEERR :
15 B Y 15 B EREY
1. HERER 2. BRIEEIRERS A
1. BB5 D LEFER. BNET 3. IEterEREA
2. TWELIBE T e -RIEA 4. BEWIE- LEHCEDOFR
3. HHEES VL RASEBIER
4. MBI 1. —Ric B BROKIE
5. BREBEA 2. —BICH 113 2 BB DRROXIE
I. BREER 3. ZBUEDROKXIE
1. BiE 4. KMEDHIE
2. FERE 5. PARMIET EREENCHE SRR
3. O&E 6. BRIASHE
0. F-5-EHSEEK 7. INE BB OERRIE
1. #EE 8. K& L EAOEGRIE
2. BRA-BMEEIT A -FRER 9. 2EE DA X A OMERKIE
3. &5 24EErl X. BRAEWR
4. 1BMERIBIRA XA & 5 BHIEFRR 1. RS
5. FRPTIRAE (RFifF) 2. HEARRSE
6. FPIHIE (Fiiitk) 3. BAHEENM
V. FEORESAEIR \ 4. BHET 4818
1. AESmE 5. 1IRD%AA
2. BHAHMHE / ZRATE, 6. > 1IROK
3. MmO 7. IRBOBE
4. piEE X. SEEER
5. BHSEXIHE 1. BAEE
6. 1BHIFIERS 2. EMEE
7. SR TR 3. &
R 4. BMEEE
1. BRUIE - BEIAR/ 1 /3 X 5. 2EEONMERS
2. LFHEE 6. MRS
3. 2EBDLHEE 7. KRS
4. DERE 8. HMTMAEHEE
5. LREEE K. ZOMOBEE
6. LoME% 1. SRR
7. ENE 2. BEEEE
V. BIER \ 3. FERRAS
1. FBIE 2 IR EBORIKEBEE (GFR) 4. BRI & BIBMERO S R
 50%K 5. BitiES
2. BEAR0.59/ALLE 6. ZDMDFE
3. BRLKH Bl
VL SEEERER N
1. EEORE (www.vasculitis.org/ & V) )
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sharp score® X 9 2 EWEAH 5, BVASE B 7z o Thgoh FREBIZIFICRA T2 2 L L WS, THIZFAD TH 5,
AMORBALDILEDOERITH . EBROLE FORMER & FHERIID 6 H 124 L IZVDINE2~4TH b, ¥I5%
LT Od 2 AERDIME LK DOFIFLUHI DS H > 72D Z ZVDIRE O TH B, —MHWIIVDI> S5 IETFHRARLE X
) THRVOPAWRZ EDL v, @OENZVELRE TIEE bhb,

CORBEDIFRT WV, OBVASEEF LT, VDLEHA

I

1.
2

3.
4.
5.

BEIRAER
BAS L ERERE. BAET  BRARPTRICK 5 (RMMEREICER L AW)
EMELBEE T > E - FFIEK  EMIEERFTRICE ). XERFTRICE > THER S W 3 (BEMEBIRE £/ T5). BE T B XIFFIRICK - THERR
aha
HHEEEHT | BHERE X#Reh R TR (BEMEEIRE £F351 9 3)
|EMEBIRGE | MERRERIEY) G XIR A EIC TGIFAE M D
RERMEERES | BRIRFT R CRIFAS . XIRFTR » D/ % 1 3l (IC (HERBS 3

I

o
2.
3.

RBRER
BiE : BRPR LECH & NBMEDBRE (D5 2 RBRET B). NAEEDOBRRERH > THELTHLW
REEE  AREREES. BIRMSECERT3bDERNTE2E
OREEE AR LR E LABREES & 2 3OS

I

Ea I

o

B & BEHRERAEIR
48 - hEORE PR/ WEOREICER T 28IE. A —UA X MICE > THRBTHZ ENEELL
S IBERIT S - TR : @b S OWHRREE. »D/FARIRASB. 2D/ EBBEMK. S REXREVEETS
R -SFRFEIL &S »DO/EE. SFEOFLL
IBMERISIER -XIRIC L 2 BRI | BIREOEEEF - LIBERBRT M. #D/ELEBOMREFH >/, TLRFOEVXIRICL VRS W3R8
EN
PR (Rl  Fift T I8, D/ 38R, WRIRD D/ F R XIRCTHERT 5 2 EPEE LW
PRI (FliR) : BRBEDHEICL 2

v

N oA NS

IR ARELR
BEME : AEOHEAE /13, FiE2 BOTUE (IE L < I IEEEMREIC L - THRBE N 3)
FAHARHERE / ZIRIFR R« FEMR & XIRFTRIC L 3 (B G IRE THRET 3 ). MUIRRA LELBEDLED D
FARR DAL - FEEXHRIC & B
PtAEEE : BER X AR & 7= (S PRIRA&EE / RIS > FIC & B
BMRERIRE | EH L IR Bk
BEIFIEAS | ZEALIRRHEIR. 7D/ % A XIRE /- 3FFIREEE EEE LR RO & VWIFIR(EE
PIEERE R I DB BMEEN T0%LIT. Fa1 HBEHEEIR 70%UT

vV {EIREREE

1. BRDME-BENR/ A /S RS E B, D < & HOBROBILC & > THRT 5

2. DEFEE : MERREED >ORECL S, D4 < L bDBRNELIC & > THRT 5. £/ ILDEREED L
3. 2EEOLHER 1 EEOUEHEEY 5% < £b3HPH

4.
5
6
7

DEFEE B DHEER S, BRRERDRGH & - (@ e REIC L

. DRIRRES | BAS 2 RIS - SRS, E L < DHEEEREIC L > THERBE h B
. DR D < £ 3H RLIERE CDHMRER & 7= 13RI DIMER (C & BIER. £ 7= 13/ DHNERRIT
. BIE  HEREAME>95 mmHg % = RREERIERZ LEET 5

VI

o
2.
3.

BRERK
FRlE - 1EEB GFRP50%KM | Z h 2 hOREXDETRIAIC L 5
EARO.5g/BRLE : Zh ZFhDRERRDETRIEIC L B
BERLKH BRI H 5T INALIERC BRE, /138 HBE

VI EEEER

1.
2
3.
4.

IBEDIEE | MERFAERICIES - -+ 1515 10%E - R & /= (ZAFDRBZE £ /- 1340RR

[ERERERBIRAE R | MEEEPER LR THE S h 2 BN L IER

TEMERRREK < BRERFR R 0 SRR & h 5 AV 1 S & BRRRRIBMEIR

RIBRTE - EERHILEOFI | BRI R RRE - I XIRIC L > THERB S h, EEBHILEFT IS MERFERICS D

VI SRAKIBERAEIR

T
2.
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. ZRUEDRRORIE  BRR AR I N B, Da ED TR EICKRS

. RIEDIREE © K75 —DEBERPMEERC & > THEES N -REIIRC B ME DR%FE
. FEIRMERRAT - ERES) (¥ 5 MK : 37 ARILLEHRE < EBNOFF 5 RHAME (- & 5 EMIEESR

NS BRI OFBRERIR | MERRAERDIERRIE

. RELEIOBBRIR | MERAFIER DU PO R, AFHREZE S

3
4
B
6. BFARMASAE : $5 9 2MBAR. BB, F/ik. BRRLOSIRD -iF
7
8
9

. 2EEDOXE GEMOERIIE  FE1 B, 53 HALERES L

X BREEX
. B &5 5 »OEALORE (BARE). RIRFETHERIND
. MBRSRE  IRIRGARE CHERR S W B3EAS » B b, REFRIBRRER
. REENE  RIRRE CHERR S 1B

. 1EROKER: 1 RDZTL 4 KA
. B 1ROKEA: 1 ROKEAN S 3HARB &
. IREOBIR  BRIXIRE 723 CTICTHERRY 5

1
2
3
4. BAMET 1845 HEREIC & & 4 VWIRERESIRE, RAET. B E 2 A REFRAE
5
6
7

X AR

1. PBHREE BT SHERE SPRE 25 EFRE-THRE, MEOBHT X b EXCEHSEAERICS S
2. BHEE  EHEEOLOAREEICE I IREREZEI Y, TR BREORREOLIR il BEEOXN - BERNROERL - FFHRENEDE, FiT s

) DEVTE) BIRRIEDTTED

3. TN S ORIEEREN -0, IR CREETE, £ ZFENTEREIIE 5, ERIARILETHY, 3HARUERTIX-DL

L{ic#HEh3

. RMEREE  MERFER. TLRE. WAL EWE EOREER. BUHESLHIORRIC & 25580k

4
5. 2EEOKNERE 1EB &) 3HALIERES

6. MIMIRRE | 1RR & SRR £ RR - BAR T
7. RIS BT - IRERE AR T

8

. AERTEEBEREE | BERL BB OERIEIRES £ 5 TIRODESNERE - BEEHERRE

X ZOfOREE
1. PR  A0RRiBICRRRENIEC B

2. BBEEE  amkEd (BMEK<4,000/ul) % =M/ MRED (MAMR<14T5/ul) £ 2RBEM (NETAE><10</dL). BEFRICTHEIHZ &

PEE LV
TEIRIR  REEDEET D

BMEES RIEFREICL B, BEFBREENEL

oo~ W

RIS & BIBMERY A MPR © FHEMEMR. EREEED. SMEHMMERERAREE TV, FRICLZEIEAE L TFHMESh 2

ZDMOFRR : MERDFERIL - LBE L LISEMIER EE R RS PHREE

1o 18

| 4.1.3 =2BOES

B (remission) &, MEROTEEITESHIR L2 L8
#END, NEFME] 13, MELZT TR GPAOA
R EGP A D UFFRER DM 22 & OB JJEFT - s
BV C L 2 ERT 2%, EUVASOE#H T, 58
PEIMAE IR 2R EDEIEDS R AR TH 1 7

A
=
;

HMENZz 2B TBVAS=0TH D, 7L F=vnm Vg
HBRICH L. WHPOLREFIEM 2T L2012, &
HmOGREIHF L RO TV F=va v &kl s 5 %8S
»5 (EUVAS : MYCYC clinical trial protocol Eulopean
Vasculitis Study Group trial Ver 2, p8, 2007 0 ).

| 4.1.4 BROES

% (relapse) . 1HEIMEDO D 5 RIEICHEK D, B
P72 MAERAER & EFEEZ NS, Major relapse & Minor
relapse’H %o HiE X, Ly O fEBE Ll A 2O REM:
LR TH D, BHIEGOERER A2 O RENE

o WHMRTDH S (EUVAS : MYCYC clinical trial
protocol Eulopean Vasculitis Study Group trial Ver 2,
pl8, 2007& 1),

63



BAE BEE

| 4.1.5. #atoes

EUVASIZ X 2AVV®O & B 4 8 <k, #H %
(refractory) &1, A7 04 FBXUOCYHRFBIIKIG L %
WVIEFTE DR LRI NS Y,

41 X ®

1) Lugmani RA, Bacon PA, Moots R]J, et al. Birmingham vasculitis activity score (BVAS) in systemic vasculitis. Q] Med. 1994; 87: 671-678.
2) Lugmani RA, Exley AR, Kitas GD, et al. Disease assessment and management of systemic vasculitides. Baillieres Clin Rheumatol. 1997; 11: 423-446.

3) Flossmann O, Bacon P, de Groot K, Jayne D, Rasmussen N, Seo P, Westman K, Lugmani R. Development of comprehensive disease assessment in
systemic vasculitis. Ann Rheum Dis. 2007;: 66 (3) : 283-292.

4) BN, PUETA. ANCABYMINAE J OWEBIE & e & Rl IRE Y458 2009; 49: 63-74.

5) Mukhtyar C, Lee R, Brown D, Carruthers D, Dasgupta B, Dubey S, Flossmann O, Hall C, Hollywood ], Jayne D, Jones R, Lanyon P, Muir A, Scoot D,
Young L, Lugmani RA. Modification and validation of the Birmingham Vasculitis Activity Score (version 3) . Ann Rheum Dis. 2009; 68: 1827-1832.

6)Exley AR, et al. Development and initialvalidation of the vasculitis damage index for the standardized clinical assessment of damage in the systemic
vasculitoides. Arthritis Rheum. 1997; 40: 371-380.

7 ) Luqumani L. Measuring disease activity and outcome in clinical study. Clevland Clin ] Med. 2002; 69: SII-100-102.

8 ) Hellmich B, et al. EULAR recommendation for conducting clinical studies and/or clinical trials in systemic vasculitis: focus on ANCAassocaited vasculitis.
Ann Rheum Dis. 2007; 66: 605-617.

9 ) Mukhtyar C, et al. EULAR recommendations for the managementof primary small and medium vessel vasculitis. Ann Rheum Dis 2009; 68:310-317.
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SRSAEL

| a.2.1 5O0—INLEERIE

1) EEEDAE

AAVIZCF RS 5 X ORI % 1S W et D |
ZROOTREEBEOLEGT ., BENTRICEEES

2 5o EUVASHE N L 72 E O BRREBE R H. BE
ZEEEINICHOFL, BHRETZEIRT 5 2 L AEULAR

ICEUVASIZ & 5 AAVOFIEFE M A /R T o 3 HH 13 e e
PO L AR EOEREEIC X » TEZ S, BRI
FEHESRIR CH HGCHCYIZD b T #ATT A A E L
TEHRINDL, TNHOHEFEEFBIIE 4 DEFITHBNT
el & BT 2 WREEASH D . TIPS T, MR

recommendation’’ TIFHEIE SN T2 [H#IEB], +4.3 WHEDEE T LLEND 5,
EUVASIC & 5AAVOEEE D E
BEE T &
BRBE! (Localized) t - FTRERZEUNDEBIRE. XHEG EDEBERE RO OFEY
=kl

(Early systemic)

EEstRED B L [T ED ICBRZE H&IFTREZ HHEVETDRE

2578 (Generalized)

Bd 5O\ (DSBS HAEICRRE BLIEITHREZH ORI BRECEMEY L PFZ5.66mg/dIFE

SER (Severe)

BA2FCTEERBOHEER 224 DREL BRE CRIES L7 F=5.66mg/dli8

#5870 (Refractory)

TR E 2 HL ~2‘i€ou\7’$fﬁ? DAY, BSRB L O
BHPRZ 4 Fo4 v 2 2 @LWEhTwb (%44,

BIBEBERTOA FELUCYBRICRIG LS WVETHEDREL

st KUSIA

FREATRLI S A, BT ASRE O IIHIR R 3 2 D EH
DEIJERE & T 2 LHFH SN T Do KEOTHR TR

EUVASIZ X % i 550 8IS ANCAM A& B A5 2 5 . XNLMFEGPAIR. ZO4SE TN 4eTHE - RFHE
REMB X CRHEGROMECIL XV HESNTY ICwRbDITWVWEEZ NS,
bo BB, INGOFECHENFIZMEH SN 5 EHEE A
BSRE&LUBHPRA A K51 »ICh I 2MERDEEENE
SRy f
ANCAKRZE B A A
R
Egi B Y B = 1o (ERa 5L <170 MTX % 7-(3CY
£57 ®HY Bk »HY <5.66 CcY
‘ . CY+MmEEse+ X F U
Ethail] HY BB HY >5.66 gl
wm? £U3IA
2) AEZOMI-—)IL BSRY DS A K4 VMRS TV,
R IZERICEUVASZ L E L2 ETOREL 72 Bk D BEAEESEOE (R4.3) IRLESREZ 2T
FRRRFZEAs B SR BEOREDS L SR TWw b, RIETIX LM% TIE. FOGC (1 mg/kg/day) WA TCY (&

CheOMRERY Y5 2L LCEULARY BX O

1 2mg/kg/day ¥ 72 (& M Bk :156mg/kg% 2 — 3 A )
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I EAE AR

ORI TS [HEIEA]

FEIOCY (POCY) O¥ifAid 2mg/kg/day (i CT200mg/
day) # 3 7 Afi#59 5. 3HPHATERIEL VLA
XERIET S F CHETHRT 5, BE#%IX15mg/kg/
daylCi T %2, CYORILGMMIZ6 » 22w X
T B 3 AOTEMARLE (FEIENISEE3 -
6 71 HLN) \3HEFHRIEAATT 50 BIUED Y A 7 OI%
WO 72 I ERE4,000/ p 1D L F 721357 ER-ER2,000/ 1 12
FEMERET S L) S mERET S [H#EB]. FELE
BREIC L > TR ROMEL LETH S [#EB], POCY
WEDE=F ) V72OV TIIRAHICER S,

CY% BBk #ETH W34 (IVCY) 1315mg/kgs i
WGREZD, Fikn - BRERIIS U GREES 2 231
HEA1500mgZ B2 2V X ) I2T 5, BGHiHRIZTHR
MR E 72T BROKEIRRT A2 EHFETE Lo RID
3MF 2 /T EITITV, ZORIZ3ABEIATHI. ED
EHFBHTIE 3 — 6 7 H THEFFIRIENOBAT IR ST
WY, TR EMREAY HWE 3TUX6s A M owE#ED
b Twa, IVCYEDE= %) ¥ 7 2oV T3k~
HIZER %

BL O TIE, IVCYIZPOCY & Heiig L[] 45 o % i3
AR Z R DD BYHEIL R A MEED D54 2 WA 2 € 5
LENTWD Y, YR M S B B 2
REDEERFRO—DOTH ), HiE L EHAEREE, 1
MERIA 7% EDFERH T & 7% 5o

Ihbo7aba—icky, 34 HTIO%RE. 67
A T90% D EMEADMFTE LT,

FEAGCIZ D W T HEUVASORIIZE DS 71 b 32—
WAZHED TG 1 HE» HWEZHGS 570 Fa—)v
PRESR T2 (KHEBME) 7 [HE3EAl, 2704 F3
VAR D W TIE, FRICIVCY OBRICIESA O T B - 5
PR OBEAS SN L, FIBIVCYRIIZAF VT LK
=v'a Y500mgPF 5. 2 HDIVCYRICAF VT L K
=1 v 250mgDH 5 %47H 7 b a—vaHwsn s
[HE3EA]. AT 04 K58V ZAWHEER AT 58, &0
GCoMEF Gz ET 5 [HIEC)o A 711 RS
N AR AR O ML e, B9 SR AT MR BRAK T 42
(RPGN) ZEL7ZBICLIFLIEAVwSN D [HEEB],

JiE AR BRR T F 72 I3 R S RN 2 MG #IC I, 2
b L FH— 1 (methotrexate : MTX) (15mg/3E > 5 1
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7 LI K20-25mg/#) CLEIBE AT a4 FobtH s
"IN TV2D [HEREA]l, b0 7wt a— ) VIdERE
ABZIZBITHCYEMTXOHF AR KABTH 5
NORAMAFZEIZ DV TRRE EN TV 5, EIFRIZOW
TRASMEAREN TV DA, TR &G MABITT 5
BEMED D B0 BURRIIZ 3B\ T b HIE 4 BE ORI 2
ENBHEECYRMBHT2RETH D [HEFEC], MTX
AT ABIEIHE LML 27-0FHEOERLY B
%o BRI ull blood count (FBC). B#%hE. FTFHERE.
WL > by EOREBEDOMBSLETH S, MIF
Crl150 g mol/L (1.70mg/dL) LA b EFkEREREE % ) B
HTIIE5Z2®IT 5, &G EOMERIZ 1A/ 2 HOBE
TFBCOF = v 7 247\, HH-EOREERIZ 1 1/ O
BECOFBCOF = v 7 %479 B IMERAEL 3%
72UNS, BREEREME D ARSI DL EIRAT ) o FEMIIC D W
TIWBSREHH A 534 OMTXE=F ) ¥ ZIZRl#iR &
nTws,

W RS (MiECr=500 4 mol/L (566mg/dL)) %
R pYa [HEREA] SRz &L b5 E
BB g s 2 50 24 [H#E3EC] 3GCECYITmR.
IS E: (2 MMUNIZ4L% 70) Z2HHT 5, &
TEOMETIE, B BRI B E I3 2 AL s
BOMHICE D EFREIYEEL TV L EMFHROWER
Loz 3NTW2 Y FUSHS b I 2 & 0 F
g EE B L7oE b M RRREo s s h
% [H#E3RCl, mAERHFED: L A 704 ROV 2EB0 bt
FHSEE IR S N EBE TR R AR S hTw
%o CYDMEHT& W EERLHBHNIIS LT, &kt
VF I TOERNEIRE SN T WD, RIEDRRNIZET
3 YR 7 AR OEHEAREOEREO—D L L
THETFONTBY, SREENEREAREOEIRNK L 2
UMD D Do MOREEHE L LTMTX, AZA, LEF,
MMF 7% &2 ST B A5 MTXPAHC 1395 17 5 A
BRI T A LT T v Al v,

CNODEHEAA T A VT EAEZEE O AT 5 BEER
(randomized controlled trial, RCT) ZW.lo& L7257 —%
2D W TIEREL B T\ B 7230 0 GE B L 80i% A il C
%o 724 L OWIFETPRIANCAREERH. GPAREZ D
HEGAL v, bOETIZEBILERE LTGPAX Y b B
B FEMAE ROEEICE < 72800kl Lo s T



DRIEVMTEZNWILELH), ThEDHTAL FFA4 2D
EHEOBENOBEHNI O W TIHEE L T b,

3) GCREDNZOrI—)L
Fa—=IZBWTHCCOWETEIZIIHEBDE R T
DB, MiECr5.66mg/dLEL T D4 5 I 4 42k 5
A OMEFHED & M L 22CYCAZAREM® Tid, PSL
% 1mg/kg/H2 OB L. 1HMIE12075, 05, 04mg/
kgl JiE L. BN T 2 70 Fa—vhaHvshiz [HE
A, CYCAZAREM® BHMNFIZGPA61%. MPA39%.
PR-3ANCAPRG 1457 %+ MPO-ANCAFz 437 % & 4iE94 %
H BB WE4E I [ear, nose, throat (region) : ENT] %%
50%. Mi#§2555% CTd b “FI4E#SSHE (20— 77i%) T
Hotze TOTVII—NVICLZHFICLY 3NHETIC
7% 37 AH56H52HFETOMIZIONDEFIZE->TH
D FEFE SIS AZARKE FF R #E15.5%, CYCHE 35 8 1 7
137% T & - 720 20094:EULAR recommendation' Tid.
D12 ICCMEHEZMFFL, 37 HUNT
PSLI6mg/H K lZHE T RE TR ZWVWERLINL TS
(32 HEC)o PSL20mg/ H L b o> ¢ 5- 0 B 52,755 H A i
O BETETHEICHRERDE D o 2 WG 2 L2k on
7zrecommendation Ez b b, F/o, LRI
GCORWEEIED & CHEFEICHT LAY 7F ) VAT
(3. GCHEFFBEERE IS L TR ER O BIRY 2 7 3
W EAMEsNLT, ok ), GCRERES &
OHERBRICEI L Tk, 23 v r Ao Tuns
Vo RS oMEI T T b a— i b e B EE DR
HEHAITH Y, GCHABHRIZ L 2 E 710 b a—)V 2R
THDOTIE RV, DVWEDOMPO-ANCARIMPAZ &4 &
L7=%21H & 24k — MF%E Tl MR OPSLO i
HEEA08mg/H & ) HOFEIE, TR X D EBVWERICIHEL
126 R LR TV EARShTw 2, [HisrC]

4) CY#RS5EDHE

(1) #Ocy

20074EBSR, BHPR#' A K54 ¥ Tid, EWMEA L L
THHIRCY 2 mg/kg/day % HfX 3 2 kb 95 Z & H3¥EdE
STV, GFERIRAE 2 B 2 720, AERG0R L L

1325%. 75REIL EIE50% IR T RETH S Y [H2EEB] .

full blood count (FBC) %MD 1H» A ix4HE, 22~A H

E3PAHIF2HEME, ToRIBEAF -y 735, AL

ER4000/ p LA BF HpER2000/ 1 LA 2% L 72 5601

BOCY 2 —FEICH b9 5, HIMEREDSHE L 7264 7%

< & b25mgif i LCHBH L. €O k48 B33

5o B FMERIEA /I ERIEA (FER1000/ 1 LA

B ERS00/ u LA ) & 5 \WIZEBIE S 5 [ I ER A /4

BRI A (FIMER4000/ 1 LA, 4 v 2k2000/ w LA i 25 2

ABLLLE) %2 &2 L7201 EROCY 2 ik L. HImER

5 #%1250mg/ H TR L C. HILEREA A AFHN T

HiuE, 1AM HERF THET 5, FImERk6000/ 1

LA T2 LRI He L T2000/ u LV K F L 2235871213

25%ik i3 5" [HE32EED] .

