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[# #] REKE EEHK

TEEXNERTENNENAXLERDUER VB2 EH

[FES%S] R543

iR A E stk (ANCA) MI%#RL
BR (AAV) GEFRARFRK (W6). B
BETLZMEHR (MPA) F Churg - Strauss 45 & 1
(CSS) 3MARMIERKRELEE, BmFEF
MR AREEAERERES, RPEAH
3-ANCA (PR3-ANCA) £ F WG, MPA #1 CSS
DAt S 1L ¥ B8-ANCA (MPO-ANCA) R £, I
REFEREMEK. B4 08 M6 HKE /i
T, MKk, BE. WE. BERAE. R, AH
HRELRGERE. BEREERS %REF 7%
BMAMGRAR AAV WEBEBRTFYE, $TAM
B, 290, BEL. STRIGRBIR N AAV 83857
BRTRIEEZKE,

AAV RIRIT R AR R B AETFRIT WA B
B, FFiaet R A 98 G 5 10 08 77 R PR 4 U R 1
B, BEEERARMRAPEEREWRE, "FE
MEZAEBNEENFERBTUBRLEER,
BARBERER, XBamENHEMER, B
KERBESENBERRNERERERT
TR RAMERFRL (EUVAS) & L WG
M MPA B R SWIERER AL E 1, AXEE
FrRBIGIT AAV B RGYMERAE, NAFRUK
EEHEM,

(£ 100730 )
[ X##miR®\] B

§ BEBsEREE

PR MR GREMEYSTREH Img - kg™ - d™')
AR RMCEMNGIER, BBGTFEDHHSE
AAVHEBEERY, TERANE, FEEEER
EX RN CSS MAERBREAFHERENR
MR WCEE, RAaNABERMREEREUR
HREES, MYAEEREZROESIH
AAV, BREBAHARBEMHEN (FHBKER
) —MEBHORERH (B) Img - kg™', 4
~6 &, ZHHE, 3 MABE 15Smg-d™', 6 4
AWE 10mg - d™', fHFBIT (AR <7 5mg -
d™') 18 A, BBKH KR s diBIT (500 ~
1000mg - d™', 3d) BEMATEEMEL, £
HEFERELBHEE MRGRIFBEMEE
mef, HFESBHBER, WEMLE. #mbF.
K., SHEBRHERE. HHRE. BHER
%, KPIBIERAALHERRTE, BRHEN.
BRI EELE,
2 SFBERERK

Wi (CTX) MMARBERET AAV A
%%ﬁuQMXﬁﬁﬁﬁﬁﬁiﬁﬁiﬁﬁﬁ%
BN EGRAAVESIZBYIEERT ; CTXH

1 EUVAS KRB S5 WG fI MPA BERFRATHME L

IH6 PR 7. 41 BEAwg, W5 BREE HoAtr g X 1 LAF K ¥
MBEER HEIE (pmol » L")

JAR R (Localized) x x T4 iR, ANCA ZHH# <120

BHRGR (Early systemic) #H x HLHER, ANCA (+) / (-) <120

258 (Generalized) -] H ALHHER, ANCA (+) <500

EH (Severe) #H BEEH H2HER, ANCA (+) >500

B (Refractory) A -] B R R B B MR 1R T T 30
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RGTHRERREMPERE AAVHEERY, &
FHRAMAMKBELR N BHKP ER BRI hE
7 BEHRHRERERENRBRE W6, B
BERBTERMRRUSRBE RSN AAV, &
FENHABEEE, CXHNMAESHKANED
AR (2mg-kg™' - d™') (NIH FR) FiEK
B ERITHR (K 15mg - kg™, HFE2~3
) (EUVAS %) Fift k. BAAHRRYA G
RERPERFRBITINAEHEAH0R, 6
AREK90% M, HE, CTX £ AAV () Z A
HEFENHEERAMZERG, amBiR, &
WAGHEXHOARBME, AF (FF), Bl
P B A RIS LB R I B 9 ~ 45 %, AR
LY EREMNE, TEREDARITR. 85
FRANEEEARAENE. B CTX KPHEH
5RBMEHERX, BT ESE AAV A CTX
WiIr3~6 ™, —BEERER, TURAEER
AN GRAEMHIR (RIS E ) &5
BT,
5 AR (MTX)

R IET AAV WEBRIERN : AEEABE
HEZEMERENRRE W6 IR RZEHE AAV
MBESEMAERRIT;, 258 AAV GRS
7o MIX ATLAB K IEST . R FESEAR, ¥A
FgHERE 0. 3mg - kg™', BAKEHEH 20 ~
25mg, EUVAS 58 J i) — 70 5 B+ B Ol 3 BRBF
(NORAM) ! 100 BIREHfERARBREER TR
B AAV BE (89 Hik WG), BEHLA A MTX (&
J 20 ~25mg) F14E H O CTX (2mg - kg™ - d™")
24, ZREFAMIX 5 CTX —HAXR, EHEH
H% 89.8% 1 93. 5% , 2 X Ff HLFF B BF 5TV
THOMRCTX ®IiER W6 BEfE, MTX &R #
BBIT RN, 4 T FIMETE 24 BB
K, 26 1 (36%) EFHI9MARE, HE
61% (16/26) B &S 2 R, Landford Z B
VR BEE, FAuRBEN32A, BEE22 (52%)
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B, B F MTX £ % 8 He e, 1o 0L EF >
150pumol « L™ Bt i, DAGIMNEME,
4 BB (AZA)