(2) IveY
K MR IIIVCYS HD A5 WIEH HICERK T %,

IVCY WA 7 i L2 P11 ER4000/ 1 LA #F H Ek2000/ 1 LA i

THhDHYEIE, IVCYR W L. 5 KRS AR A % 52 Ht

LT FIMER4000/ 1 LEL E T2 5F H18k2000/ 1 LEL 1S

%572 525% M E L CHET 5. £ D®%IZH MR /4

HEREA % &7 L7261, kG HETHET %0 &

FOIVCY10H 2> 5 W DIVCY F TO MIC KM Mtk 2

Fxv 7 $ %, HIlEknadir30004i. #FHEknadirl5004

W DA 21, ROIVCY EHT O F 1L ER4000/ p LU ET2»

DUFHIER2000/ u LU ETH > THUTF O X 9 iz

5,

7) Kl Eknadirl000 — 2000/ u L& % W& 5FH1ER500 — 1000/
u LB HT R D40% I RS 5.

4) K Il #knadir2000 — 3000/ u Ld % W & 4 i k1000 —
1500/ u LOYGE I & 0 20% 3 5 [HESEEEB].
CYHG&E, %G5HBOoOMELLEL Lidh o E.

ZOHRITKMMMEZIVCYEHH A WIEHIHICF = v 7

$ho MEEEZLEL LG, RMIMARAIZI0H %12 %

Mg _RETHbD. FHEEZIVCYY H DD\ HICHE

LHERES 20 i, BHEEEIC X 2\ T2 R4

AT [HESREC).

67




I B4 R

RS & BB L BIVCY BB

mE7Lr7F=>
150-300 u mol/L

mEILF7F=>

300-500 u mol/L

60K

1.7-3.4mg/dL
15mg/kg/pulse

3.4-5.7mg/dL
12.5mg/kg/pulse

604 E70K5E

12.5mg/kg/pulse

10mg/kg/pulse

70k

10mg/kg/pulse

7.6mg/kg/pulse

Xm 1. 2) KYU—BRKE

I 4.2.2 JMAAVZOR3I-V

1) EREESE
FHREGI D EREE D & O % RA.612 D W THHT
%o TOBIIRATE TR EOH A HES 5,

2) aE70b3—)L (RPGNZRRL)
BREARE (HEEE)
FAEB O FAEFE /PO THHE T T+ I — L & # IR
L. 3~67rHEELTHEHT 5,
(1) &M
RAGOHRIFAEL, MiMHEEL, T OMORITKRDO 71
kI =V THEET 5o
®PSL 0.3~06mg/kg/H (15~30mg/H] &FI1#&%5% %,
O IEMIHI I O RIOCY F 72 13AZAIX05~15mg/kg/ H
(25~100mg/H) ##EHEMHT S
(2) =fEM
RABOEH MM M, WEERIIKO7TT Fa—LT
BT 50

® 2514 Fs9V AP (methylprednisolone 0.5~1.0g/
H)x 3 HM. &% WIidPSL 06~10mg/kg/H (40~
60mg/H) BO%&5T 5, F/2v 4BLNIZIVCY
05~0.75g/nd & 7213 OCY 05~20mg/kg/H (50~
100mg/H) o5 %ME L, BFHBEEZITI. & B,
B pRERE S (MIECr=18mg/dL) K75 L 1o His
FH T, IVCY. BIHODOCY D5 % 75~50% 12 Jf 29
5o AT HA N2V AEEIT LEOPSLEOHR 5212
35, PSL 40~60mg/H O f ¥ 5 & %17 H L. ki
Gy DBERARIZIE U CliR S %0 IVCY D5 [ R 1
3~4AME L, IVCYDORFEGMBUT 3~ 61 ET 5,
B, IVCY#H5: 2 B # o\l EskEA33,500/ u LY 1%
o X, HEELHET 5, BICYHEGE 3 ~
6 rHET 5, CYZIRMTE 2 VWIERITIZAZAZ 1.0~
20mg/kg/H (50~100mg/H) %53 %, 5
6 PHUEET S,

FREHEMIENLRYSE ) A 7 SRV OT, MY A M7 A

2 # w o B ]
BIEB BRI RPGNZY (SRR
FAAEAERY Bl M 2 (KRR
< DR B - BENEY, SEEHA
REFRARS &
EED) E5MEMEANE 3ESBULDES
FEAY FREBMANE I & 1 (FILEEEBE MR S BRDEGH
RPGNZY MECHED' 1 & BUMRIC 2 B EIC1810
REES U AMAEmE
REzEILE, BAR
AE mA
NEEBENGHEE SR
EAEAI DGR IEAES)

fEesPEEDEREIITRA 72D E




BEEEOTA
B S U

(a) BRI MR M FEHRIBHTEF D 30% LU T DBfith MRS

(b) FEFEMEEMEML  PaO, 60 Torr I TOFERL EHH T
FERIEEF D 30% U L DEEEEE R T
[DELETRA

FERREICECro LR, CCrofET %
RRICAL. LR/EARERD D
RPGN. F7=I3BEMRICTE50%UED
[LHV) & & DIEFEMEY B AR B &
AAVIEFIISRHEICSWZ EEEZD
&, /EERDRPGNDOTES (BB~
HAOBICBARLICESZER]) TR+
DEEZD, Thbhb, SiE TR
BLEL £ %8 L TV BERT. Bika
EDEZNIMbZ & 3HABTMmECr
EL2MELULEICEZ e H D, LD
- T, MECrEHN 1D BRAIC 2L
EICIEINT 2 BRAERI & EE L /-

#FUVDERERE, DIRK. DEFREED
FHEERDIIBMR

UV M-FE SRR
HREMEREEL E0FE

T E - IERMEREEE2T 5. £
IS RIS FTHERER B £ R IR R

SZRMUEDKH. /- LEEEEDFE

DERER/NER, HMERK, RIS
R/ T RIIRR/HEBER /TR &

(c) B

(d) LEpfEE

(e) HAZMEE

(f) HMLes

(g) KERE
(h) B8t

(a)~(h) NIEE%2BH 3 L EICIE, ZOWBEZTEBHZIEETB

S AN T 7 A MFHV' =)V (trimethoprim/sulfamethoxazole :
ST) A#I2%/HEE2mE., /13 1%8/H%ZHEH TN

ko TE b a— VTEET S,

® THER] & [AAkIC, IVCY/#RIICY & PSLiG#H % MifT3 %
ZhE & HITMBESIRZAT ) o MHEAHIZ, 20~30L X
3HMZ 1 7 =& LTHiATS %o MAESCHIREI 1 &G
JEV A7 DEL % ADT, STHEHI 288/ HaxH 21 %7
188/ H %M H PRI %,

BRRMES

BRE A1, PSL 10~5mg/H CHERIER L TRE
B %, b, MEONPERZES X AR IZE L.
PustE g [warfarin (707 79 ) R &) MELE
#) [prostaglandin (702X % 75 > ) 8K, P/,
#H [dipyridamole (Y ¥V FE— V) L &] #HK5F
5o

FEOCYHe G- 138 5% 6 +» HUNIHIE T 2 D30 F L
WA AZAIZZEE L THRGMBET 52D TH b,

3) JMAAVDfFHfTER

C ORRRRER T, FIERERNC R E SN THEA 7 1
= WIZEDWTHB SN DK 6 7 A o Fff 5 AN
&, ZoRDI127H P OREMMEFRENIRIC D725, FH18%
AR oR B BIEE S iz, BABFMIMIZ2004427 H 1 H
~20064E 9 A30H T, 17Hii% & 0 522 E S S . 2008
AE3ASLHICRERAW T L7222,

BRAMEHE IR L T 4 BIASERAL S . RHBBIAMIRNT S L

359 %, 720 BWIXITH. WHIE31%. FEHRSIZ26/E~T9 F TIZhH
(3) REEH 720, FRMEIZT0 TH - 72 FIEE RN IT IR EIER] 2
RAGDO T AN HMEA, B gfLB, BEREL, B B, BEREFI236], BEREFI23GITH - 7z, KA ZRLBIZE
MR, PUEERBED TR B PERL, TEAE B O TR BB RE 1] L7z,
EED IMAAVERHROEEES =
MPO-ANCA s-Cr
B fé*) A | MERRR ) ey | EwmL) | (mg/dL)
¢ ) ) ¥4 (SD) ¥4 (SD)
B8E 66.5(62-71) 0/2(0)  2(100)  2(100) 11.5(12.0)  406.5(19.1) 3.70(1.90)
%U
s 23 67.6(56-76) 12/11(52.2) 23(100) 9(30.1) 15.3(9.0) 648.7(1112.9) 3.33(2.71)
28% 3 64.3(57-74)  3/0(100)  3(100) 2(66.7) 25.7(7.2) 522.7(78.2) 1.40(0.53)
BER 4 68.8(56-75) 1/3(25)  4(100)  4(100) 15.8(5.7) 448.5(353.0) 2.36(2.15)
RPGN 16 67.9(56-76) 8/8(50) 16(100) 3(18.8) 13.2(132) 722.4(1330.8) 3.93(2.91)
5 23 65.7(26-79) 5/18(21.7) 11(47.8) 11(47.8) 9.2(8.2) 199.6(169.4) 0.96(0.67)
BEREE 4 59.3(45-69) 1/3(25)  4(100) 0(0) 14.3(7.9) 164.2(172.3) 1.78(1.14)
MRREE 4 66.3(57-75)  1/5(16.7) 0(0)  4(100) 3.3(3.1)  135.3(94.0) 0.61(0.18)
ZOME 15 67.4(26-79)  3/10(23.1) 9(60) 7(44) 10.3(9.0) 240.2(193.0) 0.87(0.43)
st 48 66.6(26-79) 17/31(35.4)  36(75) 22(45.8) 12.2(9.1) 423.4(801.6) 2.20(2.28)
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I BAT R

s FERE ) C UL LAY 1 9 & FAE B O IR 1 )
Tdh o7z IR TIIATMEMAE 28 36, MiER 4 41,
RPGNELL6H Td o 720 HEHEH] TIZE B BU4BY, it
FERIABI, Z DMBISHITH - 720 EREFEIZITDIIE
fREAFRLEONRE RAIIIR T 2 Bl EfFE AR
Be LB L7270, DR OIS RI34661Ta 5 720

46614261 (91.3%) VSEMEEA Sh7ze FEMFE AR

HH 6 EM KA RS % < il B8 o B B TPSL
10mg +MTX4mg CHHE S Nz 2 R & TXRTOEE
367 A LIMIZTEM LT/ (R4.1),0

—Ji BIRICE S o RN, BRREAREROR

PEIZEC 30 [ AL L, e il A 1 60 (o i
BiZE), Z oA 1 6 (3P0 AR 0 f #F (acute
respiratorydistress syndrome ; ARDS))] B & OV K%
N (B BT L2 1BITH 572,
FERNZEERAE 3 7 AUNIZMBERICL 2D 0n%L., £
ML X # B o B & GE T - 72, Kaplan-
Meier AL X AL, 6 7 TH%., 14
T8I% TH -7z (K4.2),

R BIIATET OBV AS KBUIH BL/ BB AN 12250, FHi233.0
HTHhY, BHREAMGBERTHE/ B EOZIELRINT 2550 5
N7z VDIMEII B FRIF2I D R MBI ZE R ICI133 18 BA L
7o IHEBIZRFOVDLIIFE TR, e FHREB]/ HAEB], Bok
K DBVAS/Fefot il e, FERMREDS, B OB D LR,
BOEB], BVAS/HEefRfiRE, TWMIEL ) SMETH Y., v
T B L DB L MIEMPO-ANCAfE I, Wi
NOFEFERHENZ BV T HIHHRBICREIKT L Fyo
MFECHLBERE R L7225, BRER DAL CIE, S
ANBEEBIIBVWTHIEFEILL o7z (K4.3). BHhE
AP 57200 X ) AR R GEHREOHEPLELEZ LN
720

REGIRBEAREDOAR

REEME
1.0

T T T T T T T T
0 6 12 18 24 30 36 42 48 54
RE (B)

Bt R48% DKaplan-Meier&k dnFiEHIC L B
HEERFE

100

80 1

60

40

RIFEFE%)

207

O T T T
0 6 12 18

B (R)

EfEE R MECIOHES

3

2 A BEEL
< = S
O o~ EER
P

g

12
BiE (R)

ZTEI’f ZTD‘f IVCY AZA- PSL¥
--ﬂ amn T

REER 100) 0

BE 23 13 7 15(65) 2 0 0 41
=gl 3 2 0 3(100) 0 0 0 55
i) 4 2 1 3(75) 0 0 0 39
RPGN 16 9 6 9(56) 1 0 1 38

BEHE 23 4 9 7(30) 3 0 0 33
BREE 4 3 1 2(50) 0 0 0 46
FRR/mEY 4 0 3 1(25) 0 0 0 27
ZOfE 15 1 5 5(33) 2 21 0 37

#eEt 48
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I 4.2.2.1 RemIT-JAVOEERERD S

JEL A 57 848 WA PR IS 922 B 9 % BRI ZE3E T 13200945
4] XY [P skl g hifk (ANCA) B i %8
TR AR OBIR & 2 DH I & 24T B§ 2 BT
7% (Remission Induction Therapy in Japanese patients
with ANCA-associated Vasculitides (RemIT-JAV)) % B
L. 20104F12H F CTICIS6REBI DGk % 15720 TR HD
BHEIZ, Wattsb D7 v I X A>T, EGPAL45I,
GPA33fl, MPA786I, 73¥ARE3LBNZ T S 7zo

AT B8 S N BF T 2RO RS X OV
EVEDFEMIZ O W TRBUENTHCTdh 5752 W E TITHRES
AT o 2B DV T FRLCREHE T 5o

RemIT-JAVIZE G} S N7 BH I L TiTb 7 HEEE
MOEHRZRAN0IIR T Bk SN2 T EAEE M
T, RBAL4 B, F4 5366, g Ro16l, AR
BENHEEI N, WTNROBICBWTOECkTOREL
o U TRz o O S 2 vo CY D PRI 1331
~50% TH . AZADPHARIZO0~28% Th o720 T
5D 7 —%12i&, MPO-ANCARGME - EilEE 1% <, &

WREERESRETH S, % EORMEHORPEOME K
BEITH LT, SERmHI O 258 S T 2 gD
KMENTWEOHE LAy, EBE, BRHTMAZE
MW TIFo 722 £ TOMETHMPAIZH T 52CYDHEH
HI322% LA TH - 727,

FZNThOBETORGCCHRG RO EZATDH,
WOR TITh LTV 3 BIRITSE COMBI G- - 6 2 7%
CERBT 5 L. WG RSP 6 0 HEEOR G R
2\, 2 F R EETE VD PERPEDESERTOGCC
FHETHL E VR D, PETIEGCCEEEIIHILL 2
EFBD VL, BREDKRE LRENTH o 72,

INFE T o 72T THBUTIHER TIE L A EDREGIHHE
FRICEIEL TR 2L b, BEOHEBETHEME V) O
EODEHRAMBITER L TVDE VR b, SHhidEaetse
TR Z 5HIICN 2 €. BT TIrb T 5 IR O 2 17
WEPEOBFIE L IEEEELT A EBULETH
%,

#4.10
[REE (44) BH2 53 (3641) 258 (91641) HAER! (25%1)
EGPA 16l GPA 54l |EGPA 13%l GPA 18%l. |GPA 64l
EBNE GPA 44 MPA 1561, DFEAREE 15| MPA 476, DFEAREE 13| MPA 16641
Ll il NEB|REE 341

%31 ZE 1684 36 2% 2361 B1E 1361 M 5761 B4 344 2% 1461 B 1141
Fip (pRf@E) 617% 7% 707% 7475
mECr (@) (mg/dh) 0.88 0.81 0.89 4.15
RAPSLE (PRfE) 30 40 20 40
(mg/day)
RAPSLE (PRfE)
oy 0.47 0.74 0.87 0.73
CYHER 2% 50% 1261 34% 2861 31% 1261 48%
AZABER opl 106 28% 1060 11% 441 16%
3D ABPSLE (PRE) 15 175 1795 175
(mg/day)
6N BESPSLE (PpLfE) 85 10 125 10
(mg/day)
12H BBEPSLE (PRfE) 5 5 9 75
(mg/day)
18N BBsPSLE (PRfE) 5 5 ) 7.5
(mg/day)
. i MZR 56l MTX 2l
X DAD SRS MTX 14 MZR441 b e Tac g MR 1

CyA: cyclosporin A, TAC: tacrolimus
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I B4 R

72

I 4.2.3 RPGN®D;aE

ANCAPBY I D EF L. HKOGPA (Wegener' s)
EHLE L72EREGE? S, BIFEEATTA F+CYIZ
X MERHR S EARL SN, TDHOEUVASE & L
72T X IR RRBR O RS 2k ), wREE LT
MEVLLTW5B, ThHDIT—1 v /X TOMEIZCGPASER
DR (&RD85%) THALKNE S B b, HREMH
WEOMPHHE LCRIBREATT4 F+CYIZL D,
FERAIT0% TH 5o BHERERE ORI R BIERIZOWT
. SEEMHIEE O TCY E MTX ORI AR & ShT
VY, —Ji bAETIE, il FAROMPO-ANCAR;
HEOMPADSAAVIEB DI0%LL % &, €O LB FHIE
BREATOA F+CYDOMIIGHEEZITI & HAFEGC
XBWEHINLHRT LI En 0, WHEELFHE LTIEA
F A FHAOBBEI M SN TE LT P, ®A110C
H 73 E ORPGNIEF) O ) 58 & 19984F LR (2 1B H D17
b7z ABE. 19994 ~20014E @ b A3 [E ORPGN 0 4[] 3 £t
DEFZAITV, DA E ORI O MR ANE T
BI bR TWARHOREGITH 2BE. 20024E 12 DAY
ORPGNOZHEHGSHE 1 I BAR SN BOIERTH S
CREZrT £ &7z, EORIIFER ORI, AT
5 B, RO XY ENRIEEE 22T R

W CHEEBIEE S N B IEBNIIRA L7zo BRI Cldi b IER)
B D% WMPO-ANCARG ERPGN T, RO AF 0 A F
(LLFOCS) Hhid 2\ id, OCS+ A7 A F78v A (B
TMP) FEEEE ATV, RIEPIHIEE 2 NI L 2 W
BIAS AR DT69%% 15D T/ 2o —77. OCS+MPHEE N
RSEEPIHISE 2 P 55 % 5] Z SRRk 2 RIS
ZEHEDHMLTB Y, FEFNC X ) BBERIRD T Tb T
W2 BIEORPGNO BRSNS R SN TS, M
WHETH, TORAMN CHRARFIEEL 723 VIFOBE O
A TG HE TOMP+OCS+HCY DS HER SN TV B ITH E
o S HIZOCSOMPIRIIC BT &G =IFKEDH /21
0.71mg/kg/day ¥ THWA L Tz, FORE, R4E12C
RL72Z8 (. ANCABIEIMA RIZB VT, BHFEDLM
IRLTFHRANEELREEZ 52 0HTERET 2 &, Ea
FRIZOWTIE, Fin, BRZOH 8, (GG E i RE
W2z, RED 72 ) 0CS>0.8mg/kg/day il B\ THEIZ
HGFBRIPARTH D e bholz. TRFFHICOV
T, HFBIG R BB AR, ANCALZ N 2 FUGBMEL K A3
W THL I LVHEELETEREARR S TH S A5
CYCEHLGTHILIIBETFTHRAABIILHZESI LI LD
HorERo72

EEDD h) aRETHBRERBICH T 298EEE 6%

19984 LARIT 1999~20014F 20024F L) AR
AT a4 REEMHEIEEE LML 90 12.23% 19  6.23% 26 4.79% 135  8.52%
BOo2xsoA ROk 138 18.75% 57 18.69% 128 23.57% 323 20.39%
AT aA RV RFE+HROAT A R 360 48.91% 153 50. 16% 278 51.20% 791 49.94%
CEMHIERRE O AT a4 R 58  7.88% 33 10.82% 25 4.60% 116 7.32%
CoPE NI 2T 0 A RV A+ O AT 87 11.82% 43 14.10% 86 15.84% 216 13.64%
045 P I K D Fr 3 0.41% 0 0.00% 0 0.00% 3 0.19%
(B) MPO-ANCAZ! 2UREITH B RIEREE(CH (T 2 0HEESE)

19984 LLRIT 1999~20014E 20024F L) ENEN
AT a4 RIS e L mL 28 7.69% 5 2.91% 10 2.66% 43 4.71%
BOo2xsoA ROKk 70 19. 23% 28 16.28% 91 24.20% 189 20.72%
AT aA R2OVAEE+HREAO AT oA R 186 51.10% 93 54.07% 198 52.66% 477 52.30%
IR O AT e A K 33 9.07% 18 10.47% 18 4.79% 69 7.57%
o IHIER 2T a4 ROV AR AT 45 12.36% 28 16.28% 59 15.69% 132 14.47%
S0 4% P I K D Fr 2 0.55% 0 0.00% 0 0.00% 2 0.22%

KEH -0 IWPSLE (ng/kg/H)

0.85 " (0.400) 0.77 " (0.307) 0.71 " (0.279) 0.78 " (0.342)

ARE & CRERS « p<0. 05



STEMBIT (COXHBINY—RFETIV, RFvTTAXE) ICLBHE. BRICHELE5EZEF

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

T
TR+ HR (95% CI) D
A PR B9 LAT)
60-697% 2.284 ( 1.383 - 3.772 ) 0.001
705 LL 1 4. 286 ( 2.649 - 6.936 ) 0. 000
MECRPAE (TR @ <2. 6mg/d1)
2. 6-10mg/dl 0.776 ( 0.538 - 1.120 ) 0.176
>10mg/dl 1.315 ( 0.886 - 1.951 ) 0.175
JRZS et %) 2.169 ( 1.508 - 3.119 ) 0. 000
MGz V7 F=E G : Bmg/dl)
3-6mg/dl 2. 250 ( 1.474 - 3.434 ) 0. 000
>6mg/dl 2.492 ( 1.636 - 3.797 ) 0. 000
TV =y gk hE G @ <0.6mg/kg/H)
0.6-0. 8mg/kg/ H 1. 555 ( 0.99 - 2.429 ) 0. 052
0.8-1. Omg/kg/ A 1.645 ( 1.005 - 2.692 ) 0. 048
>1. Omg/kg/ H 2.132 ( 1.296 - 3.506 ) 0.003
Other variables considered: PR, ANCAY-7 7 Z &2 CY#&5-
Bt
THERAT HR (95% CI) p
Mgz V7= 4 G : <3mg/d1)
3-6mg/dl 2.811 ( 1.595 - 4.957 ) 0. 000
>6mg/dl 11.513 ( 6.827 - 19.416 ) 0. 000
ANCAY 77 5 % (%} W& : PR3-ANCABEA)
ANCAZLBE 2.891 ( 0.788 - 10.611 ) 0.110
MPO-ANCA Bt 2.224 ( 0.699 - 7.077 ) 0.176
ANCA+HIGBMATL I 5. 403 ( 1.474 - 19.806 ) 0.011
CYRe 5 (etf @ IS
CY 0. 683 (0.474 0.986 ) 0. 042
Other variables considered: 4E#n. MBI, MIECRPIE. WiIRZ. WIHI 7L =Y o 58
SEEBHE HNT—FEFN) CLPRT. BRCHEELEZIET
i B AL
EHK HR (95% CI) D HR (95% CI) D
A (RTHR ¢ <593%)
60-697% 2.20 ( 1.54 - 3.16 )  0.000 1.3 ( 0.99 - 1.92 ) 0.056
>T05% 3.32 ( 2.35 - 4.68 )  0.000 .20 ( 0.8 - 1.68 ) 0.301
PR GeHRR : B) .14 ( 0.91 - 1.42 ) 0.265 0.92 ( 0.71 - 1.19 ) 0.536
AR ZE (bR ) 1.94 ( 1.51 - 2.48 )  0.000 0.83 ( 0.63 - 1.10 ) 0.199
s = i e i 0.98 ( 0.90 - 1.07 ) 0.621 0.98 ( 0.8 - 1.08 ) 0.725
MygE 7 V7 F= 48 (R @ <3 mg/dl)
3-6mg/dl 1.85 ( 1.39 - 2.47 )  0.000 3.26 ( 2.17 -  4.90 ) 0.000
>6mg/d1 2.53 ( 1.88 - 3.38 )  0.000 11.77 ( 7.96 - 17.40 ) 0.000
M iECRPIE Get PR : <2. 6mg/dl)
2. 6-10mg/d1 0.95 ( 0.73 - 1.24 ) 0.717 0.72 ( 0.53 — 0.98 ) 0.036
>10mg/d1l 1.46 ( 1.10 - 1.95 )  0.010 .22 ( 0.8 - 1.69 ) 0.243
ANCAZ (5[ : PR3-ANCAHA)
MPO-ANCAEEJiht 0.69 ( 0.42 - 1.14 ) 0.144 1.50 ( 0.79 - 2.83 ) 0.214
ANCAFLREPE 0.59 ( 0.29 - 1.18 ) 0.135 .72 ( 0.74 - 3.96 ) 0.205
ANCA, HIGBMPIEILES 0.61  ( 0.30 — 1.24 )  0.173 3.27 (_1.50 - 7.11 ) 0.003

200241243 L7z, RPGND B #4584 TIZANCAY 7 2
T A% I LR ORPGNO W E#E L 2 R Lz £
O #% oMK Tk, 412, 413THER LT E L,
ANCADH 727 A, BoTIZENLORIEREETH -
TH, FHRICIARLRELZLG 279, HE—ANCAIZH
GBMULAER L TH 2B EICB W TARICERETFEIC
WBRH 25N ONE Lo 720%, RS
WCIE, ANCARE I % & ANCAIZHLGBMBLAR AT [ B

B & 7 o 736 ORI 2 R § o FEARN IR H
7R L 72MPO-ANCAZRIRPGN® {&# i 1L L (X4.4),
H B A R OO BROR O BE, AR, BT T O A K, B
GBMYEOHEIZ LY, TiLoT) ~4) O 5Kk
L CHIIaERE R R Lz, $hbb. 7) 70 L F 7210
BNTHATHOBREAEE 1 23 TIHOBE. 1) 70K
WCHREMEE 1 F2 3 MIHOBE  »7) T0MEL L7221
ENHATHOBKREAEL 212 VEOBEE, ) 7T0HE
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I B4 REA

MPO-ANCAZIRPGND#NEA AR E  20024EkR

MPO-ANCARIRPGN

IS

(Grade D)
TORZEA L 721 3E T

yes 0

i A FELAE EE

(Grade C)
MP+OCS
MP 500mg-1000mg/dayX3+
PSL 0.6-0.8mg/kg/day

(Graded)
(OCS HLf (PSL0.6-1.0mg/kg/day)

yes

(Graden)

BT B R
MPiEJIZ —/v or CY25~50mg/day
EES
IVCY500-1000mg/m?*day/month

v  /

IR T T 5 72 43IV
(Grade C)
[ 7oLl L Em |

no
(Grade C)

MP+OCS+CY
MP 500mg-1000mg/dayX3+
PSL 0.6-0.8mg/kg/day+
CY25~50mg/day
EJAES
IVCY500-1000mg/m?day/month

HELMT (BELINIZ)  OCS 20mg/day A Ti | I ik

W CHRR BT E 23 VO BE, +) PiGBMifk &
ANCADO GO BETH 5. & BEHIC T,
JEAERE & D D EAEMZEMRL, 0% ETH-TH, HHE
ATEEENE. BB L EEL. 152 Lok
W)L EDH D, B, MPHEIZOWTIE, ANCA
SOMFD R INLLURICBWT, RPGNOFHEZ%H L
ETHZHENDY T BERHIICHOYFEIICBWTD,
RPGNO WAL BB SN TW 2 HE,S, 3
ARIIFIHND 225, ANCABIEEF 412 B 2 MPHEICD
WTIRHI EMREDTEF Y AN EbOTHR VD LH
ETHY, SHROBEREEEZZ 5N,

ZOWnT

LUF L o6 HE & L T O4F fin il FOAE BE B O 1 L 2

T

7) 70 PA L F 2L BN AT OBREREE I F7213 1

ok

RANVATHERELN, 6 » H. 127 A S TOBRBE

NEP#H%. A TPHReR L7z, DAEORPGND ZH#IEE
FATHRDIERITH HCHEAICB VT, OCSEMTD

B LD BMP+OCSTHRE SN NEL L, THITEE
DO—RRE LR TOHMEZEZONL, LHLEDBS, C
BECH AT £ IZOCSHMR# & MP+OCSIH#E Tl %, &

51

T1RIZOCSHMIAH DT ) 4T RIFCTH o 720

@EZED ANCARRPGNT70mM L% 3 BRMITHOBMKEEE [ £/ 3 IROBEOEST%

ARE AR (%) BAELAE (%)
1RIEE JE 18 64 A 127 H 6+ H 127 H
0cs 10 70 70 88.9 88.9
MP+0CS 18 83. 3 83. 3 87.5 87.5
0CS+CY 4 75 75

MP+0CS+CY 5 80 60 75 75
BEE EEE (%) BAELAE )
ENREA JEFIEL 64 A 127 A 647 A% 1245 A
0cs 8 85.7 85.7 85. 7 85.7
MP+0CS 14 62.3 62.3 82. 1 82.1
0CS—+CY 3 66. 7 66. 7 33.3 33.3
MP+0CS+CY 4

CHE R (%) BAELAE (%)
1RRE JEBIE 6+ H 127 A 6+ H 127 A
0cs 30 87.4 81.5 96. 7 96. 7
MP+0CS 58 84.6 84.6 92. 1 92.1
0CS—+CY 4 0 0

MP+0CS+CY 14 92.9 82.5 92.9 92.9
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4) T0AMCHIREREE [ 23 IHOBE (R
4.15)

EAOCHIZB VT, #E3E SN2 MP+OCSIHE T O BT
BRPBDPMERTE . X 5IIMP+OCS+CYCIHBHTE 5
R ZEEEEIEONTE Y, BHEE CTEERRO LR
RN IZERNTIE, SO XD BRI T 2BAEDL S
WZEPHBELTHITON 5,

) 70 b 723 ENT AT O BRR EE LI £ 7213V

HoBHE (R416)

CBETIIHEIRAER TH H. MP+OCSIERD D - £ %<
DIEGITITbNT W, LA LEAS, BP# TIZOCSH
MERO T HET R TH Y, Sl I LTid, MP##
BEIZOWTHEELBEICOH WS LE LRSI Nz 20
77 OBFETIE, MPZITH T, OCSOADIHH D HEIR
fe&Ez sz,

ANCAZIRPGN C70MKB CIFREREE I £ -3 IBOBREDES FRBLUETHE

ARE TR () BAETE %)
TRRE SEFIEK 64 H 127 A 67 H 124 H
0Cs 29 89.7 89.7 88.9 84.8
MP+0CS 59 77.6 77.6 75.9 73.7
0CS+CY 14 92.9 92.9 92.9 92.9
MP+0CS+CY 20 75 75 80 80
BRE AL (%) BAEEER (%)

NN SR JE 114K 64 H 124 H 6 H 12 H
0cs 4 100 66. 7 88.9 88.9
MP+0CS 35 91.2 91.2 89.3 86. 2
0CS+CY 1 83.3 83.3
MP+0CS+CY 17 94. 1 94. 1 66. 7 66.7
CRE AL (%) BAEFER (%)

TRIE L I 151154 67 A 127 A 67 A 127 A
0CS 20 100 100 93.8 83. 3
MP+0CS 78 92.6 90. 7 88. 7 88. 7
0CS+CY 5 60 60

MP+0CS+CY 19 100 100 100 100

ANCAZIRPGN C70R M L% /- 3 B MEITP CREREEEL L I VHOBEDESG TR S LVUELERE

ARE HEEE (%) BAEFE )
TRRIE JEBIEL 67 H 12 A 6+ H 12 A
0CS 8 87.5 87,5 60 60
MP+0CS 31 72.1 64. 1 67. 1 61
0CS—+CY 2 50 50

MP-+0CS+CY 4 75 25 33.3 33.3
BRE EFE (%) BAEGFE )

TR L SEI 5L 67 H 125 H 6+ H 125 H
0CS 5 100 100 37.5 37.5
MP-+0CS 11 63. 6 63. 6 77.8 77.8
0CS+CY 3 0 0

MP+0CS+CY 2 50 0

CHE EEE (%) BAEFE ()
TRIRIE SEI 5 6+ H 125 H 6+ H 125 H
0CS 23 60. 3 48.2 72.1 72,1
MP+0CS 31 73.6 62.3 57.9 57.9
0CS+CY 1

MP+0CS+CY 5 60 70 0 0
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BAE BEE

I) T0RAICHRIREEE N 23 VO BE (F]4.17)
CREIZBWTH MM L L CHREHIHEEOHS 2179
DIIFMENTIEFTH ) . BHROBIRPITDR TV, L
P LEHRMOAG TR, BTk bAHELRD
VBRSNS FEARIIZ2002E/D 7V T X L%
AR L. ANCAB;PERPGN O G #ER$H 2 R4.51 R § T & <
B O LXK E SR O R S AFFEOR K E HEIC1T ~
73O EIF5,

F) PLGBMPLfk & ANCA O[] o

ANCA & HUGBMFUAR IR PEBI Tl B RERE P 5 554
HICARTH %o HEARMICHGBMIL IR RIRPGN O jfi ##

IZHE L% ([RPGNOZ#IRSI OWUET] 2oz &),
@RPGNIZX 3 % Fafif il AsR Tk

PV EowEiaEkc & ) RPoER IS0 a > bo—
WVIEWREE %, 72720, BEFFEEARDEE W) HETIE,
[ 72 20 MAE S0 X A REMEAY 4 B DL RS A L v (BVAS
2003TD 0 — 1 50 F 2B RMIRT R, ARIMERFH DN
Jeo BHEREDEALZ D V] 2L ZIMAAVOEIRDE
FELTWAEY, L LAAS, HYREOOCSI T T,
BHHRBOEEHEIZI Y Pu—VRETHY., HLHEE
T OPSLEG-&F TilE L T, o7 & MLE SR
4 HEDESE L e WHE R L T, BRETRETHA

ANCABMRPGN C70m Kt CERAREEE N X -3 VNHDBENDED TR LVBLEFETHE

ARE ELER (%) AR (%)
TR JEFI S 64 H 12 A 64 H 12 A
0cs 3 66. 7 66. 7

MP+0CS 21 52.4 52.4 41.7 41.7
0CS+CY 2 50 50 50 50
MP+0CS+CY 9 66. 7 55. 6 50 50
BRE TR (%) BAEER (%)
TRIETE JEFIER 64 A 127 A 64 A 12 A
0CS 2

MP+0CS 3 66. 7 66. 7 66. 777 66. 7
0CS+CY 1

MP-+0CS+CY 0

CHE ELEHR (%) BAFE (%)
RIS JiE 15 64 H 12 H 64 H 127 A
0cs 3 100 100 50 50
MP+0CS 11 81.8 46.8 41.7 41.7
0CS+CY 1 0 0

MP-+0CS+CY 4 75 75 100 100

ANCAZMRPGN#IERAE ST (KETHR)
‘L——

BRI 1 572021

+M

NO

YES

OCSHiJl(PSLO.6-1.0mg/kg/day)

MP+0OCS
MP 500mg-1000mg/dayX3+
PSL 0.6-0.8mg/kg/day

_(Grade C)
PR BT BV Rt e
MPiE/Z —/V or CY25~50mg/day
Floix
1VCY250-750mg/m?/day/month

\/ \ 4
OCS 20mg/day A it 12 I8k &

i A S T 7 1V |

(GradeR)
YES* N
(Grade B) (GradeB)

MP+OCS+CY
MP 500mg-1000mg/dayX3+
PSL 0.6-0.8mg/kg/day+
CY25~50mg/day
Eytis
IVCY250-750mg/m?*/day/month

* o EIEE T, MPIRHEEITDRNR Y, SBICb I 7IRREFDIRRELBESND,



Yo FHHIEGFBI OS2 51k, WHEZR Y i
#1% 8 LA IZOCS % PSLift 8 T20mg/day§ 5 & & A%t
WENTVE, LALEDS, bHEORPGNOZHEICE
WCIE, OCSOMEIHEGRIIMHL SR TVL 00, HE
BV T OWMERIRIE Ve IMAAVORE RS 513,
OCSHL VIEFNT E, BIHEZOWRENL T LD S 2
2% o TH Y, MR B 50CSH 57 1320mg/day
LD (F 2 1IZPSL10mg/day ki) 2ZHEEZ Sh
%o

= 5ITHEAE O b ASE ORPGNIE L L 6y T Ot # % 72
Db OD, FFHRIEIUEHE LT RWT, 20k il

TCYDOHGHERICEFRUBIH S XYWL P L
HoTWwh (F412)%, CY 1345 2B L2 BA. #%
OT3 7 ARE, VRS TiE. 6 » AREORENR A
Mbsb, TNEOBEEIKDS RN, Thbb, fidd®
OMMEFEE. 3r A5 6 7» HOCYiREEZEKL, =
Mo DWEBENRE S o TEHEAFEL T L0054 TH
5o INLDOERETLODLERIBICR D, FFIZHM
GEE AT 04 FEMTERINREIZOWTS, OCS
IR REE o 7R BGEEIED 3 ¥ b u— L SNz RER
TCYZBEMT 52 Lid, BPROBIED O IIMENITHE Y
2b0rEZONL, (H4.6)

EETR) ANCARZMRPGNOEMRE A ARG (2013FEXE)

FRPRERERE 1 72131 Jife DA FFLE FEE T S 7= IV
7081 EF 1B TORUL b F 1 2B

— YES NO YES*

(GradeB)
MP+OCS MP+OCS+CY
[DOCS il (PSLO.6-1.0mg/kg/da}) MP 500mg-1000mg/dayX3+ MP 500me-1000mg/dayX3+
PSL 0.6-0.8mg/kg/day PSL 0.6-0.8mg/kg/day+
VEAEE CY25~50mg/day
Fo0X
IVCY250-750mg/m?/day/month
—
. [®  cy25450mg/dayii H & 72 131VCY250-750mg/th?*/day/month |
BEREANARE
OCS 20mg/day|A< i L i i
— | 4L EIThT=Y | Fi- R B EROLENEES . BE. I

* o AREIE R L D b EFREERT D,

FEE TIE, MPRRIEZITDORNARE, EBICH I 17 7 RREBHOIRRIEL BRI ND,

—J5 . FRBIGEMERIEE RN, 17 27 EoIREREBINERT 5,

HEinE, BB OR RG], BMREEEOHITIE, AT a4 FREROBELHV1E5,
@O FPEMHIHIC L DWBT A . B LEREOERIEO S VIR T, BH LRGN D 5,
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I EAE AR

| 4.0.4 BREBOSBMHEDTES

HFIIZAAVORENBZER OO EDTH 720, AAVEH
WEEEZ AL TVWE I LS v, FRAAVIEERHE
2% BHELTRIBRERA T, P s b7
D, AAVEFZ I EGHIEEE T LT 5, 5L
Fix, ZOLHITBICRIENOET L T2 HEET TEM
FHEINDLZEDVE VD, BIERENED FAIHED BRI
JEIAFENDIRKROTEE DS VETH b0 T72, SP2INH]HE
WCHGET HREIWER & LT B REIE] St HALEE
R BRUEIHEE L CORERRIEG 2 EH 1T 6N 5
A EREERE ISR O S B RE S E AR R R
R b7z, TNODORWEMSALS WV (44 GOHER K
ZW), L72h o T, —BMICHFRERICIIEY OGS 7&
DR LG HREOER 2179 A5, BEEDO I T L)
B2 WM S EEBE AR Z S 25T Wb » 5,
WERR D IR K RIS N DORIER SN & 2 B 728012,
I g D PRI HE D F 512138 4 D JEF A~ O A 72 i
JEAEREI NG,

AR CIEBSR/BHPR# 4 K 4 ». EULAR recommendation
BLUOIMAAVERRBRIZ B HiH# 70 b a— L2212, &
R E R IZP G 2 BRI D W T & O SRIE ISR &
LTk 5,

1. ¥50KRI73 K (CY)

CYIZBSR/BHPR#” 4 FZ 4 > REULAR recommendation
CBUDHROEL 22 HEHTH LT P CYORSG S
. BIMERHEEH GROCY) B & OVERE B kg K&
AVCY) @ 2 fi¥id 5. CYRZ I TRHB SN2 2%
KREE (EAMER20%) ThH Y 5~25%DRHANDRE
LRI %2 3B %, BRERIZIE, CYOZ VT T 2 AN
O DKT § 2 720 G RmOMBSLIEE SNDLD, £
OEMBREIC T B WE XD,

BSR/BHPRAZ A FZ A ~ L EULAR recommendation !l
B 2ROCYTId, BEAIC (2mg/kg/HZHAK3 »
Ak s 2725 [HEBEA]L 605 % B % % BH TIlE25%. 75
%% 2 2 B IX50% I AERE S B [HESEB]. IVCY
Ti315mg/kg® 2 ~ 3BEICHEG5§ 275, R4AI8IIRT
$ 9 AR - EREREIC X BRI 24T [HEREB).

JMAAVZ 0 b a2 — )L Tid, 2R % (RPGN)
EZNUAOAAVIC & - THBEEDR DT bR TV,
RPGN % B\ 72 AAV O BEBITl1d. PSLO PRI 2 KT
CYZ#EHIMA S & &h, BAENRELGREREIHRIATY
WY, B - REEFIOEHEAICHE L TIE, X FL
TV F=va v v A LPSLOR LR S2 2 T
HAPNIZIVCY 05~0.75g/nd % 7213 ICY 05~2.0mg/
kg/ HOHRG O %179 & S, BhEE (MiECr=
18mg/dL) R E## (75l L) Tk, IVCY. #&ZILICY
DG % 75%~50% 2 & 7z

RPGNIZH L Cid, Z L — FIZ\» LIIO Hig i 12
it L CREIOPSLA WL A F VT L F=va v 28y RS
X 2 BIRE AL 2 AT 5 72125 Db & $R BIHE AR
T AEAER. 7 L— FlIZ&R\ LIVO ERE 2D 705K A i
TENDPATDON TRV BFICEEARLELE LT, AF
VT L R=va 80 A + #EOPSLICREIICY 25~50
mg/H % 7213IVCY 250~750mg/ H/H A3 & h 72,

INOLDOHA FIA VEICHEDEEBEORGREME L
7R R A RA19, 420, 42112757 F . BSR/BHPRY A F
5 4 8B £ O'EULAR recommendation Tld. 4% % %5
BEOMBICEE L TRV, JMAAVZH F 32— )V Tk
IVCY # G- =R E IR E R AV S iz, 2 2 Tk
45 - 55 - 65kglZ BT Hbody mass index (BMI) 74%22&
L5HEEDED. TONKE - FED S5DuBoisOH x H

BSR/BHPR# 1 K5 4 > - EULAR recommendationiZ ¥ (T 2 E# & B4%EEIC L BIVCYHEH (3Tk31, 32

& V) —HHE)
mEyLr7F=> mEy7Lr7F=>
150—300fmol/L (1.7—3.4mg/dL) 300—500 umol/L  (3.4—5.7mg/dL)
BOm A 15mg/kg/@ 12.56mg/kg/@
60m LA 70/ AE 12.5mg/kg/@ 10mg/kg/@
70 £ 10mg/kg/@ 7.5mg/kg/@
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EHARSC4> - 7O3—-L3 BOCYDER - AERIHREE

BSR/BHPR#A A K5 A >

EULAR recommendation JMARV (RPGN)

JMAAV (FERPGN)

hE F#> 608 F#> 708 F#H =758 5 EMECr= 1.8ng/dL EWH<IOmH DB L %
17~68mg (25%.) =
4oke o8ms 4oms 11~45mg (50%3#) "
V2
21~83mg (25%H) s
bbkg 83msg 55mg 14~55ng (50%:8) 25~50mg/B -

24~98mg (25% %)

65ks 9gms 65ms 16~65mg (50% )
%4.20 BSR/BHPR#A 1 K5 4 > - EULAR recommendationiC % (7 3 IVCYDAFEFHERESE (B : mg/AE) %
mE7L7F=> mE7L7F=> B
150-300 umol/L  (1.7-3.4mg/dL) 300-500 umol/L  (3.4-5.7mg/dL) =
FH | 45kg B5ke 65kg | 45kg 55kg 65ks é;
RS | 675 825 975 | 563 688 813 i
BOMLLE 70MKAE | 563 688 813 | 450 550 650 =

708 L | 450 550 560 | 338 413 488
3
#*£4.21 JMAAVZ'O b O—JLIZH T BIVCYDFEFHEREE (B : mg/H) =
IVCY#%5 & (mg/MH) .
Mmi&E7 L7 F=2<1.8mg/dLrDER<70% |MEY L 7F=>=1.8mg/dLH 3\ I ER=70m ﬁ
45 145 134 670~1005 et (Aot &
' 335~503 (50%38) AN
N 535~878 (25%3) %5
55 160 156 780~1170 e %
664~996 (25%H) 7
65 170 199 885~1328 B G
WCIRE TR & S L 72Y, BV TEMEABZOMEFREICEHEA T T/ FISZ

RAN19B L URA21IIRT & 912, IMAAVOHEREH
G AR - B ICE T AR 2 VW EE I T 245
WAREICIEA DY S O - BRRIC L > TG RE
WmT 720 DR E T2 IR R o Twizlzd, Ta
b= VL L 7o G R RO HIER KR E o720 b
A% o P B S % 5. 8 HCY T50~100mg/ H.
IVCY T13500~1000mg/nd/il & ST 57,

NVEY =N, ThVI—=), Z7z=b Y, V77 ¥
VoM. WA 70y - LABEEZFELCYD
WA ~OLW 2T 5 2 LT, JH - BRI E b
AT DR D 5, MIZATEA K, 7T ) —
V. ZBRIBH) DR EW A s u Y- AREEHET S
TEM % FE0 A O PERIE. CYDTMER I~ DL % 2
HEB T ETRR - AR L HRITT 2 W H 5 2 &
WCHEBPLETH S,

2. P¥FHTIY (AZA)
AZAlX, BSR/BHPR#”' A1 FZ 4 >~ - EULAR recommendation

THHT2 LRSI N, Cmg/kg/H O Wk % 17
302 3% A], bAENCB VT, A E1~2mg/
kg/H ORI G-AEARTH O, FEIRIC & @AW 6E
THAHH 3mg/kg/HEMEZTEWITRWVwESh Y,
IMAAVZa F 2 — )V Cld, BREG OEMENIZAZA 05
~15mg/kg/H (25~100mg/H) ZCYDLDH D IZH T
bIwEINTEY, FHMERFREICHCYE62 HEHE
(HEBETEIE 24T ) A ICCYORBIE L LTRHIITE Y,
in vitroikBRIZB W T, KFORH#WTH 2K, 6-F
FRBAFH Y F oA F Ly —ERMET S LGS
NTBY, BREEENAZAERG LA, REE. 6-F
FIREDRFICHE SN TICEET 5. TD0, 6-A )L
B 7 b7y (6MP) OREAFES L. 6-MPO IR
JEA LA L CTEMARISE L2 BENNDH L, Tz REE
RIS TH L T T ) — VIE6-MPOH#TEHETH
LBEYFUFUAFVY—ERMEL, 6MP OIPEEE
LA IR OHERMES N, FUIEHEZR > 727
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I EAE AR

FVASy MIEHZERE ShTWwaY,

H AR g S WMCKDZ# A 4 20121213, AZADOFS
B L TRA2IR TGRSR TV D, 22T
SN EREOIRIEIZLTF= V2T 5 VA
(CCr) TH . HMFARIKAMME (eGFR) THWI &I
EEFLETH LY, FRETOCCrEWET 5 2 L
LT LAY, WHEEZRGEIZLLUT @ Cockroft-Gault d R %
HWTCCre s 2%,

CCr = (140-4Fi) XK / (72xCr) (ZPkid 2z x0.85)
3. XrbLFH—F (MTX). L2V ZF (LEF)

bYETRIFREDD 2 BFIES Lo T2, B
MEHROAAVICHE SN BHITIE, BEOBRE)N
HFAET LU REIE L, ZOBSIIZEENLETH b,
BSR/BHPR# 4 K< 4 » - EULAR recommendation T,
g2 R BT - R e g B O AAVIZH§ 5 ERE A FF S0
GCOPHH# L LTMTXZCYD /b D IZHWTH Lk
™ [HE3EB). F /o, A OMEFRE N
#2704 FE o TMTX RS T ™ 2 [
3B

LEFiZBSR/BHPR#” 4 K £ >~ - EULAR recommendation
BT, AAVEMREAROMFHRESR L L TGCL I
W RHEH L LCEST 5™ [H3EB], bhtET
OLEFOMIEHBIZMET ) 7= FOATH 0P, KRR
AT % Te O AR~ S R OB R E R IR L
ENTWED, BRELAETHAAVIIH LTI L
RV,

4., =VIVEY (MZR)

HAETHFE S N7 REIHIZE T, AAVISH T 2 6%

P& R 2 0 YL RS B B R rp

BE - M5 RTHBR T B RN R 2SI E 2y Tl 1R) S PS8 TR S T
VB, MZRIZIR R ZELAIE S A380% L F & B ki
Y TH L7280, FREBETIIMPREEZE=Y — L
WY 5 LEDH B, CKDBHEN A FTIECCric#ko]
BHEORE MRS TWD (F4.22)7,

5. € 0fthdRZEINHIE

EULAR recommendation I3 EEH#E R 22 i@ #EIHPL T 5
FEBNCH L, s a7y YBE (IVIG) . 15-74 F T A
2877~ (15-DSG). itk MM s a7 v (ATG).
A4v7)F <7 3372 ) —VBE72F NV (MMF).
VY FYYTOMMEERTRETHL L EN™ P (M
o)

ATG., 4 ¥ 70 F <71, bAETIZERBEIG A %
WHDAAVEZICHH SN S Z i3 hwEBbR s,
FREEREICN L TR TABIIEERS L3N TV 5,
Z ORHITZIE AV AU 7 0 7Y o BH & FARCTH 2",

DSGH & O'MMF & HAE TIXAAVIZHT S 2 PRER#E IS 2
%\ DSGIXEHREEAC T ISR W THALEFREIR R REPP ] 72 &
DFEBRO LAV L7120, BEEOH L EHITH L TIE
W CEELREEYETLE SN,

MMFi, AAVISHS % BIRHERRREE I 31T 2 T RAKAE
W2 R TP - GORERI RS ShTwa™ Y, B
RRZIZIMTIREDNR L 22 BENEH L7720, HEOEN
A4 (GFR<25ml/4+/173 nd) Tl #% 5 & %
1000mgEx T (1 H2MH) &L, &2 H5ICBET5 &
9 CKDBIFH 4 FIZb K S Twp™ % (%£4.22),

VY F T TIECY 2 E DA GEPER O G R
TR RT A, BRSNS EME % (MPA) - £3ME
RMERENERE (GPA, Wegener RIZEIESE; WG) 12 FRBRE IS

CKDREH A NICBER I N TV 2 REMFHIEOBHEETEROERIREE (XE39LV . —EHHE)
CCr>50mL/%

10=Ccr=50mL/%

CCr<10mL/%

PHFA T ER A T, SFNTESR BRATEE-AL | BRBA24~360EE | SREr24~3605EE
SHORRY Y vrTasa/ STRTEBSR BT SE AL
A=)V
250U LR a
(]
X0 GeeRELsD | o027 e BWATSECAL
4 2S5t TR—
[m=)
== - ) 25T , : "
9’—)[/71/ VEETT |, rm e T L ;:chr 25C131@1,000me% T (1820) % BE
2~3mg/ks/B (AD).
IIEY; ILF=Y 1~3me/ke/B G, | o0 1 00i-me 25~60% ICHE 10~25%|CmE

BRIBICHITEBRIG
D#H)150ms/8
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Z5NBAS, HERHOEBEBEORE DD L 720, B NS OHEANTOVTIE, 46, BERMEREBNI T 2 57
FOWREE B L. BEARD SNBSSk BIBEICER X TV,
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| 4.3.1 50-INLBEVS

A. REINHEIZROEWNT

I. —BOBREZA

AAVTIIGCECYIC L ) ST RMEAZENT LT &
BRYTH 2. BHEFEOSN S, FRTH D720 D wEH
HEHe 91  (remission-maintenance therapy) % #kfid 5
[(#E3EA]. GPAISH LT, DRI EEEA DA TR { HiF
HEFR R & LCCYAH W ST & 7245 B e 4.
BEWEsE . 2 OO EYEESS 72 & ORENL LT LA S
NTE7, Lo TEBRIFLONZEAICIE. CYR T
¥FF 7YY (AZA) A FLEF—F (MTX) 1%
L., KHEOGCEOMMEIT) ZEHNET LWL 2,
R BMTXdH 5V IZAZATEBHL2» MR S5, 1
FICREZHBLTEVD, 2L EBI82AY 2w
32470 H 2 fkHE S 5 [HE3EB). T2 WMAB LN T e
H %V IIPRI-ANCADEEIZBHAL L e h o 72548121
TRDEHIETH B 720> V| Bl 5 4R O BBk
*EIET 5% [HE3ECL,

I. ERIREICHITIZENENORBIHEOIET YR
1. X b kL FH— b (methotrexate: MTX)

GPAIZHK LT, BEOMTXIC X % S EHER B o G301
LEEVEDTHIN R TRENTYS> Y GC (1mg/
kg/H A5 #i) +#EHCY (2mg/kg/H) 12 X % FfFLE
ABIZREROMTX (0.3mg/kg/#8 & % v i215mg/ B TRl A
L. Z0%#E25mgd Ohi®) CTHEMMERBRLELIT- 7
F =TTV ORI & R Tk, F3320 A 0 1
BBIEIE T 1 BT, 2 BIASHEI RO CTHERL, 2261 T
M BOT, WIS EEMNI % . BREEELD —I
BWTHolzo TOMBETIIMTXZ R AE25mg T THRE X
NTW7z2%, GPABE X L CMTX il R i 13 A A
Th o [HRA] @SNz, —T, BRHREOHE
MTX (381 F03mg/kgh SHIEL T Bl E, ¥y

225mg) 12 & 1) EAEHERR R 2 3 A 7z generalized (508
REDHRITIRENR S Nz v) GPATIE, GCHFH O i
Wb 59, 252 HOMIZH 350 1 ORERITH
R SN, UL TEBREAEAL L2 AIBTH
EOMTXZMHT27r —R3EbOTENEEZ LN D,
% BGPAIZH LT, MPAIZH$ 2 MTX BRI IE D -
EFyARZLW [H3EB). %k 5 WEGENTRE® <
. WHRIEFOK 45D 1 HBMPATH 505, THF+7
Yy ek MTXPHERTH S LS T 5,

2. 7H¥FF 1) (azathioprine: AZA) [H#32A]

EIRREFRGE & L COAZADE AMEZ Lo L 22t As
CYCAZAREMER® TH 5. AR TIIEMAER SN
7zANCAFHEDGPA (61%) B X O'MPA (39%) (2K L
TCY (15mg/kg/H) Mkkedl & AZA (2mg/kg/H) %
A2 ZH D AT 18 H BB L T a AT 7 4 T
FTH DN, TOMH CTHBREEITHBEEI T LMD
FEETHo72 SO ENLAAVOEMRMEFIRDE L LT
AZABCYOHRHFELE LTHEHTH D Lfims Nz, &b
FREIIGPAX ) DMPATHEICEETH - /2o FFICHE
fifE 1% I IZPR3-ANCADSB P T 5 & Bk AL WS ) 2
CICHERITRETH S, Tomill. BHIZERSI N
GPAEMPAME 2% L TMTX (0.3mg/kgh 5 G L <
25mg ¥ THIE, #1E) L AZA (2mg/kg/H) DEVEs
%A SRFEOTORANRY 7 4 TR (WEGENT
AER) EEK SN P29 A OBENH T, %4
P, FRRICEEZAD LD 572, Lzdio T, AAVOE
FRMEFRRC B VT, MTXE AZADOF IS &% 2
bbb,

3. L7/ 3K (leflunomide: LEF) [#3C]

GPA®D %+ # 85 \CLEF (30mg/H) % Flv 72 35
Wd 5", MTX ELEF % Wik L 72 % i ik o i 7] % 508k
Tld, BB BT 2 B 2 PR EE S M TXAE A B &
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D b LEF#H B TH BN A > 7225, LEFfEH ) © & i
FE. SRR RERE S, I ERIK A 7 & O Rl RGO 5 A
o 7zWo RITIE. LEFHEH o> 5 7 [ R PE G 98 5575
BHETHY, BEHY v~ FUANOBEBICHT H5LEFAIC
DWTREWERICESIEET 5,

4. Z Ot

GCECYTHEMAER S NAZGPAIIKH LT T IR
STEHI (A7 7 X FFH Y —1800mg+ b)) A F7)
2160mg) ZHEH28ERMA L. SRR ERET L2 2
L. STEAMHBINEZEICEETH- 72" Ll
generalized GPABREIZxF LT, #EMTX (0.3 mg/kg.
W) ESTHHFZ ik L - Sk Tk, STAEH
LOMTXO AL L O EEHOME TELT WY
729, ZORBEIGCO M L X EBERTDH Y,
generalized GPARBHE O EMEFHEEICSTEHNIA TS T
HHERERENTVE, L72do T, STEHNIZ, Mo
IR AMEH R Z2GPAIC AT D FER L T L wEHR &
zonn [H#IEC],

3372/ —VBET T4V (MMF. 1g/H#% 5B,
WK3g/H) ZAAVICHWZMEHE S hTwa ™t 9,
ZEBIHERWEVWEEZEZ SN2 00, FEBEPIZH50%
DEFTHME LD, MMFOF L5 %0 HE - %
AONTWD, T, AAVOEFHERRET, MMF
(2g/H. 12 H#1215g/H, 184 H %1213 1 g/H ~
B, @2rA%dmik) EAZA ((Vkg/H. 1220 A #12
15mg/kg/H. 182 H#12 1 mg/kg/H ~k &, 4272 H L
BEhil) 24 =720, 707 2 ERBRIC X ) L
7o 7 — 5 Tid, REMINETH > 72010 L HERR)
FAIMMEDIE ) 5345 - TV 29 BB AICBWT, AF
TIRMMEAY &7 < F R BISEIGA 2 72, AAVICH
LCTHRPHREETH 2 2 &2 5 BifMRRg & LCHESEL
A7z [HESEC],

WA BE TId, TR ADSEIR S N7-GPARHEIZ
Iy ANVt T R EEERREEE LT L mE
(WGET)™ 2% 5%, 77t KEIZH L, B8 EZ TR+
LRNRDIE LN o 72135 Y S RIS OF A DA B
£ ARMIEZ L [HE3ED], F 72RTX % 55 Fr i
BACH W22 S & 5 5725 AZAZR Mo ikl
PR L7ZERIETH Y, TEF VAL AVIHE [HE3E

C]o

. BHEE2ETIESOERMITEE

GPAIZX L TIIMTX & AZAWTE DSBS & 72 7% 5
DEREEEZETLH (FLTF=20 7V T TR
<30mL/%r) Tid. MTXIZEHAART TH %0 FFIZAHT
ZAAVICH T 2MTXORBEIG D 2 V720, Himd (>
70i%) . FEATOA FHEIER Z &L BRG], 1K
TN T XV E BT B O FERE (M O TR E 2 B
bo HBENHITI VY Y Y (T5mg/H) [HEIRC] %48
F U CEMAHER S N =MPASEBI A3 S hTw b,
—HHRE R E 2 AT B LTiE, WERE WY
HICH BB R 7+ 0 — L. ZOHEICHETX
ETH Do, STEANZ WWEDEFHIERRZ IS Lk o i
BRIEIRZ R  EIRBICTIEBEBIRBO—D L 2 555, EHRE
BEEpCILER (&) PUETHLD, $/MPATIEST
BHRIRPMTXD LY T ¥ AW Z L\ 720 AZADSEL A FE
Lo —BYIEL % 255 CYO MEKEERDE IVCY)
[#2EC] bEEEN D, WK TIEIMPAL Y LGPAMSIES
PICEBETH D AFIZEL WMPAIZ BT 5w %
HEOWGENEEN S,

B. 2704 ROEWVA : GCEED 7O MI—)

20074EBSR/BHPR# A K5 4 ¥ 2 ¢, S hTwa
W70 b I— L EFRL23RT THIZAZALCYDHE
fRAEFF DR B % K L72RCTCTa 5 CYCAZAREMER
EIIMER SN T [HEFREA]l 2 0B ILiECe

RENFRGRABICS 22704 FREE (UK 2%%)

SRR S O HAR GE)

7L Rk=vVnxy(mg/kg/H) FE60kgDHE(Mg/H)

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

7L R=vVHOy(mg/A)

12 15 15

16 125 125
658 10 10
12-157 8 75 7.5
15-187 A 5 5




5.7mg/dIPL T D4 F 4 95 & 2%k L CPSL 1 mg/kg/H
+CY (37 AT (/kg/H) DTEMEEAGHEZAT o 72tk
DOPSLIEE7HE P I—VThb, TOHEFETIIAF T
T7%. 671 H % TIZ93%AEM & 7> T b,

20094EEULAR recommendations "’
Vi320074EBSR/BHPRA A K54 » 1 i3> THY,
MO 1 7 JIEGCH R & M #PSL 1mg/kg/ H %
L. 347 HLWTPSLI5mg/ H R lZRET R E Tl hw
LiddhTcws [H#ESREC], PSL20mg/H UL L o¥ 51
PR2.75 4 H Al O BBEHETH IS FHRED T 2 > 7 W
7 L2 O v 7zrecommendationE E 2 H N5,

F7:. BSR/BHPR% 1 K54 ~, EULAR recommendations
&b\ EMRHEFREEZ B TGO & SRS IHIEE o 6F A3
R"EINTBY., GCHMBEMIMICL B WE T I — VTl
ZLTINSDRBEORCTO BEZHENFTITB W T
MPAI324~39% T V. ZDMIIGPATH - 720 LD
RCTIZHBF AGCL ¥ X Y IZBSR/BHPRA A ¥ 5 4 ~ i
RLIYAYHPHOLRTWERBRL H B0, Vv F I~
7 RMAELWAPEH ENTWVARCTIZAT A KO
BWEENRAONT VD, VY F I3 T EHAVIZRCT
TWRAT7TOA FlBEMREIZ#EEST 27 ba—re
75 TWh, RITUXVASHE™ 131 v % ¥~ 72CY &
D EBRPEHAAERE LS LDo7DTH LA, WHEE D
\ZPSL 1mg/kg/H TH#H L. 6 » HFRIZPSL5mg/H IZ
WETAHTara—ehosTWwd, FMEERICY Y F
~ 7 & CY DI I TZE T H RAVERER™ 2BV T,
COMREDTIA <) T FRA ¥ ME. 6 4 H%PSLAE
FAETBVASH0 & 2B EWHRTHY., VY F I THED
634 (64%). CYHREAD24: (53%) Tdh - 7zo M
% B L 72PEXIVASiXBRIIBSR/BHPR % 4 K54 > D
PEOGCTH P I—= NV TITONTWARCTTH H. BfE
AT TH B,

GCREFE U] ] & FRHR=R & D BIHIZ B 9§ 520104E D X & 7
F) ¥ ADHE? Tid, FH3ORCTR WL 28— %
DAFTF) Y RATBNT, HEEMEA 5120 A LA
GCWli ik 1k L 728 (n=517. 9 HMPAILKIT76%) D
BRHEDU8% (95%CI39~58%) Td - 72DITHf LT, 12
71 H #%1ZPSL5~75mg/H ¥ 7213224 H #125mg ¥ Tl
S N7-# (n=288. MPA133%1462%) DA 1X14% &
HEIED > 720 LA L20124E12 563K S M7z MPA (49.7%)

DOHEFETO b a—

&\

& ANCA-GN (21.1%) ZHEMZ AL HEROUTAD 2

F— MG TIE, EREAZD 6 » HOE N THOPSLSmg

PLE. 5mg. O0mg®m THBME . PSLomgll ki

& B REGHREIC X ARIERIZ A EIC 577.7‘0 7o HRED I
ICHBERZIED R VR TH -7, °

C. EZ5UVY (BER. ANCAEZ=5UVY)

1. B

ANCAB ¥ 1145 %¢ (ANCA-associated vasculitis;AAV)
. ERBEEED Lo THh S, OIRIRSE L3R % 2
R E RIS ENDH 5, MFREEZHRILLED, B
WMiCh7:27 0 —7 v THPLETH L L& BHIIEE
ThHEEDIT, MFRETIERLRIN6 X HZ L ITK#E%E
ABERETH S [#FEC]. EUVASIZ & % systematic
review T 2 4E M O FR 12, GPAAT18—40%. MPA7Z*
8%, EGPAA35% & s ShTw3®, GPAOFHRY X
I HFAZOWTWL ODDWE D 5o HW TR, FIER
6 7 HULNIZAT » 72 IR HRICB W T, CYDO#RIRG-EDS
10gKMmTH 5 E10gPL E XD HHHRLR T VE W) Wi
20 FERINCSTAH Z M LT v & TR A >
72E T BWENDH Y ANCAFHEIZ DV TIE, FAEMEIC
ANCADBPETH 5 LB TH S L ) RO Y 2 7 A

B <L R HTICPR3-ANCAD 4 5L L2 ES§ 5 &
RN & W) WD BT, MBI T, OB ZE
B B B4 R Bupb 12 Staphylococcus aureus % 1% # L T
WV BEICHEIRD ) A7 BN E SR Tn» Y,

GPAIZIE LMPADEHBRFIZOWTORE IR L, 70
rHT34% P43+ A). 320 AT41% (F392257 H)
BLUI8r HT8 % & S, GPAREGPAL LK 5 &
MPATIEFEBRA W EHE SR TS,

Hogan & AL HEJRHR % 4T W B 12 o 7225861 D 4 5 1k
MERIZOVWTHBRTHMHEFZHRLZLEZ A, MPO-
ANCARGMEE I LPR3-ANCARGEE X187 T D ) A
7 0E L e FREISHED D 5 D DIIMMORELF I
L7TREFHRD Y 2 2 HE o 722

F 72, Walsh 5 ASEUVASOAD D EIKIFE DS & 72 5
TAAVOBHIZOWT, HREMR 2RI L& 25,
PR3-ANCAFRGPE, DERZE DD D B D DIEFHRL
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I EAE AR

L, 7L T F=0226mg/dILL ETH 5 & FERZRDR
/}\LVC\I‘fczg)o

I. ANCABOEZ=RUVS

ANCAEDE= %) ¥ 7122V TId, FHIEERLHKED
AP, S HITIEFRTPHNCR D D 20 Eam DA S
NTW 5, ANCAMEDBETEAL & 3 o S L & 12 B A3
Holb T HHEEL < H Y. MPO-ANCABI# I3 =%
RLVZ AR & L7-BSHsRICBWTH, WIEFICLD
ERMEFEICE 5 72 2B TMPO-ANCAfE AR AL L 72 & 3k
EHH LY, F7m, EMENCBVTANCAMEA 4 5L RIS
LR LZ5E, GEIRHEZEREST 2 L HROY A7 5
Wo72k LT, ANCAHDE=% Y v 7SI TFANCH
MEDHEDH LY, LrLadb, HoHELHY,
20074F. 20094E®BSR and BHPR #' 4 N5 4 ., EULAR
recommendationsiZ i, ANCA®D Ml & fili & 5w & DRI
EEE L BERIE R . ANCAEDO AT & - THRIEIHIE
WERAET HIRETE RV ERBEN TS, RIS
BWTANCAEZEK T SRR TRV IT 2w wnw) ¥
7y A [HESREBL. 2012450 * 7 RN Tl ER

BHZBU 5 ANCAED LA T B1F 5 ANCAHED
Fof LA TR E OISR 2RO, 2 D%
BOHRETHTELDOTH- 72, EWMPIZBIT S
ANCAMEIZ T E OBBAA SN ZIEB b b 5 72720
ANCAfE%#3-64 HIBIZV—F ¥ THlE L, B HH
DEALL 72T Z OMERNET 2 XETH S (IR
Cls

I. ¥0ftdE=-RYVSEB

AR REFRDIEEDO AL 5T, IRESEGIED A
IR BUGTE, & HITIECYIC & 2 WP 9 o & 6F
JEZ A H2DICS, BHOZZITEIZT =y 7§ HLED
bHbo KT, RILAEICBIT 2 RMEOMBLL, CYIZX 2
BEMEREE 2 B L EMEDOHRERIRT DD TH b,
CRPZR EDRIE~ —h —RIMIE 7 LT F = BLORHKESE
FIZ1-37AZLCF v 7 L. BEECKTRIZIER
I OBWRRLLELZZRE T o T2, MR HFHREIX
FRORWEHZ T 2 v 7§ 2720ICLETH L. Bz D
L 3T 2 BmEk A, SHdfz ZE L. fEm
| HE DR R IR E 2 MRETS 5o

| 4.3.2. axomE

JMAAV DOfEtF#ER
JMAAVHI T & BER R Tld, BERo X 95 IS EEA
R X 4361 (935%) AEMEA Sz, TEREAR
ke LCBiE L7 100 % 02 < 4261 O Tl HER R E O
NERL241TRF,

R B EE O RER

EEE B 0 Lo VOY +AZ  4MZ +TAC HRHESS i;@ "
REFER 1 0 1 0 0 0 1 0
E2hd 20 14 1 4 1 0 17 1/2
257 3 0 0 3 0 0 2 1/0
MER 3 3 0 0 0 0 3 0
RPGN 14 11 1 1 1 0 12 02
[22hd 21 16 3 1 0 1 16 1/4
BREE 3 3 0 0 0 0 2 on
HRREE 4 3 1 0 0 0 2 11
ZOMHE 14 10 2 1 0 1 12 0/2
#ET 42 34 2/6
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W O e (e & = 2 —FF A5 4 Afli%) T HHE 1
botee TOMODEERLE LT, BIHEAR DS <. i ®
BERRA. BAT WIERESE 2 <A 2 R C o o 7o _RE 4
KA 2
(R425), ZOEHIF, 2704 FIZXrbDEHEES e 6
. 2704 FEGRENMTCA % S 2 h 05 hoEE pCP 3 (D)
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M4.81275RF . BREBICHEMANS o/ L ORHE L RG] 10
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Pneumocystis jiroveci@k

CYEGCEAMBALTLEEE (BLUGCABIHRSD (1mg/
kg/BME) 8%F) & BBHELT. STEFI960Me%BIC 3
OFEBRINETHS [HBEC], STEHNERATEROVIEG
& AIC180pentamidine (XA X YY) 300mgD %k
A ZFlclEdapsone (7Y Y>) 100megDEBREHEHEDR
RNEF NS [#HREB]

(2) EERERAE
REMFIEE FDBBE T nystatin (ZREFY), ROD
fl uconazole (ZJU37+Y—JU). amphotericin (P>AKR7T Y
YY) BREDNBEEO RN S #ERINETHD

(@

N2

BT ROBEOIN
BRMLEMNBADBEEZZFT TOBIIRNTOEER
#omupirocin (AEDYY) ORBBEAZFHIENESE
LU [#3EEC]

(4) NEEDRRRAE
IRNTORBEICHVTEHFRIREZ LY, ZRETL. HEX
weimE L THRROBRMEEZTHHINE TH S, MTINFHAE
HEDORS5%FHBITDRENETINEAA RSV %2EE
[CTBIENHEESND

®) DHFY

EDOFUORAR. RENFEERTY NSRS ELIN
BRI INETHD, RENFEEEZRT TOIBRER.
ARKEDOFY, AV IIVIVYDOF Y DEBZZT D
CEPHRSNSG, (VI VIVHEDOFVEIBEEBLY
FNRB5B0. CYEEETIHE. BIERICINTOERSE
THRRBEVAVAORFDZAET SNETH B, HRE
ZOAVREDERDY RODERTHNISE. HRBEZDA
WRICHEHRNS y 0TV OHR5%EET S [#EEC]

(6) BAUATAR. CRIBFA. XAt
RFEUEEMEMERTE. BNLOREDHFEETDOICH.
JNIVRDA VR, BRIFFARDA VR, CERFADAIVR, Ek
REBAREDAVADEDZMEFHREETONETHS

ARHL & RS
(1) P. jiroveciZi
P. jiroveci ( LRGP, carinii & FERR X LT 72) Hiligs

(PCP) i, SEMBEREBICH 2HEEICBVTEILLALR
LHEMHETH Y, BRI E V. RCTOHA I % A5,
R R ABRRCIE B S A H 1k, CYEGCEZMHAL T3 R
FHix. FPBiE L TSTEHI960mg%x BEIZ 3MEHTRET
H5b., EULAROHEIETIL, 2% IFICYZ AT 5
BHIISTEH (800/160mehd H F 7212400/80mgi# H) 12
L OVPCPO T 2479 2 MRS NT VLB %,

CY L GCHTHMR %1 T 2 BE TOPCPOBHIE I,
20%EEWLOHLY, NIHOax— MFED 6 %, F
AYDOaAF— D1 %> L &FEETH S, Guillevin
LDT7 7Y ADRICE D L. ZDENTZKEDOGCIHED
I TWZ k. FA YOI TIRSTEHI D ERED
LYyAELTHShTwhZEicEsE2bNh5s, B
AR ROBE TIZ, STEMO PRSI, PHRE2UHE
L. @R EBEEXIRTIE2 2 LVREBEEIN TS,
STEHNIH LTT L V¥ —2H 5 ¥4 1dpentamidine ® W
A F 7ziddapsoneD# H % 5- %479 X & T&H 5, pentamidine
O A BT 255 WL SO TP HRUEEH I
TE5Y,

STHEHI PG 0@, EHPOANVF T I FO
WA EBDDOTHB, T720 MTXEDOMHENER D B
MFOfEREEZMRSES, L L, FmISIEMTX &
STEHNCIHEAE A D 2 0%, M5 K12 BV TMTX A
a3 N7z cid. KHEOSTAHICIXERMIZIZIZE
A ETHEN b o7z [HEFEEC]. LA L, MTXMEHH®
BETIE STEANIF /MR 72 & o b s, T
FEREREE 22 CORIBEEICERZ LA L2 TER 6 %
Vo PCPOfERMEIL. CYLGCEDORIZHBZRTL2DT, 3
I T HAIORMEHEZ DR THUE BE5
iz SELr b0 ERbhs [#EEC],

(2) ERRAME

FEIIHIR T O B H TR E RSSO R v 72
., EUVASORIZETIE, el T o813, nystatin,
F&Tdfluconazole, amphotericin BZ: & OHE B O T Ff
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I EAE AR

90

PG EBTRETHDLERBL TV 5,
(3) BET N OKREOMH

RERORKR L 25 T020E) 0. ZOTFIIANT
HHH BIENICBI MG T P REORA L. GPA
BEB 2 R L BRARIE SR TW 5 Y,
EH S EREEEGEMEROEHE ZTF TV TRTOR
FH, & {IZGPAD BE X, B ®Omupirocin® % & iHH A
I Nns,

(4) NBERBRAE

50 % SRR & 2 B B, EE ORI O
WHHALDEMA D 20 TN LD DFEIIE DS, Hi7z kb
BOFAEDERYED B % 720, TRTOBKIZB W THAM
BREER LD BRIV, JEXHE Y L TR OfE
Btk % GEli 3R & THh b PUTNFHAREA % BIGS 2 &
HHHEFTRE, EEERBFRICL S, Mo
DI L PRI A=V A NOHA FF4 V&2BHEITT
LT ehERE DT,

(5) DH6FY

AT 7 F v O REHIHRERE T2 %R LD
37 MG 2RETH DY, GEMFFE PO BE IS
BUOLETIZF VOMERHIIOVWTOEI LR LT XL X
id. BSROFA N4 Y E2BEIITHI L,

SEMIIRE D 2 2 T 2 BB, MikERkE T 7 F >,
AVINVZIHT 7 F o ORME SIS EDHERS N
b0 MZIKWD 7 F > LIEMBMIZ, 1 7V HFT s
F G SRR TSR S v, BEIINIRERE I
B PURMMG A E L. L SR Z T 2T
b wnY,

WARHEE 7 A4 v 2 OFURMIE, CYWHBE MG T 23X
TOBBETNEINZTNE ROV, L2Ledsh, £
DRI L > THBHBZES T L RETIE R\, HEito
fabtE AR TH AL, WRIHEE T AV RIHERN Sy 7
o7y ob5ERET 5 [HEREC],

72 F UANORIBDSHEST DR B 2 & EHE
DOBAN TR T B EBRMEDH 5 2 &b, SEiiflftdh
DEBIZET 7 F 2 2T NE TRV, RRIHIR
BICH 2 BHTIE HUMMEIIE RS L, i 0B
GAREI R EIZEDY,

(6) BEURTA. CEUBFA. *¢0fth
JESEPEA S PR 4 Cld, B0 % SRIEPIRIR L 2 479 72

ZDZ

Dy VAR AV, BRI A VA, CHRIFRY AV
A, b MRERLET A4V A O 2 ML F IR & 4T
xThbo

CHF R D 2 ) F 7a 7Y VF 4TI, Jio A
A ERAT) [HESLEBl, #HA Y5 —7 20> o WA
DVEREDLLSTIENWME SR TR, 4 vy —
Zxa v g BRI LY, ribavirin (USEY V) #HHL
7203 BEIEAE N LD TH B, Ll £ vy —
Zxuy PRI E BEBL S . 0 L) BEFITIRE
Wb 72 2 EHDPLETH Do BRT IR EE & i
DFTITIRETH %o

BRI 4B EOPANTIX, $i7 4 )V AREE:, AL &
GCHEOPEHFEL IR I NG [HIREC]. iy 1V R
BT, BHEOGCEAMM L, 2 MM B & THET
BT ERWRT B OBRMEICMBER % B L7228
£ EERICERIEAT LI ENTERTH L, HEEHIC
BT BrituximabO I T 27— 7 @RS TV 5,
ZORETOER D FHHME L & HITfTINETH 5,

B. BEhtsk

(1) LImMEBEHAROSIRER DD ICREERHN R RREZ TS
NETHD [#FEEC]

(2) CYDEEMSEMAR/IRICINIA BcHIC. KDDER (~3L/
B) [#3EEB] Emesna (2-mercaptoethane sulphonate
sodium, XRF) OFEAIHRESND [#EED]

(3) LMMEBMAZFELICS. CYOERZPU TSI ENER
LU MBRGEDRED ERICERIRERIETLDBRRT
HNUL MTXR EX DD RBNFIBEICNYBA SHED
&5 [#2EED]

AR & 2SR

PRI I 2 0 B RSE AR (S BRI AR, PRIRIKES
TR OENE R EAE T, BEGRIEMRDOADY &%
WOT, FHIFER O 720 113 M 7 IR 2 AT TR &
Tk

LT 72 IR IRAY (28 G- S N 7CY I T S 7z



e, FETVFMUREH T 7 a4 & LTERERH
L CBEEICHRIE S %, BIMPEBEIE 2 1E, 20T 7 0L
A SRR U RSB TSR, VRIE, e LAY
AU, TOMBMBIIBIMICKY . BIERESRRE S,
EMIME QIR - P2 ) Fmkc i s LE 250
T2, BNICIRZ RFHIFE LT L, 770l
A VDRI EN, SHLCRIEIRI DRI B D, TD
DFREE LCd, SRR ERE % L,
WCHERZ 322 812X DR 2 #Eo 5 2 LA IR T
W3, BARIIZIE. IVCYRT2 & #5587 4 B50RE i 13 53
ATV, Z ORI 3 HHRRIIK G EIRA BRI 2 &
IR E N T B, F72BSR/BHPRO # A K5 4 »%
Tit. 1 H3LEF TORGERAHEIEL T2,

CY O R R B 0 150 BTl H AR TR i 1 L 0 i
HIH PR, BEGENL L DI ENDL, BElkEtE
P e Bo —H VR FHRBIIHTACYHLEE L
TiE, MRETREVEENICZ>TETB), V-7
A B TIR204E DL E b R A S EHERPE & 72> T D™, i
B < FHIBIC BT HCY O MR 9 T,
SRR OB S 2 KECY DREIRI S CRERT %
A P I 98 D BRI HE T IR IR

Ifosfamide P CYD Bt O FRiF & LT, X A F 8
FEHICHMBEHTH B2 ENHE SN T 5D, Hows
5% 13, CYBMBROBMBHBEE T 2HME S ¥
LALRAER T, AHERETH 2 i@ FREEIZ I LT A XA
HTRARCHMEBRADORELZIZ 5 LML Tw
%o F7:Monach5? 13, CYD MK IYEEREZ 1T 7
ATBIDH B 3FIDO AW MEBENR K Z RO, TD3ANE
BARXFEFMAL T ozt LT, CYDIL
FRERTZ6- T T H 5 A5, X A F DI e 3 1390455
Th o720, ARFHBCYHFEAITEMNIHELET S X9
WG LaThE RS Ry,

L L. ARFOIME SIEBERE 5 5 CY DB
BEPRER R IC DOV TIX, REZEROSKMADH 5. BSR/
BHPRD 74 K54 ¥ Tk, CYDBI/RMEHERD: %%
\F % ANCAPRY L5 4 0 A I BT L0 3 2 R
ZHIE LZZAZAFTOMHZRETH5RXETHLHE LT
%o [ARRICEULARD A4 K54 2% TH, CY SV ZH
FBRZTHBEIE, BROFZIEIFEED A A F OS5 %2 7
ERETHHEL, CYDHHBRIRABEDOEZEIZDA

MThHEPD LNEVEL TV,

Vo 7z AMIMPERE 2 %2 56 L7z 6. CYD M % by
FTHIEDEE LV, LA L, MBERFEOREI M
Bz 39 &9 ZIRMTHIPILIETE RS, Bk
CY TOMBITBEEREE % X 5 I2BAL S ¥ 5 fabtk 23 %
728, MTX7% &2 OMOGEIMPHIF I ) B2 5 L%
B bo

H LRSI 28 O FEFESEE I PR T 08 A2 & DA L
7es, —HISE L7258 S IE AR IR EFRHE 72 &0
MENOHRDPLETDH %o

BARE 7 I MPERE 2 D RIS IO W T, AR EA %
T OEHEFERREBIAE~ = 2 70 (kR %)
BB TV &2V,

C. EESFER

(1) CYICL 2 LMMEBMAPENBORLREDLVREL. E
K (3~6HBIC—E) BERRETHY. BRIKMAMEMER
DREICIRL. BEETREERNCRETSETHD
[(#EEC], F7c. IERIKFME MR P MIERERATFD >
SNICBEIE. R, BMEzTOIENELLL [#
%EB]

(2) TRFEBEMABICHDICE. FTCYDRIBRSEBZLB IR
BIENEETHD, &lc. RELLBTHS [#EEC]

ARHL & RS

SR INHFE 3 G- D "R FERE O FE BRI IR IS RTE & 7%
20N, % OWETIX, CYORIEGRB X UG W
EHCPEREIEJe D A7 &3, BEMEREFERE IS BIFRA D B & L
TH Y. Monach 5% 1356473 % H i PERE BE 513009 8 1 7
i DERE FERE L B AT B & LT\ B MRS & F Ak
(Zacrolein® B BEANIEE 52 (2t 3 2 3 DB E A58 % 3
BTHEEZLN TS, BEREIIHCH, EEY ¥ o3
JE, B &L HED P SR TBY. LTFICwL o
DEZRT o

Faurschou 5% 13, GPAIZ B\ T, 2121 person-years
TH50I D (standardized incidence ratios; SIR 2.1) 2%
HE L. P S E YA A (AML) TIZSIR 196,
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EEWEAE TIESIR 36, FEA 5 ) — < B HE TIESIR 47&
TTHYTHY., SHITCYE36gL EF G- L72HEICR - T
A% L. AMLIZSIR59.0. BEME#EIXSIR 95& & HITEFIC
BB EEHEL TS, Westmanb® 13, GPAE 7213
MPAIZ BT, BEEHOGRMEIZ10465. BEE Tl34.8
%, lymphoma C37fE#M L. 2~ THCY%E12+ HLU k
PG L7 #2B v Tid, B TLL5M%,. lymphoma T85
el S HICfEREABEMNT A L 2HE LTS, Ll
—7 THeijl 5% 13, EUVAS® 4 D DR, 5, 5 4F
HOFBBIETIRIIERA T ) =< EMEOARDBEEML TV 5
EEL TS,

Talar-Williams 5% 13, CY{# # % %1 T\ 5GPAD
50%2 ISR BRI R IR % 386, & D57%H S TCY Y
DR E & BRrS . 5 %ICENEZ Bz, T hid—
BAEROSMEE VI FETH Y. & SICEHEAMICHE- T
ABESUEICD 2B EHME LTV A, K712, CY#®100gLL
EHELTORETIE, 12%& ) B3R TR 2 389E L
TWABY, BRERDVPOMEFAMIIICYDRxG =, &5
RN OGN TIE R b otee W T TV - <
A Y —EE @ TIE, BRSO B fE R 23CY #%
H1% 54 T2%. 104ET5%. 154 T16% & i L Tv b,
—7J5. Knight5* 1Z. GPAIZ B TR OFHEIZIZCY
ORPE LR E B G BB OW S 2535 & L. Bk o R
R BRIZCYH G- 14104 T 2 %, 164E T10% & #Hii LT
W5, F72. Le Guenno b 1x®, IVCYD A3k 0 H
REOMRARGE & D DB EEME, REGEOWME &
DICRESRIBOBRENS LA 5 LHEL TS,

CYDA OGRS CIE R IZ OV T & D L
TWRWWAS, T4 ORIEMHISE 2 4 2 B RAERAE IS
W, non-Hodgkin lymphoma. JZJ& kT R SE 2 & AhvhY
ms sz EaHEshTwns®, Westmanb? 1Z, GPA
F 7 II BN S RIMERITBWT, 127 AU Lo 7 ¥+
T OB TRIEHRDY) A7 251665, BEbEO Y A 2
36.1M%5. 72487 AL LORIFREAT B A FEOKEE
THERDOY) A 7 5320865, BEEHEO Y A 7 36955 N4
HEMEL TV A, 4, GPAIX L THTNF- a #EikH
T b X)o7, CYHMEE G5 HEZ A THEFH#
ERETHOREDNE L b 2 EHHE SN TH D, Silva
5% IZGPASERI O B W B DR, HUTNF- o IR
BEOSIRL7ICH L, HIBEDSIRIIZSE R THDH L %

Wi L7z Faurschous” &, CYHUL ) $ DMARDs% f )
L7zREIZ BT, B, BZR i OSIRA B L7z & e
LCTWwWb, &5 |2Tarellad™ 1%, FEAAVAOfHHIHE
MR TWBY Y F <75 lymphomaih B (2 EIERE
OFIEHENT21IE IR A2 MEL TS, L L.
WM O ST T RREBI AR <. SHROBIFEA
VETH 5,

TREH AV LTOIHZB7-0121F. FTCYORES
BED LA B IENEETH L. £ L CTlimikBb s
DFBERMIZ, A2 FOMH &5 RFRIfTbIL T
%, %72, EULARDHA N5 4 V2 Th Bl 2134512
FESLEELTBY, EBERICH LU TREMIIZ, 2L T
XD AEOCY T BN Z 5T 2 fatidrd s & LT
Wh 72, B LT BN D S, Talar-Williams
5% E, CYIT & 2 Hifi P bE 95 R B3 e o e b K o &
WAL, I (3 -6 7 HIZ—E) ZRKRETHD.
FEARFRAEMEMR OB MAITER L, 5K TR EMITm
452 &L Twb, BSR/BHPR?, EULARY o
HARNTA 2 TH IESRERARNE MR R H LB I € o P76
DA O NG RS, BksEE1T) 2 & 2Rl
TWwb, 72, AT ) —~<EEROBEMEZIZ 5729
2. AAVOREIZIZES BOtE S, HEET IO 2 A
T2 ENERSNATLEY,

D. oMmE (MESH)

(1 DOMEESHHE/AAVORER. sME §3ILVRT0—/vl
i BERODROU—-Z20%F0, BIOsRSNAINE
TH5 [#EEC], Ffc. BESHEI D E2RHEET
% [#2EEC

(2) MEERLE/AAVOREICHL T REBBURE ICIE T80
REEEDBAICDOVTRINT S [#EEB]. CN50EE
([ClE MEEEURBOBREFZH/RETDILICED, M
BEEWHEBOEHEZRHEOINETHS [#EEB]

AR & SR
(1) SIEAHHRE/AAVO BZE I — KT Y 22 98
B, LIZ IR RERE E 2 0L 5 %Y, AAVIZBWTH,



W K % BE B . S B) IR N B IR JE. ankle-brachial
pressure indices (ABI) 7 & OBRTE(LEE~ — & — A3
THELTWE I EPMESI TR, 8512, L
ME A X2 BB (chronic kidney disease ;
CKD) & dHENRE (NF—FH 223, CI 11-
44, p<0017) Z & dHFHE a2, ZDOMorgand D
WEITBWTH, AAVEE O FeGFRIZ. 43mL/%
/173m*TdH ). CKDAT — ¥ 3DIENE & Eh
Twize ZOXHIT, FEREESENE R/ AAVO
FHix. CKDZETHIEH% <. EHIZCKDED B0
M) A7 BENZ EAVRENTE D, LILE G IHE
DOFH & RFER, BRIERPRYTH %,

LIESPHED TR, CKDBEX 4 K5 4 2013
CHEU TR Y. 1 3~ 6 g/H oMM, HiLE
DRIEFP D 720125 K TH 2™ * o i ILIESE R O
ReE HAZ I (X, 140/90mmHg Kl T 0 . BERIH A
PEAEB] R & RS WIEBI Tid, 130/80mmHg A i %
HIEE T 5, H—BREOREEEIZ, L=v—T Y
F7 vy U RMESRETH L ACEMESED 5\ IZARBT
Bbo HEIIREIE, ATy ARERED L VISR
OFATHA FRARETH 2, e FTF7 7T Vit
ANCA B IMAE K OFENE & BE T 5 & L 7 Bl i 53
RSN TW20T, PRHRICIZERT 5.

ANCABEMFE R TIZ, AT704 FE2HWLZ &N
% BERIEOFEREI I TR T 50 BRI ®
543, HEEHbALC 6.5%A i 12 B Ak 20 ipE = > b
O—VE4T% 9. MEAREEND SY461E, LDLa L
AT 0 —)V® HEIX120mg/dLA T (T & iX100mg/
dLAG) 2R S ND, A5 F v EHVABHEICLD,
CKD# & O'CVDD # 17 - JHE TR 28I H¢ S 1 5o
ANCAPBIEIMAE K OFAE BT ) A7 L b
DD 2 A3, B L0 A R 0 T 7 A B A
T TH %o ANCABEINE I & B S e, &
&S D LIE Y A7 OIRT 2k 5,

(2) ZIEMHRBOFRRERIIE, MRZERIEDFRIET 5 Y

27 3 E B, Merkel 512 X 2 il X512 X ),
GPARBF T, HRYEMAR FERNE £ 0.7/100 A - FEFHE
T EARIN, BEFOFEIZ25E N X7 03D
B LD SN B, BRI S/AAV
OB MAR R TR B AED Y X 7 pTEnS Y,

5T, A7 —EREEHZAEHFL VWL E ) A7 N
EE Ao TI T, RIMEVR, 7oL L. MARIERRIE D
BEA: 72 & G FE BRI T O A7 B8 % MG L. e JE e
DIEHE T B R D LEENE % MES§ 5o FFIZ40i LA Lo
HT, 3IHULEHHRS D56, Mk ERAED
FHALETH ™o [k SE AR /% B MR AR e
(B MAEZERRAE) TR A KI5 4 V] 2#BF12, )
A7 LAV EBELTHT 2% U A7 LAz
W72 fEbR N F 2 MR LT BEMNE ) A7 2E 2 5,
FAAFTA4 02X 58, & 70— BREMRRES JIENE
R B TR EEOER) 27 H3dH Db L ENT VD,
AAVEEOY A ZIZH L TIRER SN TR,

MELIA 7O —E R EOFEREL AL TV
BRBPEEGIT DL, VAZEPRVET I LE
AbNb, MY AT TRMEARA Ly ¥ 7H 5 VIEH
RIGZEREBE, 5 A 7 TR 2L B EMME
AR5 Wiheparin (A1) ) (8K b L < 1312/
M & & 12 R Wiheparin 500084 % 2 T3R5 % 5
By W) A7 TR Py X2 7 H 50K
1928 5 8 25 & AR 5 AR 5 i heparin® PF H %2 47 9 A%,
2 i R4 W heparin® ;. [ @ (2 #93,5005L 0L o
4> WiheparinZ Jz FiE &8 L. &5 4 B M % DAPTT
(activated partial thromboplastin time) ASIE% FBRIZ
A X DT, S I &K Mheparin % §f Bl 55
500 AL TR THEST 2] HMTH L v, 72,
warfarin® PR EARIZ X Y, PT-INRA15~25& 72 5
Iolarra—pLTd L, AAVOSER % &R
LA, MR ZEREDO GO TR Z & 2. 8
TP BIIER - BRI 2 0% %o

&

93



I EAE AR

E. BHEMIE

(1) REME2HENERDRENEREZRT TOIREE &R
EDRTOA RBIUORBOBEEZZF 52D, 2701 R
MBRERED) RODEE S [#EEC]

(2) R7T04 RFUBHEBEA THTBICHIC. ALY DLPESR
IVDDO#FIEE EBICERRRKR—F (bisphosphonate
BP) BEAZTBINETHD [HEEA]. BHEAEREESD
FUBRAINLZMTIE. BEDMLERITERT D, RIADR
TOA1 RUBREBERHHA RS VI8 > TEEATTD [#E
EEA]
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(1) AAVORBICRIOB I OMHERA 704 FHEEEKRE

L 72tk sHlvwoh s, GClk, AMETO AV
T AR ET S, ROV AR E BN S
b, LoT. AAVEETIZAT B A FMESHRED
FIE) AP EE Do EBL AAVICET 25T, X
T4 NMER &R HERT & oBEE S S
TWa W 2512, AAVDOE L OEFITIE, Bilée
PREZ AT 2" B APHEDFAES Y H 2 M LT,
PRI RS I ERREDSE2ICHE L w2 & H% <
CKDNEBITTH D0, BIATVRBRTEES
FHIZWI IR D BB E 7 b, 20K ) ITHHMERAE L.
AAVREHERERE L IAE L, FFICHIRE Tk & <D
LNLHEELEGIIETD %o

(2) A7u4 FEEHEEISN T 2 G5 HEEHE. 20024F

CBEEINRL S REEHIRE S REE L R R
D5, 20044 I HAERB RO AT 04 FEEEHER
FEZWHERGINER SR EH S, [A7a 4 FEEH
BRIEOBEI L BERICHT 04 P54 V] BIRESH
TV, BHEOLEB 2 BST 5720, 2704
RGN I3 B S X OMIEHEXRR 2 v —F >~ 12l
ETHIENEINDG (6 WA~14ETE), ROXTF
oA F%& 37 AL LT F 2P e T Mgtk
B BEEYAM 80% Adi. PSL#H 5mg/H UL L
FHOWT N E RO DA ERE T 5. H1
BPRIIZL O ET VAR AT HBPRAITH L, L

L. BRRREAMIKT L72ERI T, 3H O PRl AN R I
T LMD D Do T BPRERMABEALRE, SR
B L OEREELL E L OBENREINTE
D, BPRAIOFMAIZE L THEEPLETH 5o

—7 KRENZBWTiZ, BPRAASCKDRA T — ¥ 3
~ 4 DBEFITH LTS ST 5 EE? 2—EH%
PZRT 7= s BWE SN T0 Y, AATIE, Bk
REASE BT LT 53513, etidronate (=5 F
O % — b), risedronate ()t Fot—1) I#HZT
» V. alendronate (7 L ¥ Fatx—1F) BX W
minodronate (X / FE A — 1) (ZEE R L% -T
Wb, BPRAOHMEZ T3l § 5 72012, 4
DIFIR T — & DFEMPLETH B, ZD X9 IZBPRA
DML, Bk, BREBREORER Y X7 2 REW
WL TR O R 2 W 50 72, MR
BRBEDOEBITER T b0 20104EACRS S [AT7 04
YR HLERRE O F B L HIC BT 285 ] 23RS h
720 WD TR MR, SIS0 Ll L/ ok
WiCoy, A7ruf FoEHE - K5I E D 5%
L. &3 ET4BPRAIR L MR 2 RE IR A L £
> (teriparatide) ZE3E L T 5", 4 2 IV,
MY s I D, €9 I VK2BAITH L, mHRY
5 3 YD#EANZ, CKD-MBD (# I & 7 W ACH R,
mineral and bone disorder) 12351} % Z kR H AR
BEREEIE OB E LTHHER SN THB Y, AhT
hAYET 2 WHREIRZEIN T B5™, FBAV Y
T AMFEDFIEY) A7 BHEDL I EFMOENTEDIE
BLTHMHT S, A704 FEEFHEBEICBWTHE
FEVEEPRURIE & AR, AGHRE, SRR, @R
EHRETH B BOLOWE T, TA My V2R
RVEM@3E T Sraloxifene (T F T 72 V) HHREE
DCKDIZBWTHHATH % L O H 5%,

FHEIEDOTFRIZ, TOEEZERT LT L0
¥ 5. AAVOEBBREHNICSRBREOFM 2 35 2 &
PRYITH Y, B 2GRz W2 5 RiG 5 0%
B D, WHOIZ X D -FHrY A 75+l — v (Fracture
RiskAssessment Tool : FRAX) 725BI% & h 72", fil
By 7 b7 THNBELTHLELDIL, TOH
MO W TH R 580 H 5o



F. A&

(1) £REBHDFIOBEDBEICH L TIVCYEFT D EREDY R
sheEyY. BRBEERD. HRMESSLUERREEET
3 [#%2EB]

(2) RBUCBBIEZECHMURE. I\RESSLUMRBAORIEIC
HLTIE BFBFLOMFORBRET = SO RESDIC
NOVE IV T%TS. BBEEDHSERFLEDLHHLMET
(3 REEOREFZHRITSD [#EEC].

SR ICIF. JF R FOEY (MERRBAIVEY  GTH)
PHOONERTHD [#HEEB]

ARHD & RS

(1) AAVIZ, HEWEEET ICHRIET 5 2 L% VO T,
SLED & 9 % BE#H T EHIRRP WERE R\, £2
Ty AAVEREE L OBEPEICOWTIE, KRR
WHDLPEPITHL P TIE RV, LA L. ERTTRE
HTRELZZEAE. AAVORBEOREN L LToOR
ECERZET 2. BB L OO REZ. CYHHE
DEPEE LTHLNTWA, CYiE. KETIZ10% LA
FEoREFIT, SIEEE X ORETEREEEL, BAI1C
Lo TRWHEEDOWRIIEIER 2 HT 2 L E 2 61T
Who HARDCYWIRSEDRN CHFITIZ, WK TIE, 51
HREREA e, EARORED0I~5% L SN T WD,
LA L. EFHACY TR, Ml R B 5 RatkaT
il DHEET, HEHRIZ5 %R TH 505 B TE
B IOIREERA L, HEAHE STV,

AL EDOTE T v Ak, BHICSLELR E DMl
BICBWTHEZLINTWS, ZHEOFRITIE. CYDOER
B ERBEEOERSE NI LICHELTWS LS
NTWwb, 05~075mg/m*DCYENRIZ G- % 5%\ F 7- Bl
PV — 7 A B R BE TN CEMERSLL =844,
17~465%) OWFZETIE. 187 A DEBMEMNIZ, CYD
34 5558881 £ 2688mg/ /¥ IV A, E¥ L X 8.8
+24 (2~12I) THo7=05 HBEWD L WERED
FAEQBE TR EARSBTHHTH 7Y Lo
Ty CYO#HGRIIFNEICE LD DIRETH D,

(2) T CICEMBEISGEET 5L EE TR /T 5

P&, CYIRHRMNCHUSEIE OPRAF 2 MRt 3 50 BUREIE
5 ORI LTt BRESHELL220H 5%,
BE DS e WRIBEO LTI, T O ERET
505 AARERAFETRIER I T OB REZ R
WATHE E LTED TR, FFRIICART (assisted
reproductive technology) 2 #jifig% CTHifr S5 H123H
b WToORAERENEH V- ZHBORIFIZEL,
WEZT SIS TV S LRV AW, T
PRI, PESREESEH] O H R IR ORIV % & DR 1Y
FHZ2ETLZE, 1A AU LEOEMA 225 2 &%
EREET Do

UL, GTHIEMHE & F v 2 IR B IC D W TG &
NTWb, LODIERED XY T F ) v R (HEF366%4
D) TiEy CY7% &bk OGTHEE I X
BB BELREVENE, AEERIEG] IS H L T68% DUt
(RR=168. 95% CI 1.34-2.1), #EURFIZEL TH65%
OEE (RR=165. C11.0326) TH-7"s 4. H
RANTOT— 5 ODEBPUETH LD, WFFTE 55
FITH b, 7272, HEATII LA EEREOIN R E %
HigE Lz, BBESIZVWEDOEZ ARV, 720 H
AMNCBFBCTHHEICOWTH F— % IR T4 TH
b0 £oT, BRAELOD L LHBEZTIX, FBREL
ICKH#HL, ShH5DEREEOIAY ) ¥ T %
ZFBZENEETH D,
BEMUBEOBMIZOWT Y, FARICCYRERIZIZ
AEOW RN 2 BT 5. LA L. SLERHFIZCY & &
BLT 2% DEFIILNTH 570, HOEERR
W2 HCYDHUEAIICG 2 2 EIE I LT
T\, 72720, CYZRED H2WIERMMEHT 25612
. BRALOD 2 BT T OHRERAE DA 72
BEND B KT ORMERIEE, HORER B ERE
BEZOR T2 IBFANCHRINT 52 LI12X ), ko
IR Z RIS B SN2 TH 2% %, L
L. ALFHERE O RG 1 SR PR AR B 2 PRIGUEIG 1 70
Vo BT OAE T ORKEHAITHE LTIk, EoNERET
LIT->TWE DI TERVOT, FHEEL H5 I3
LTRSS %0 BEIZK T OMREZ20% KT &2 C
ERMOENTBY ., BRALOFMEREITIIEE % F
WHIEHLETH LY,
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| 4.4.2 BEOBEK : IMAAVORRESZTZT

A. BEYETFBAA RS

BAiEst

BRARERL - CYDREH - A7 0 A FEMMRS =LV
AFE KIS AR RS A7 Tid e, B
BHRICH o R E 712005 ) RE TRV AAVOFEfF
PIREZENETH 5 Z EDHRTH S0

(1) LHBORELEREZTOBROEERPEOSHERISOI L
(SERINETHD [#5EED]

(2) CY+RTOA FNVRAHBEEZE B LSRG HICRE
REICBREI B CHHERESNS [#EEC]

@) BERICKUBRICESTICD. AT 04 FEDBERE PHR
BICBE IS 2 #ET S [#EEC]

(4) #BROURO%ZZRL, BBEICSUTHRZICHT 5 FHRS
HEITONETHD [#2REC)

(5) PCPRAEDFRID Iz, 24l EYUDIFCYRERAICSOT
(& STERIDBHESHHERESNS [#EEB]

(6) BEtEDREEN S 278 CERGHEEED ) RO 1S SAEH
(C(E BOPY—IRNEBEOPIHIRSDNHERSNS [#
40|

(7) —ERPEZGHLUIEAR RETZITEEIEGOLIEIC
BEINETH3 [#EED]

(8) REMHEEZRF TOEREBR MAREDOFY., 8F
DAV IZVIVHDOF Y DHEBERT D EDHESND,
ED0OFUDERIEE. REMFIFERTYHSDB<EEH 3N
BB BNETHD [#EEEC]

(9) BEFD SREMBIBED. HDOVIEEHRRTRICHIZY,
BAUFFA. CEHRDAY S MEZHREZTONE TH D,
[#22EB)

RILE SR (UMAAVODERZZED)

HEIEEE 12OV TId, BSR/BHPRO A K54 »% B X
U'EULARDHESE 1230 X F0iR L 720 IMAAVO#EH13
HFT)—=3DIEFYALNVTHY, FRICHEDHE
PIFFEARIICIE [HEIRIEC] & Lo AbHENRAESTH

i LD N TR TRAEIN DD, A7 T

) —4 TV 5 A (from expert committee reports or

opinions and/or clinical experience of respected authorities)

LEZ LN, [HERED] & L7z,

(1) HHEOFREEEEZTSROEERREDSHEIL
BOCEISIEINETHS [HEED)
IMAAVIEHTT RASIEBINC DV T O [ EFRRHEE ]

[VDI#h&5# ] BLOGIHEICHT 2 MBI O KT » 7 —

M & D REEAh USAT L 7220, REIeRE29f - 1961 (¢

FEZDDOEERL) 2D, ) BEERIYES L — FVAT2

iy BEGYEIC L BETH (FL—FV) 3281572 &

it O FEIE RN PIG#9200H TH Y . 2 OWNFUE, MR

EYE (111F), FEREAIE (6 fF). PCP (3fF), v A

VAREGSE (71F), KRB (21F) Thosz (R4.26).
T, fREM RIS OREBCYCAZARAM Y (187 1

BI%) 12B1F 5144613310 EHiE, CYCLOPS® (184

ABIE) OIVCYEEETHIC BT 51915 X ORITUXVAS®

(127 A#%2) OIVCYRELFNZ BT 2 318 - 261 & ik

L T BIEGIER A WITREYE DS 5 A%, MPA & GPA

DHROFENRL AT O A FOWFRAER (2o 3HBTIE

IMAAVEABR & D b R WER) 7 & 6 Bl e lRIE T &

BV, —F, LTI COBNDD 2 &G (Grade

4L 1) X, JMAAVRERIE 3 /48 (63%). CYCAZARAM

ABRIZ11/155 (7.1%) TH Y, FZFE CHERTH > 720
MR LA — 7 0 I XV B (MTX vs CY.

R D87 % ASGPA, “FIYERSSK) Tk, HHE A2

B HOBE T, EEROEHAED2] %, HE 2 K GE D

5%, EIREAL—T > T OV AR (MTX vs CY,

GPA94%. “TFIFEwo3mk. 184 A#IgE) 13, HEED L

DIEGED18%. HH 8 %™ Th o7z,

IMAAVEER, i OREE &, BIEDSAAVOEHE
JEE LTI BENECEELETHY ., RROTEELZIES
IRETH 5o
(2) CY+RFO04 KNI RAHAREEZ T IHBEIR. FIiC

REPEREICBER IS & NHEESNS [#EEC]

BAGEGDE Y 27 W2 3hils 5 HIY T, JEEE S PFRE

EIREPMEZ L L 2B LRI 217 7% o 720 JMAAVIE



MHEFREN—E

= SERERTHA ]
K =) AAVSEEL cY
7 14|28 =
BRI 20 |m-® 5
WRBELE | mEmA 01 |® a
BTN 125 | RPGN e
BIA (M5 Y 7 SREHE) L &
REBRRES ETRT (KBE) FL— 1V 270 |RPON - 6 - i 5
R FRESRERAE (PRIB&K YKlebsiella) 425 E==1 =]
" REBRLEHNE KB 5L — RV w6 | B wan 5
EEEA-BNE KEE) 51—V 195 @B 5
e SEHA (EBL. OThOERRE) 2HEE—BE | o0 | BE-DEA “

AESER  ECICESICRERMES L — RV, EaaBD IREMES L —FV
[(BEFERFABATRAEV3.0 (CTGAEV3.0845E5RICOG/JSCOM20044108278) &U]

Bl — Omh o, Bl A7 & UTHER - PRI - BiE
WAL (3R R B AA I B 8% 3 5 FE BE 43 M) - ANCATH -
eGFR - BRIEOAIE - 2570 4 FOMHELGE - 2504

B2V ZEDH E-CYRG-OFE HIF, A7 1y
7 HIRGIHT. & HICAT v 774 ZEFGERIGE % T
Wi L7zo fH [CYHGMDO AT O A KOV REE] DA
WA FCHE R Y A7 HFTholzo CY+HATTA
K7L A B & CY+IMEA et & ik L 7-MEPEX Bk’
BV TIIRTEORBRG) A 7 KT 7% < ERRH L
REBERITUXVASIZB W TR LT 2 2 8 & (2oillig
WIZAT 04 PRV AEZMABAATHRE Z 2L, CY+
AT uA B2V AL OLERE ) AT DINTG Y A%
BATHINT§ 2 LA H 5o
(3) BEICLVAAVHABRICE>IcS. RF704 FNEOD

BEREPHITEICBRET DI L £HET S [#EEC]

IMAAVEHERTIE, MIWEAE (111F) . EEIEGIE (6
k). PCP (31F). 7 A4 WARGSE (71F). K58 (2
) O5HBOBOIZOWT, Hidk & FAROFHNT-% H
WCEERFN 21T o 72 (FHUEGYE 2 & ORI MBIHS
Do TANREGIET [CYRGPDOATEA RV A
H] BV AT AR L NTH [F v A 2018
(091-131904)], flllcBVCTRAEELZKWTEH T L%
Do fe GEBIBARIC X MM ARED &) At
EREATE o 725 DTSR ET R & mEHIH
WRDH 72,

FTRTOBISEDFEIEH GRHMABBEOMHH) 13, HiH
fE137H. FIMH200H TH - 72728, 2@ 2KIZDOWT
A7 uA FORMERKGEEZWNT L7z, 20 2KICET
AT A PG EIE, AR B W TIRRARE I

L. BEFFNICEZRICSE WS LR SN (WFROR K
IZBWTHp=005), Tabb, BEERERIIBVWTIX
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Z 2T, EERATEIMAE SIEBNIIT S 5 B b 7 RiBHREE &
L CTrituximab® 7 @ — NV 2 BURIZDOWT, HODIET
YT IMERBOF L0 L 2DODORCTIZO VTR T %,

HODIET v & 2Lk

FREHIIGCRCY TRRA T 2 JER, CYMHmE
Z BB HHOPILRITER D R L ERT HEFTH o
7eo T U P - E LT, RERHEFD 2D 375mgdD
rituximab (375mg/m?) % #1ll, F 4 | (1. 8. 15,
22H%%) 1757z FHiiEE L LTBVAS, KA mB#i
X ANCADRED %2 SNz, ERTFIEBVAS= 0 THr
72 73 MAE SR 0 MBI R B 3 20 VWARTE, B 50 B2 13 18
LEANE VSR TIT /) G RS B A IR IRl Bl
(1) B3E

S HRBNEEE - oD IET ¥ ¥ L ALAERTIL, rituximab

G, 3L A LDRERTRETEMRD 5\ T ER %

FlE L7 e EMEDNHA%, o EMmL ETix

958% T&H > 720 — i\ rituximabD B FEAFED 5 N7

o PHEBIZ2B (41%) Th o727 BRI, B



I L CoRRENZ. Mol - Bkt
- TREEH ORI - RBCRRE AR RS o U - B
Hi gD - WP OUE R LA Y Bk
OYFEIE, MFECHE T, CCro EA. |ARDWMA. 7
MERFIAE 2 0 ) RGO R Z ROz 2512, Mk
Wr % BT & 729 B D T S Tw b,

- AR MBA AR i OB 13 rituximab ¥ G- 16 .
1~ 4BEHPMNICT XTORERTHRIES N B o7,
Z Dk, 6~97 H IR MBMNZIXBIE LIRoD, 127
H ~15% H Trituximab¥X 5-5i ® LX)V £ THIE L 72,
TR L 72 B R 0 fEBI TiE, B (4~6 7 H)
7> 5 BHIASIE L T 7225, rituximabD 512 & 9 .
BOBMEME SN2 ), HEESETLZED
Wik HDH %

- ANCA titer : % £ OHEHITANCADtiteridrituximab¥
5%, Bilgo#EIE E HITIKF L7z Lol &f28
BEPEAL S 2 LIS v, F72, BRI O B AW
ANCA titerld # L33 2 5E Bl & Bk T T F#He 3 % %
FIAS G S TWD T — A R E IR O S 3% &
ANCA titerOfiX M i, HWEIHBY 2 L ST 2%
BRARIE IR 2SS L7212 & B b & § 30thi Rk cillle L 7:
ANCA (IF-ANCA) 75BitETd o -t b 5 0",
ANCA titer & #EGHMEOBEIZIX. + 5 R EEN L
WThbo

- CRPB X ORILERILFE#EE (erythrocyte sedimentation
rate; ESR) : rituximab¥% 5-#%. 6% J TCRP# & U'ESR
AT 5 2 e mEShTns 2,

SIEZ T 7Y Vol lEIgG. IgA. IgMidrituximab#% 5-
MBETHL2LREERDOONE P o7 TD720,
rituximablZ & 2 BRITIERIED ) XA 7 2 HEHTE 5 &
E AT (WA

- GCO & : rituximab$X G-, 3 X TOHEH TCCD K
EAWHEETH -7z, T 72, rituximabik 56 » H %121,
JFEHRBOTME LGCE P ILTE 2 M D @i Sh T
W5, Keoghtid, GCHEE LR, 9 Bl 2 61 THIA
EADILHREL TV,

R o DIET vy AMEREBEOME TIE, rituximab
5% 961 (188%) THMAZ ROz, HRE TOHIMH
X, 7~247r BT, HHO% I3, rituximab$% 5[ &
WAL DI BEE TH - 72, S IS, FREITIE, 26

THIREIZBMd O 2 8072, LA L. Bl
BRBFRLZVEANSZ . WEELTLHHEBE LA
Vo F 7o, BIENIRAS 3 AR & I TH 5 72
O, PR FEIRMERF 03 2 BFAlE B 2 2 B EF R A2
WETH B,

(2) AE

rituximab#% 5- 12 B 1} 2AEE L CTid, #5 8 KIS
(infusion reaction) <BEHEDIRE DL o PG SUGIZ
B L Cid. PR 5 GCRrituximabd 5-1i O R L& 312 T
RIVEF 2 BT X 2 MY H 5™ TNE TOMEIZL
5 EEGREPOSIE, MR GRAE . R EIE, TE
% EDFEREBD ™ P, L L, rituximabd$% 5 & b
T 2023 % < BRHEREOGCH K G 12T
rituximab Dz 5- 13T BETH 5 o

F 7 IEGRE TR, PR ARG RIS ge, v A
WA ERGESR. MR - 7 4 VAR L) AR
AT ANV AEGE, FHEE RIS ) MRSA (A F2 )~
ML 7 1 BRE) WifE 2 L2 S hTwns Yo &
PHEDS 1Ey IRBANRY b T AHRIERLHY A )V AFRIC
THHEIN D,

ZOMDAEE LCid, MU/MURA R mMUE, 5 5
REDHENDH BT, $2. HODIET v ¥ MLRBRICE
W Crituximab @ TG IR R ATEG L 72FEF1E 2 23,
WECRD R Fiid 2 7 A (Human anti-
chimeric antibody ; HACA) OFERFICAHEIZBWT
BLLEND L,

“DDORCT
(1) RAVE® 2¥

KETIE AAVEFICH T 2 BMEAREL LT
rituximab® H L & AT D W TCY & R 347 b
N7ze ZORCTTIE, ANCARGMEOGPA (WG) * 721
MPABFE1974 xR\, rituximab$x 5-#E L CY (F7:1%
AZA) BB (2 b — V) CHREBEBE. 6 7 A
DOFER T S N7z 2 ORE TR IMECr24.0mg/dIPL
1 B \VIG N TIIRZRE BE R OJE BN R S 7z,

B MGTR6 7 H 2B 2 AT, rituximabix 5-
FET64%. I PO—VEETE3% TH o720 F7z. THHHI
VX9 % BEAFE A SR (Erituximab Pt G- T67%, I > hE—
WRET42%TDH - 720 rituximablI AAV O 5 fFE A FEP12
BOTRACY L IFIZFAFETH ). S SITHMBIIH LT
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I B4 REA

FCY X ) BN TV LRSS S E LTV 5, WMHEC
BT 52 HBREOME T, rituximabiG#HET1 ~6 7 B
DA AR MBAI I 2 B U 79 B RRD S e 2o 7o
—H. Y b= VI BT R AN BRI 2
el LZHEBIIEE7 %12 & & F o Twiz/zod, KA IBHI
126 7 HUNOBRFHEAE T L1375 5oz, TR
I > ANC AR 13 rituximab{G# #E CLAB 1061, 3 >
I — VEC23BI18BI T I o 720 WIZFIR L 2o 723
B B\ TrituximabiGBRED446), T > b0 — IV EED52
BT 6 » AR FTOANCA titerlIBHETH o720 S 51T,
rituximab{f# B TlE 2B TANCA titerdS EH-3 2 15T
PRL Tz, DX b, ANCARGER ANCA titer EH-1
AAVORBRTRE T L1375 5% 0w, Lo LR L 72374]
2861 TR B UAHT OPR3-ANCAD B TH o722 &
5. PRIANCAIZHBRRLEEOEREEDO UK T & 42 5
TRETED D 5 o

(2) RITUXVAS®?

EUVASIZ, rituximablZ 31 2 {G# xR & EE 2 AER
ZAHEiS 572012, HREEEZH LAAVER BRI S
PRAMEBNZ X 2 TEMRE AR IO W TRE L7ze 2D
RCTIZ. rituximab#x 5-#f L IVCY#% 5-#2AZAT3 ~6

HiGH A kst L7-BE (3 v bu—lf) Tirbh/, ¥
ERNT68% Ty FIGFRIZ18mI/ 2 /1.73m* Th - 720 124
H OB T, rituximabix 58 D76%, 2> hu—)
FED82% T 2 AEFF T & AL TRETFIITH B4
oL NG o7z, EIE & AEErituximab#f T42 %.
IVCYRET36% & AR AIIBD LN L 2o Tz FELEEHRIT
rituximab#, I ¥ PO — VL BIZI8% ThHh o7z, EEE
% AAVHE 1 12 K L Crituximab% A& & L 72 G 8 31%
IVCY L R ISR W R 2R L7 RHoOEEZRAE
DA LB L o 72 RO TR B,

I. EFMERE

rituximabZ X % %8 A O FHIE. [k ORAVER
Bicix12, HB L 18, HIZ BT 5 Fik = drituximab#f
Lay hu—VETH%ETH 72", F/, rituximablc
X D HEFREEIC OV T O ME S Tw b, Cartin-Ceba®
(E53BIDGPA (WG) B ISH LT, F#AKE Crituximab
OFH G THEEMRE SN2 LG L TwaY, —7,
FLfif 8 A ferituximabZ @IS G952 HEbBET S
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TV, 20134, iM% ER L 72AAVER T 5 %
JRMERPR B3 2 i) & BRBRD PR RS 7 T Y AD T
JV—7 (French Vasculitis Study Group; FVSG) & 0 3§
Fx iz (MAINRITSANGRER) ., T ORBRTIE, EiFLE
At DOMERED: L L Crituximab 6 » AP L7228
CAZARILHG LB 2 KL 72, ZoETI
rituximabfE D13 9 DSFERFRICB VTR W Z LAVR E 7z,
Z D3 H. BUFE. rituximab$B & UGCIZ T F & fif 8 A 4.
4 AU HER L 72 AAVIERH % % G 2 rituximabiEFf
FRIETE & AZARERRIRIEIC T Y 2T 24— T TR
D7 ¥ ¥ KLHBGRERDSHN 2K E 7 F & 7% &% fiax 3k
W CH#EATHTH S (RITAZAREMAER) . 4%, ThHo
7 v ¥ MMLHBGFBROK R E S LI, XV RET, XA
®h7 AAVIZH T Arituximabll & 2 BffE A % & NI EF
HMEFHRIEAEL§ 5 2 L AIfE s b,

D. 3371 /-)UET7zFIMycophenolate mofetil (MMF)

MMF (3 27>/ —VBEEZ xF ), Cellcept) 1FiF
AR TDH % Micophenolic Acid (2 27 =/ —)VEE, MPA)
DTVRTy 7 THY), THEFFTY ¥, IV Lk
ATHIROBIR (7)) 1K) GlEMET 27 AAUHHE
PUEICE T 5. RBHPERICIZ. 7Y VR, ©Y
IVUREHEEPEE (LT 3 F), BEEBRAHEEE (2
FRLEE—D) TAERMEE (7874277 IF)
BEINhb,

Micophenolic Acid (I 27 = / — Vi MPA) 131896
4EGozio 5 12 & ) Penicillium (74 7 ¥) J& DO FEREAEFEY
MO HES N7ze MPARZKEITH G- % & B 2 {H AL &+l
TEMZB 9720, MPAOFRNEIEZEES 5 HINTT
Or7y 7 THAEMME (3237 x/—VEET = F )b,
Cellcept) 25PH%E & NL72o MMFIZRE % 5-5 F IR0
THLPITPINS Ty BRI, P, e Tk s
ff %20, SR TH HMPAICEHR S D, MPAIZEIS
iF B A UGT (uridine-glucronile-transferase) %12 & » T
Fvra YR T 2T B R IS ANE M 2 MPA
glucronide (MPAG) & 2 ) BEICHER SIS, ZOKER
SN THRIN S N THUMPANE BV 7 o vy
H& ) (BIFESR) . Mh~FFEER LIR#EAIIZI1390%LL



LR BIZHEH E b, MPARMPAGIZE LY 2%
MR TH 5720, REAMNEL & 729 4 7 10— LML
7 & CIEiEEERIMPA SR MPAGA B I L AR ASIHBL L %
T b EHEWERIZIE, TR, SEGME, JPLIMERIK
A BIMEGEAE. Bl EHH 5.

BN TOMER (7Y ) REHE, #HirE#EE (de novo
F) EHFAHR (salvageR) D 2 DDA R AIEAE
T5, 337/ —VEiZde novokHEETH L1/
YYEY VBT e Fusrth—+ (IMPDH) % Wiz
DOUFRMICHET 2, TH L UBY ¥ S ERTOREERMHIE
FT vy X7 VAT FOE % de novoty BUREHIZ 5 <
LT 5o TEMEALY Y XERIZB W TIZIMPDHO i H: 4310
BZHML T b7z, 3372/ — VEROMERIZ L )l
WNO T T 7227 VF v 7=V dHideg L. DNAG
JR AT S AU JE ] il 53 24891 T b % GL A 5 SHI T
BREEILT S, THF 4T Vidde novokkil & salvage
REEOM )T %2 HET 5D L, MMFiZsalvage & I2134E
MLz ) 7 SERGEIRVEDSE < 5 B 72 & oRIVEH
B, 72, MMFEIZEER O migration & ALY ~ 23
WROPAE % SIEBM B THIHT 2 2 LS hTw
5o

(1) BEREAFECHITDIMMF  [#IEEC]
MMF®AAVIZxE$ % BB L CTldiE— ORCT A5
HEhTwa®, ZoORBTIE. BRExE-72AAVE
W s n7235 N (MPA=34, GPA=1) % EEABEED
72 [ZGCPEH FICMMF# 58 (n=18) &CYC# 5 #
(n=17) WZH YTz 6 7 HiAE CICRME A 2 3Em L
72D, MMFREASIBAH14AN (77%) TH-o72DITH L,
CYCHETIZIBAH 8 A (61%) THhotzo AEFLBLID
6 A BZOFREBIIIHM THEED L o720 ZORER
. ERE A K LMMEAICYC L %02 o 2 &
T, CYCOfMEDPMOMEL L ThRn E
. CYCHETIRZ S OBRAEN 2 LR e w2
DORAFERHRIN TS, LA L. FEANESFTH ) KEB
SHBMPATH 5 Z ki3, WAEOBREE T a7 7 £ VI
WEW) HTRELTRRE L 2L TH S,

Far ru—VRBRICOWTIEIEL L O#MENDH 5,
Joy 5 DOHERY TIE6 H#127/12 (58%) LA EfFEA =
N otz L WEXIN T D, Stassen ™ 1x, HEH M

AAV 32 i Bl Z MMF ( 2 g/day) + PSL (Img/kg/d)
THHMGG L2270 A, 25/32 (78%) WS5e&iifi. 6/32
(19%) ASEBFEMEA SNz LG L7ze 720 MMFIC
£ B HERHRIETIZ59% D BEH12, A (i gefl) THIEL
72 LS L. CYCHEPIPEAAVIZPSL & MMFO#LE b As
HMTHDE L7z,

ZD X ) ICMMFIZAAV O S VERZ % B4 5 & & 28
TE5 L) THaHA HHETOT— 57213 TIIMMFO
iR AN B RN E LT 2 0IEAR 5 TH B,
BAEMMF % CYC & i L 72ZRCT (MYCYC) RBRA
ZVIZNV— P THY), BEHEAFEIZBIT 2MMFOR)
REREUNEHIHIENEZETHA ),

(2) BRHEREICBIIDMMF  [#EEC]

20044E, Langford 513, 14%®OGPATCYCE 7 v aa
VT A A B K RGO MMF O TEf# R 2R % 31
NR7H, EEOBREE 438%THI0r ) Tho T
LAL. ZOMETIEATTA NEEBLE ToPIHWIH A
8rQLBEHTH -7,

20064F-. Koukoulaki® 12 & 2 AAVSLEBI D # A i) & 3
B CUd, 205E B S EARAE R D A 5210 14/20 (48%) 2
P20 H OFEBBISTHIE L2, 72, BIO2%EF TIE
ST % WS AICMME% il v, 20 % S MMFET
T MR L2 209 by 19/22 (87%) 13 Tiff % 3E Nk
L7225, 9ZERRBIETICHE Lz, ZORBRIZBE T2
MMF O3 #131.6g/day Td > 72,

20084, Kazderova® i, # 5 I & ®ER” TAAVIC X
BARERERZ AT HIVEFNC BV TERHAK LG 2 LT
F = R EEEEEOREI, WREA D DV ITHER
& LTMMFZ w3 B2 s LT b, MMEIZRER
SORBIZBNTHETHICARTH o 7255 HLE O]
ERZ B LT 2HERRICE ZWEHOBERIA R RITE &
720 MMFIZTi AIPE %2 7R L7EBIIC B Tid, BRI L
AL LEERIIRZEBOBH T L Tz,

20104:, MMF D B figfERe 12 B1F 2 H 51k & etk % &
filig% 2 & %M & L7z, IMPROVE (The international
Mycophenolate Protocol to Reduce Outbreaks of
Vasculitides randomized trial) XER D& £ A FK S h
720 =TV G NVRBTIE D B HAAVICH T 5 R
MEFRRE OB E LTI I T TTR D KBEE» SR

1M1




I EAE AR

Wi (Blg M JefiE39 - H) ORCTTH %, CYEGCIZ
X B EEHRIGHIC LD BHE A S N 72AAVIS6HE B
(MPA : 564, GPA :100%) %MMF#5-# & AZAR5-
BCH DN THRBRLZ2E 2, HEFRICIAESI R
2o 72 DOMMFEEIZAZARE X ) A EICHIERD B H -
720 TORREDS HEHRTEES % B & MMFIZAAVIZHT
2 MR L L IR A S v e s h
72

(3) BREEEZSEEICHIIDIMMFEE [H#EEC]
MMF X B AR RERE = % 5 2R CIEEIER A HIE L %
TLEELTHMT 2 LEDDH 5o 20094, Tatroud™ i3
TR EZ A L 22248 OAAV B #E (MPA=16.
GPA=4, RLV=1. EGPA=1) IZxfL. 6 » O
Bt GClxrh ik LMMEH LG (F#15g/H %187 H
W) ~BAT L7z ZORE. Fi%8316% (2157 H). ZEMT
HAE 3/22 (14%) Tdh - 7245 BVAS, Cr, HER. MR,
ANCAL 3 %219/22 (87%) 2788, 184 H X194 4 B
DERBEEMRFL. SHICZFD) B16% (84%) 1342+ F
HOEMIZH ) BERE 2 MR L7z BITERNTERCTI A
P o720 DX HIT, 187 AMFFRZ TH LERGE &
EHFREREILLIZE VI FRDP S, MMFEIZH SR
LEEOEMEEEEL AT 5 AAVEE O BEMHERELIC
BOTHTHAHZ LEZR LI, ZOHEIF, RCTTIZ
Wb DD, MPAREBIAZ K% 5 28 Th ) KAE

MMFIC & B34

DAAVIEH SR ERIRZ 525D DTH %,

¥ 720 20104ESilva 5™ 1. HBIE O B 4T L & g~
hEEOBEBERERE (Cr<30 mg/d) # 2 ¥ 5MPO-
ANCABFHEMPABH17HI Z K512, MMF (1000mg #%11
#£5 1 H2M) +CS (mPSL 1 — 3g/H /% A +PSL
Img/kg/day D B L) 12 & 0 FEfFE A#, #IIPSLIE
67 HTH T L, MMF%187 Ak L7-& &5, 174
128 HSEEIRAERE S U HRRE D e Ly BIMERIZIZ LAY
DIEBITEED 5V ITHBEBORE I HUG L7z & s Lz,
TOZENL, BEISPEEOBERERELET S
MPAE B O EfFE A B & OHEFHER I ICMMEIZCY o148
HHELDHIBIEERL,

Haubitz 5% 13 KB B A2 BB 5 MMFO i il ¥
WE L TWd, 5HDAAVIC L 5 KB A& BE I
L. 177 ADCYIC X BHEBEEAT - 215 EEIRMEFEHE
HELTCMMF 1g/HA2SRM L7, 4/5 13EEOHIM
&L, 1/513HMIRMA % D7z HALEEIRDH
Lo HEZBED LIRS 2HIk L7z, 3/51
&G TH - 7205, HHEIZ1g/dEBR hho
720 BhEA S, MMF I3 ANCA B M55 9 0 B A 70615
ELTOBMOTHELEHTH D I EATRBRINED, K
WBEAREE D BFICB W TR ILERIEN R4 B 2
AELRFTVin, 1g/AUTOLEERSPLEETHD.
FIREZEIEH OEBERVBISEILETH S, dfllicoONT
(3. 20104F Hiemstra®d DY 2B SNz,

BEE HES) X8 HERE s R
N=35 (MPA=28, GPA=2) BA RCT . _ e
2 e SUTTNFIA RBERTI MMFB18A P14A (465 B % (T (4 5 .
Hu (2008) f‘ffﬁ%ﬁ“gﬁ%ﬁ%ﬁm MMFRSE S CYiRsRicgluM | 07F | cvarciisAbs A p e, CR77.8%
e
N=32 A CR 78%., PR19%
w | CYICk BBmICHENMS BEIE9% (PRfE! 24 B)
Stassen (2007 ™| (6 amOBAE. 400F | " 000N 1978 | mmu<as 1678
%) e T LB & Rl
N=12 B
(GPA=7 MPA=2 NCGN=2,
Joy (2005) % EGPA=1) 12548 | CR50%. PR 25%
Prospective
R 50 BN
. 20 N=5 EEPN CR 100%
Yalcindag (2008) | fb2 MIME 22/8 3678 | commmnR (PSL2meh 57menBE)
Nta e BHE=A3% (107 B)
Langford (2004) *" CYIC & BABERRRE A EMMFIC & BERIE
SHOBMG/ 14
N=51 B, 5 HIEECEK: 14/29 (48%) H' 19204 BD#R
BABEFZR MMF DTSRRI 1.68/B BEZTEM,
Koukoulaki (2006) 2 2458 | BRICNT 2EMREAROHSR: 19/223E
REZRLUID, IBEHBEBRDICEM.
MMFOT RS 1.68/B
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RED B VITERRE 73%

g;%'%q 28/BTRLL. 18/BEF THE CrireEl LESRAD. BMBHICEY
Kazderova (2008) % AA\/t’a:éZ%Z% 115658 | Thoich. HEILEORBIER%2EE T BHAE
- 2 - N S~ 0 \
milhacils E&UGDE%TLHA(&A)@%%D%
N=156 (MPA=56, GPA=100) | #&3% BIAE : MMF42/76 (55%) vs AZA30/80
Open-label RCT CYEGCIC & BB MRE A # (2 (38%)
MMF (#)5882000me/B) B& AE: MMF8/76 (11%) vs AZA13/80
A - AZA (3DfAE2me/ke/B) BT (16%)
Rl 2010 U K13 T 7R | memscaEERe<BREMVFRSE
BICEE
BRAHSEEE L TMMFFAZAICS 5 & 16
%
&:17 (BEHDOPEEDSHARE | BA, g N 184+ BOERIME T, 12/17 (70%) H'E
=XETBMPA) MMF (1000mg 2035182 et oA (g
@) +CS (mPSL1-3g/8/¥UR MERT - R SRS
R 36) 7 S
Silva (2010) +PSL 1mg{;<g//ciay®f§#§/f) 184 A BEH S DEEEMAEEA 5T HMPAD
=S el ne N LDl BRIESEE L TMMFECYOREBRIC
645 ATHERT L. MMFE184 B ) S e o
N Gt o\ J Oét;ﬁuuﬁﬁ
BT
N=22 (MPA=16.GPA=4, | #5 B331.6% (2160 8)
RLV=1, EGPA=1) 61 BB ER FEE 3/22
- BaEEA T LIAAV PSLIZehIEL BVAS, Cr, &R MR ANCANE
latrou (2009) MMFasa] 5¢/8 185 Am | 7R | 19/22
IN T 1952818, ARBMAES16/10342 7
SHERIGBR TRt S Y BRI
s — SEBERICEU
Haubitz (2002) - TS 18/B% THEBA0%. PIE20%
KBRS MMF 1g/8 & UBSH N
= BIRE%
BN BRI (CYC 2mg/ BT BOR. BVASHHE
Nowack (1999 © | N=11 (MPA=2. GPA=S) ke/d + OCS mg/ks 30 A L | 45, o | BREAENE<BROFDERLL

) [ZHmE. MMF 2g/day & 1&
oral corticosteroids (OCS) &(Z
& BB

E. ZOMOMBRABRE

EULARY A F54 v Tld. FOMOFHAE®REE L
C. 15-Deoxyspergualin. PUla iR AN PuiR. PLCDO2PLIK
AL TS, Fzo FMMEHRER S AL TY
%o

(1) 15-Deoxyspergualin (DSG. Gusperimus) [#t%E
EC]

15-Deoxyspergualin (DSG. Gusperimus)
laterosporusi @ K ¥ A W) T & % spergualin® & 7 7
77, 19814, #r9S™ 12X Y, chicken embryo i
FHNLORousIE Y 4 )V A2 & A Einif % HET 5K
KEE A7) — = 79 %8 CRAREER D ST RS
N7zo 1999%F, JEH S &, 2 HAIBRE R B 5200 &
FHAH T LT AR D15-DSG (0.25-0.5mg/kg 1HRF[H]
eI 5-28 HIH]) 12 & 2 BRAF RGN AR 2 i L7z,

INF T, 2DDopenlabeliklk TIXFFRMEGPAREF D
70— 5%\ EEE AR RARO LN THE), 7THRELZEE

1X Baccilus

CRZEE2ER PRIENER

B 52X % 1 D0 fl i T mMAHERRIR MG S
NTWwa, TICZOMEZLIET %,
OBEHMERIC X 2 g ARR  [HE3EEC)

20034, Birck 5" 1315-DSGHOAAVIZ K 5 71 &
i F P % BFA 3 % 726002 R R S0 3R ) L R PUPE O 1%
B HGPA (n=19) &MPA (n=1) J#E#1Zx L. open-
label % Jiti 3% 3t [ 8 38 % 11T L 720 15-DSG (0.5mg/kg/H)
% WBC<3000/ulk 7% %5 T2 - 3BT, TDH%
WBC>4000/ullZ {53 % £ THRIET B L I 44 7 L %,
694 7 VDR L7z ZORBTIZ, AT 04 FEKL
SIEIIHISIIAH L e dr o 72 EOFER. 15-DSGIHH I
LB RBUFIT0%DBETALNTZ, 72, BHEHTH
A HMERGRAEY A 7 Vo THRIMIZBIZS S 205 —8
HTHY ., FRCRLHBULE IR B HIE Do 720 MR
— S E DG RO A, B R EHIC L D BE L 72,

F 72, 20094EFlossmann 5" 13, %[5 O % Hi ki i X
open-labelikER T, GBI O EEEEGPA44H1IZ %} L15-DSG
%#05mg/kg/HOHCKE FHESC L V2LHBHELS- L7 H
Mwash outd 244 7 V%694 7 (6 7 AR) # Yk
L 720 WBC<4000/ul& 7% o 72 5 B H 4 2 v 2k L
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720 6 A ZINVOEBZIITYFAT) VERBLE SIS
6 7 ARREMBIE L. ZORE. 96%05 5 S Lo
MR ERD, BVASIEHPYAEL2H S 2 FTHxHEL, 45%D
BECTREEM L7z, 7L F=vu »id20mg/HH» 5
8mg/ HNBEASWFETH 720 LA L. EfFEAK43%
THI CFHIT0H) L7z, WHHEBE L - HE LA ES
G1353% TH L. €DZ ITHMBRBAICE LD TH-
720 PALE® X9 1215-DSGIE 6 ~ A Bl o¥ 512 X 1 #EmE:
H 5 VITHBEMECPASESNIC B W CERICHEME A % £
L7V F=varoEzifae Lz, AEFHLITERL
T AEBEOHFILICE LB TH - 72
QRIMMEMIC X 2 EFEAB X MM [HE3EEC)

15-DSGE B 512 & 2 8 A B X OHERR R ICE &
% #4513, 20054ESchmitt S 12 & % & &, 20104F
Flossmann 512 X 2852 H 5o

Schmitt5* 1, #EBEMEGPAD 7 BIZH L, WBC<3000/
ule % % ¥ C23BEMFNT . & D HEWBC>4000/ull F4E
15-DeoxyspergualiniZ & % 555

5 ETHRIET B L) HET, &FOEREA DB L OHER
B LTWwb, LA L. 15-DSGEGZH I L723A1C
FEEICHEIR L7

Flossmann 5* 1%, 15-DSGO E f it (3% 01 i v g
687 H) X . WIS L OCHREGPADLIBNII B
WT6/11 (545%) 25774 ARG A2 EWR L7z L L
720 2/11 (182%) #515-DSGH5H-HIUZFZE L7245, Mo
# TUX15-DSGH G- 1 S M A EFF S L. BVASH S i3
B A IEL02 & $2 5-#% T IREIZIE3ICHE T L, PSL#% 5 &= 1
20mg7» H10mgll i\ TE /2o LA L. 7/8 (87%) %515-
DSGH i £ 12 B3 L 72,

PLEA 5, 15-DSGIE 5 ME S & OV EEREGP A O Ffifg A
B L UHERR & L CTHERIEHTH ) PSLOWE 255
T255 AMKRKEE=Y —LENOMHTL2LEID
D FAEREZLIVHERTLL V) MERDLD L, 55
15-DSGOAAVIBEHIZ BT 2 AN Z ML T 5 7201213,
HBH GBS LT D %o

e

BEE WES

POEY

HERE

ilG

R

Birck (2003) @ tilwpéﬁ ORI gcsy%éjfmg/kg/az R )i
DAL BRIRTTL -2 EARE BDERA0%
DSG 0.5me/ks/ 838 B x =2 BRA%
N=44 Beycles AEARL0%
Flossmann (2009) “® | g5, B3 ¥ M#azathioprine T64 BB | 1258 | B3£43%
GPA (BVAS>4) T BEER53%
BREA BVAS 12/ 52/
DSG 05me/ke/B 2-38 @ x
Schmitt WH (2005) | N=7 beycles 26548 | R2E@71%
® AR -E0 WBC<3000/UICBBE T38| ) | s gpaoog
8 BT ¥ DHWBC>4000/ul
COET 3% THE, BRIHS
DSG 06me/ke/B 3@ & %1
N=11 cycle L TWBC>4000/ul% 2 BREE4.5%
Flossmann (2010) * | ssate. M BRNSRYETERRS B (350) 18.2%
GPA BREEA. #iT DSGth1E T87%ME3
TISAEIAE 6858 (hhfE)

(2) MIREER~ 07D Anti-thymocyte globuline

BITEH & L CRBRPERIIIZLEALOHIZEDONS D

(ATG) [H#EEEEC]

ATGIIE ALY ¥ 3Bk O KHPUEIZ 0§ 2K 7 o —
FUHURTH ), BHICY) YR ERETHIEIZLDH
CRIEFA TN D N R % TS 50 19954121, #E
BYEGPAJERI 5 A 4 N T O BAF 72 B 23 ity &
h7z" DI %% L. 20044EEUVAS (¥SOLUTION protocol
(prosoectively studied ATG in an open, multicenter
protocol) % #eE L. BREHHRICHEHEOGPAKESIIZ 35 1)
% ATGOR) A HHEL T 2™,

114

DO, MOBEHIVEBITH L, Ll BEAHEIIH L
TSR ZE L, MR, BR, BXUY A b xiok
EDT AN AR L PO GV LETH bo &
B E T & e WIERIR, iM% B 9 56 7 & REGWEIS
BALRLTVIEBIZMBOBHREEZEE T RS TH S, £
72 BiKMEZ R § 2 &3 5 O THRBEETE TH 255513
+45 7% volume control 3% TH 5, RZRCTIEHATS
TS, ATGIR MR P e X LA 82 7% va i
BABETH D EDRBENS,



ATGICL BB

HEE (HEF)

Schmitt (2004)

R

N=15
HBMCPA
Open, prospective, uncontrolled

BENE. FEER
2.5mg/kg (P E AR b B () (Fealiber
veini&5)

Rabbit anti-human ATG
(Thymoglobulin)

R
TEBERA/15 (27%)
ENEAEI/15 (60%)
B¥7/15 ¥198.44 B
6/15(38372 L¥1922.347 A

(SOLUTION) 5/15 RE 2/15 1= (BHZ)
2/15 MR TISBEEE 21878
. N=5 . BB 4/5
iifegen (i) BRI EAMCPA A HEE% BE RH/5 NER
- =L BR
- Steroid pulse, CY# ABRBE MR EATHEST (Cr 690umol/l) Lic
Luises (il E%Aﬁgff‘w) ATG 3 mg/ke/B108/ 1B TREIGEREICECr 192umol/IIC

HE BRHEF 48

(3) #iCD52%F (Alemtuzumab) [HEEEEC])
CAMPATH-1H (alemtuzumab) ¥, # {5+ LIS
5 v MgGOMUZ % b MgGHHICH ARG Z LI
Lo THROLNZZCDE2IZN T STy hE/Z7u—F )Lk b
Ptk TH 5, CDG2PIEIZE MY Y jEk, ~27 07 7 —
V. HER RICRRRMICHEBIT 5720, CAMPATH-1HIZY
YRERE= U7 7 =V RGIEFNICHRET Do 1990412
Mathieson 5% 1ZCAMPATH-1H& 5 v FCD4%E / 7 11—
FVHUR & DI & o TEEWRTE D ANCAR 1 0 4 5 1
M REEE ERIEN L85 Lz, F D %Lockwood
Six. PEBITOHETH S, CAMPATH-1HZ 5 v b

MPA™ &GPA™ % m#ICERIE VT 5, Walshs id
1991-1999E DRI A Y R - 7 v Y D Addenbrooke’ s
HospitallZ 8 THEREE - TR AASVERTILIIH L,
PSL#%10mg/H ¥ Tkt L THuo iz L7 k
TCAMPATH-1HZ #5359 70 b a—VIZ X 5
PRRBR % W4T L. B2 AR E MG LY, chiT
OS> 5 CAMPATH-1HIZ #E A YED AASV % 12
FIFEAT 5 2 EHTE, MBWEME AR L L TH#Hf
VD, FREPEYEE F & T ERRIIERT L. T
72y HURIREE BUZCAMPATH-1HO BRI A BfiE & L Calitk
Eho2odHh 5,

®/ 71— F Vanti-CD4Yifk & @ P < HiH MO
cerl) HCDS24iikIC K BB
HEE HEE) R AEAR s
Mathieson (1990) *® | N=1 2mgx 88/ (anti-CD4 & HtA) 2 N2
N=2 BB 2R EE|ICBRBE AR
Lockwood (1993) °? HBMMPA=D 2mgx 88/ (anti-CDALHFA) 16342 BEBRHES
i 12mex6 B (anti-CDA & #tF) 1Bli33OmE3E
N=6 40mg/B x 10B& T TRRE A 100%

Lockwood (1996) 2

GPA=6
REEERIC6 s AL EERE

2

anti-CO4HURE DB

4/6lFHERICHAEE TB=

A7 04 FiF2sr BUMARICI0mgE TRE.
4/6Tlg64 ATk,

3E%5/6(3 2R

Walsh (2008) ¥

N="71

eRICIENIE. BRE ok
42%BREES DY (8% HD)
18% ICU

MPA=11%

GPA=89%

PSL 10mg/B Tkt L. DR BinHIZ(
=]

CAMPATH-1H#%= 3 BIV 4-10-40-40-
40mg (5+134mg)

BE%NERARIIER 60%0'BFK (9.2 A)
31/71 LT (PR{E1064 B)
1991-1999M&ERT
40/7MER28/ N ERE /7118141 BR
5/71 ESRD BESR

28/71 (39%) Rk 3/71 (4%) BIM4ES
8/71 (11%) PRERZER

(4) RtEMErHpRBtE [HREC]

A A s N A2 A L3 B R A AV O TR BRI D —

(conditioning) 1%+
EGCSFH 512k Y

HMECYZ v, o8 B 13CY
FHE L. CD34R MM 2 IS 5 2

D TdH b, Kotter 51ZGPA, EGPAD % 1 Bk 52 HE
Ay MRSl % fadT LA AIYE 23S LY BFICGPAD
FEBIE 6 AR & v ) RO BEMMER 2 ER L Twa,
7o HROBEASIE, 1 BHIOGPAIZK LT HZRK AR %
MRS HE % 47\ I 3E I O U ¥ % 5 L 72> RS HERT IR ¢

EIZEDHALT B E V)RR L TWwb, GPADIE
BHZ B W THEMBEAL L OHEFIICB VT, ANCAHL
Al 1 B il A HERE 3 5 & L AZBBRIR . E 2RIV 1R
MmEsE RS — 7 7 HRRIGEZ 2NV RAT £V,
EBY A VA, 4 M AT ALV A %R EDHFELTD
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I EAE AR

%o

(5) #IL-5514F (Mepolizumab)

IL5IXAF B ER D EEE 2 A AF N T T 5. EGPAILUFERER
MIREOHLTH 5 Z &5, FUIL-S5HifE (Mepolizumab)
4 HEET % 2 2 opilot studyh iy S Tw a7 %,
EGPAJEFIFH7HIC BT, BEFEREHMRE AT  F
DRWENRED D B Z EVWEINTVEDS, FHIOHIEIZ
L O REEDPTHIET 272 ORNOEEILETH 5,

(B) Co-trimaxazole (Trimethoprim/sulfamethoxazole )

GPA L F5GEDH 7 K7 IR (Saureus) J&HeD B
WRBEEN TS, CYEPSLTEMIREEIZH HGPALZ
Wr & 72416012, 244 HI1H 2[Elco-trimoxazole (800 mg
sulfamethoxazole +160 mg trimethoprim) ##&5 L. ¥
YRR % R22R & ORCTH S ™0 20% 135 H] OF|
TERTHIELE S 2 28 5o 7205, 50 I3 Tid24r
F£1282% D3 EfffE R S M T W/, 77 B REETIZ60%
Td - 720 Co-trimoxazolell & % iGH T BN OGPAD
RTBICAHMTH %o

| a.6.2 BEToORK

1) IVIG

H S ETIIMPAORPGNIER 2 0 & & L.l H {6 HHT
WCHMTIVIGOAZ AT 2 HE 2T, ToRIED
AT a4 FEREEZI2EICHIT L. €OREsHE I
72V, 400mg/kg/H. 5 H [ OIVIGHE# 4 — B o K
MC. BVAS, CRP, WBCOA BRI T A2 AL ®, Criid
VT W ERADMEIE Lz 2512, SHIEET A A
A YD) BTNFa 3AERICKT Lz, B#tEoDL 3 »
HORRT, BIIE—6, B —Hd > 7225 T %
o FREEREYYEDIIE D ATV [H3EC]

BB, O % & T & E T OIVIGHEFI30H o £
AT R o 72 s, RECIE R % 3 Ee 209 ) 25K HE TG R I L2 HE
MIVIGEREZ AT LTB Y. 3 2 AR TOALRIX100%.
B AAF SR FERE T 2> S O MEFEENT BIAF) LI 46 TR A
b AEGFZRED. 6 7 AR TIEEAF1392%
(2/26). BIHILIZ X AP % 2 BIICFED. AAFFITI3%
(28/30) Td o7zo WAERMIMI T, FEEGE DFERE L A 5
Mo 72%, PLEOF RIZMPAIZH§ AIVIGHE DY)
WA~ ORI L L COAMME L Zats X%
HFHEERETEH0THo7. ZOREIEL. EULARD A
A FJ 4 2200912 81F 5 RBEOHERORPIZ D ShTw
%o D%, DHETRPGN%Z 2§ 5 HIEMEAEDOMPA
AORCTAFIH SN 7255 BVASIZOWTIE, 14 KA
THBEICIVIGH IR 2 /R LT w7278, B RRAS T #0ii
ERE LTid, 2704 PO ERERRISHERRICE
Lhholz,
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—7J7. EGPA/CSSIZBWTIE, It ARz $ 5
IVIGH O 5D T ¥ 5 > A H3F A5 T Tsurikisawa.
Taniguchi 512 & - TREA™ ¥ [#3B]. 201045 1 H I
HZRE 2OV AL ANSRIE 7 1 7)) O A ARG S 7z A
& L CPSL#t45 T40mg/ H % 4 EB DL EF 5 LT & ik
RO A S N2 WIEB2400me/kg/H T 5 H [l #5
B L. ZORMEIWE LHERSTEIIPREL 4
HYEMFEZ S5 ERRDLNT VA, F72%EMEITE
LTl SO FEATH 2 0E 7 a7 »BEHNI K F
ERDRT VI ERS, 5g R 2 MRS THE L,
FRDIER D B B EF R BB T TIZ, wo<h L
TR G HE 2 LD BRI L o TIFIRA ZPEH$ 5 2
DO SNT VD, Tz, FAELUT ORI B A
ZhRFTVizDH, INETRT 5790 LD ERRbZ
BEVT 5 H I CHEFFRIO00mMLAR EE 2 OEH L 2 235 %59 5
PRI N TS, FROBHIIESEHORH, S
BOOLNLHEHNEROER LV REINTEY., FREH.
FAER M OER. AT 1A FEPLRERIPHIZE I LITHREG:
SNTVRIER LR ETORMERL YL Rb L SR Tn
%,

HAEZINZZIT T, MPAOS S HAREIITR T 5 3E
BHIERT IS & B IVIgh G-t I EBGAER DS T BRI SB1T
HIRBRICAD EZAHTH Do

2) Infliximab
HARTHAAVIZH T A PLTNFEEF 0l HFRER AW { D



PHE SN TS, 1 BIHDR2ROBEGPA (WG) DI
BliE, =SCRRE. BEIETARS, REMREE X O T AR ATRE
# XN, PSL 60 mg/H &CY100 mg/dayd B <2 7 A
AR S N2 EAR 145 D 72 »infliximab ( 3 mg/kg)
OPFHAFIE S NIz 6 BERITIZERRINIZI] S 2 Z U w)
REBALN, 14HBICITERE BVAS=0) Lol B
#HPSL 5 mg/H % Tk L, 78HH TBVAS=0 % #E#F
TEREMBEEINTVEY, 2BIHIZAT T4 FREHRFE
EIVCYPEHTORIRA T TH - - #EHEHEAGA/CSSD
FEF T, infliximabZ B L7238 R % < SRR —
TR L HGEEE AN ZIZ AR B KON A REYIERl
K7 SN2 YIBRBEAR DM IR TIFRERD
R % A9 R T I o 7R % 38, infliximabff 13 %)
TholetZEz oMl 3BIHIERKMEDIE T, L
R 98 THAE L. WEAWRAE CAFEERZES D D .
PR3-ABCA® M. #HE G, B (BEK, MmR)
X DGPAL #Zr &7z, PSL 60 mg/IZ 51 &L IVCY Thn#
B, —HEER L7225 PSLOME & & DI AR RIS
IOWMNET 2 &7 L7z A5784 F/79V A, IVCY, y
ya7y) y REFRER &' JAT SN2 E R L Hizll
Jili \CAS EiPERRZ S B L 720 Rituximab% 4 I — AHifT L
—ER L7222 Zo%BHBL. MTX, IVCYFRR % &
THe#7% <. MTXPEH T Tinfliximab (5mg/kg) % B
L7z 8 2 AN ORI E DN K, PRIANCADIKL T 2%
» V. infliximabZ AR TH o 72 L WS hT02Y, 4
B ENX7TRE P EDRER] T, BEEAE & SjogrendEEHE ICMPA
EEHELIERITH 2 NTTHA b DR THEBIL T
ZFEE REWRA, B, TROERETZZ L. B8
RO(&EJR, MK). CRPEE, MPO-ANCAFR;1E X h MPA
B ESNABEL7ze A7 84 F28V A, IVCY THE S
n, —HERE o725 9 HBRICHBR L, BEAT
O A ROV A ETIVCY THEME A 2 3E 5 L 72 k%
FIEEEFHE G L7z IVCYDATIRAT A KR
ZiE0s 2 LML S, infliximab% 3 mg/kg THI4
L7z Zaaiielk, BRI YEEL, A7 4 F2IE
29 T EinfliximabBHH THh o 2 Lt S hize H
BRBITH. 29 BT, LB 210 LNSAID THE#E Bl
SEPCREIE AR, RIBRIESE e EAHBIL. S SITKENE TR
&M T ABE. ABEHICRPGN & 74 ), PR3-ANCAPRG .
B PR o T RN~ AR B R BRAR T 22 0 iy WL 3 4

GPAL W LBl 2 REBR L 7co AT 04 R8OV AHE
% 27— Vtiff. IVCY b 2 32— ABEH L 72 BERE CRIRA
+43- & F]r Linfliximab 300 mg (5 mg/kg) Z=HEH L 72,
Infliximabi30:8. 238, 68, 1448, 22:8 & &5 5 mx
5. IVCY 5] & e & #x5 LB L, infliximabO §f H A3H
BThoiztBbniz,

—75C, infliximab® i F{ H1 IZMPO-ANCA B ## o> 3£ 58
PSR ERR B %8 % 056 L 22 RADREBI A G S TH )P,
F 72U LR ORIC O VD 5 5 L B TIRA
ERERLVEITHLY,

3) Rituximab (RiCRAV)
(1) ENTOANCAREEMERICHTDHIUYFIY
TaBRDESIEREICDONT

20124F F CIHEBI S & 72 EI N T o ANCA B i 45
RIZHTEV Y F I THBIIONWTRLEIACE LD
720 vy a R A7 7 3N R A R 12
LYY F v~ 78S bz, $e5 5 EdEEY v E
ICHEL, 375mg/m2% 1T &2 4 M 535 DA —f1
Thbo 23BIH20PIAFR L CTHB Y, ARIEEZ LI,
2360 2 FIASFE L Ly JEIRNETE AL i ic & 5 M i
Yavr, BrsoMMTd o7z, BEAERIGES 1 FlHE
SNTVD, RAIWGEEICE D HATHMPARGPAIZH T
LUIVXFIRIIMMEHTEL LI kot ZThETEN
H4C ORituxmabif#E O KEHGPA T2 HETH D,
ERE S WMPATOME I D v, BT OHE I
Rituxmab{G#H O #IE & & D EEITHE L. BRIELR &0
HERLORBUERILETH 5,

H % T DRituximabi& & DEFI & (2006-

2012%)
23 i 51
#1529 15 (GPA19#I. MPA3 I, EGPAT
2ttt 11:11 F~BH1
FEE 5 om14-67m) T8 Bl Fom)
BEiE = IWVCY, #20O0Y, AZA MTX,
PE. B EkEEE

T
B 00 {51 (2 fE R AE A
FET2f (fiLY A EH M. JH/EE L )
T2
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BAE BEE

(2) BEEFHBEANCAEEMEXRDODEICSITS
TBELEDMEIL DT DX sz BRI E BRI ST
PHC B DERAREER
JEL A= 57 ) 48 e v 12k I A 98 AR AT 22 BE VS B3 v TANCAR

MM RICHTHY) Y F 7L BERRBREZ TV, 7

B35 $k U 7o 97 4 0 2 9% B 0 5 I 3 e & G 72

ANCARED 7 = 77 F — W3 IEAE F 72 1 BAMBEE 1Y £ 56 1

BRTY7ukZA7 7 I FIGHREPUE 72 3REH ST

JURAT 7 I FORGVPNELRFEREAZNLE Lz, )

vEYTTZT (Vv EFH ) 375me/nix 1A TR

4 \¥5- L7z,

AR KRS MCDI9R ML O § ARl de & L IS
R TEANCABI M I LCH BT v F v =7
DR AERER R NIz )b ABNIY Y F 2= TiHE
FIARANCABREIZD 20 b o3, VYR T I3HER
THo7z.

AERG  MEEINE OMBIEIC L 5 L2 5N Bk

E1H, BB X 5T 1 6% 5807, HBshUE R
PEHBsHUAR PR E & ) BEIF 487 4 )V 2 O FETEALIC &
%de novolF D FIE % LD 720 X SICHBeHUKRRE T BH
LR 16, Wi RO A E 1Bl 7Z, VY F
RTEGIZEDFRO) AT HEEINT 5 L) RN
FThV. Lo L. HIHUE O ANCABY 1ML %5 Tl
BEICCY R U@ &3 2 EdiflF s RMIck G s hTh
0. F-ANCABEIMAE £ TIIBOEH (4-11%) s
ENTBY, BEOVAZIZOVWTHEETRETH S,
F3PITHREZRD, VYF I THEBLD 4FKICL
BIASY = 77 F — W IFEE O FFFENC & 2 58 P ZEHYE R T
C L7 HARBIAGE TP HE, BEFLE7 A VAF v Y
7 HBsHifk - HBehHUK R PERE B 253 2 1S D A 27
V—=r7, BRIHTZ2IV VRIS TOHERSH L 0T
VY F TR TIUT L B EIRE AL ORI OV TR &
GROMEE 2 %o

ANCARSEIN & RANCABEME X ICHT B U YXI v TICLBERKRHER (RICRAV) BE—B

JiE 151 1 2 3 4 5 6 7
P 5 S % 48 S % %
Rl 62 50 39 70 34 71 70
s GPA GPA GPA MPA GPA GPA EGPA
ANCA ¢-ANCA ¢~ANCA C-ANCA MPO PR3 PR3 MPO
ARTEPIESS, | A, NE
g o IR MR i i =guies B A e Jii H
CY, MTX, Cys, | OCY, AZ, IVIG, IVCY, IVIG, IVCY,
BETR R IFX IVCY IVCY MIZ OCY, MTX CcY MIZ
P el
TRHREIF
ANCA <10 <10 <10 <10 <10 <10 15
FUES W& g2 337 WE ) L3P R
R o TR LA BB A L LA LA
FEHFEG | HBV FEMAL 7L FEAE LI UTI, Wi 7L HBcHURIM: | MBS AR E
2B PURATA CMV S Y JHF A R
S RE R FIRA S

GPA: granulomatosis with polyangiitis, MPA: Microscpoic polyangitis, EGPA: eosinophilic granulomatosis with polyangiitis

CY:cyclophosphamide, IVCY: intravenous CY, CYS:cyclosporine A, AZ: Azathiopurine, IFX: Infliximab, MTX: Methotrexate, MIZ:

Mizoribine, IVIG: intravenous immunoglobulin

46 X ®
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