B (AZA) EENHT AAV BEFRM
S EIA9r . EUVAS 9 CYCAZAREM B R
B AZAFHIE AAV BERBEEZWHITBER,
155 8 AAV (WG 5 61%), 2O CTX (2mg -
kgl -d7) MERM3I~6NMNABESERE, M
WA ks OB CTX #1 AZA B4, 12 AJE CTX
HIRMK IR AZA 6 N A, 7E 18 A AMEIKIF#E CTX
HOAAV H R % (13.7%) 5878 4% M
(15.5% )", BEMERFRARTHBEES S
OREPLX BB W8 AZA (2mg-kg™' - d™")
FMTX (%R 0.3mg - kg™') 4R IRIT 114
WG 3 MPA (CTX Bk RITESFER), ¥
BERRRFAIT RN, BERESBTHRE
ARERME, BRAZITEEX,

IR B 32 R B e R W2 5E 1f 1S CD28 & 15
RAC-1¥ifk, EXFAFPESF THRAL. &
BUME, AXBMBETARHBK, XRAEH
L (infliximab) FIF ZH B4 (rituximab) 8 I7
%ELUE’JXE?“’& WG (REENFEMERR, TR

BRIG B ), 8] Bk ¥ Bk L AR K AR B AR o I 08
(1200mg g 24h, A LK, WHBITHE2 A
%3 A% A O 100mg) HFEK" .

5 XEKE

— T 113 FF 5 s PR R I T Y R 980K 4% 3
AAV BFFIRITHER, 20 B CTX BREMR Y WG
BEN AR EIFBIT 0mg-d™"), EF
frbginmtE 21 AW, (LI FIEEER (FEMNA
BB B RIRIT), S PIBEREER CREXEHN
BIMINE 40mg - A WIF AR BB HTH
—WE LN RIGERIAE (LEM), Rk
K45 (30mg-d™') MFEEY (5 20mg) 4
FIRIT CTX BRERM WC BE, SREREE
EREPEEXRE (n=7) EERTREKEH
(n=1), RAMRFKEH 426 BERBER
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(FILE, AEAZREMEARES) Bd™,
B ERBARBKEHRERIRIT WCHHIR,
EHB#E—SHME,
6 BRRE

BMMERIT AAV MVERAR, ML K
tilE KA TF N EMMBERFIET AAV L2
MFFR o Nowak HHF 5T 11 BIBEYY 15 A 1 K
& ; T Langfold % 3 14 BB F, F{BE 18
A, 6 BIEE"™ 2 WBFF %S EM5A CTX 7
BRTE, UREMMENNE (25-47') #
fl; fE¥E B R EITBARR, Langfold S8 57 %
EFRMEFMTRSMARTLAEHE", Nowak
BRI Smg WM ERBT Y 2WHAREHER
MENHZENRT, BESAFLRRKHERY
AAV BE, BHABEHED 1g AR, ¥LK
ARRMEER M., B 0B E BEER,
T RECFE SR/ BT R RE

AR R R IR A TR 0E/ i P & R0E
M (960mg BHBKAMR) XRHBE W6 (K
WRFLMPRE, BERAHEHSRNEE R
HRE) HESFEBMERBITHER, BX L
WEGE LA ERRER T,
8 M REIRFEE T

B AT N T AAV 3897 M50 TNF-o #1757 4K
HREEMERFEHEH (infliximab) , —IFEHL .
RIS (Wegener’ s granulomatosis etaner-
cept trial; WGET) PFHMKIRE X WG BIIBIT 3
F: IRMEH B0 AREAERREMPEALY
WCad, BB T AERMERS CTX =
MIX, BREMBEARKRERRERBAL BT
dAnst BAXGHEER" . RE WOET 484
ARE, FERHH A5 KITE LM EAVLER
R, BETURINESTER (Crohn’ s disease)
RIBEM, MEHRIELA K. PR
KRR BRERFE AT EIRE AAV A —FH
R, FEBHHRFERR" Y,
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9 %% (Rituximab)

B EMMER RN A S RBHERT
AUEER Sk, ARETF. HEE2HM.
S5HESEEEMN THERKREEER, BEE
MIGTTH A . —TURT B 45 FF B G R BT P40 T
EBEXAERIE AAV IBIFHE: 11 6] AAV F1 10
Bl WG, HRifl CTX BIF EMRA %R, RA
AFBEEHRE (BB Img- kg™ - d™"), %
SEEZHKPREEMERITRORESR, §
FRAEB % (375mg - m™*) 3t4 B, HRHFE
SEW, SAFEIM B ALK M ANCA HE T
R, (AR Aries B IE, 7ELIHE M HRE N
EHERE WG, EHEENALTLRES
ERERE. STFEHETRABAFEOHRRLE
B, £PEE AAV AN EBTERME, B,
xt BB 5T — 5
10 B Ak

AR Ak (15-Desoxyspergualin) & # 5 M
BER, ERARRBFEREERBREIERK
B o TE— I FF M A T 52 o 5L P B L A bk 6 ANF
B, 20 BIXERHE AAV (o WG9 Bl) R 75%
Y T S
i1 it

BRERGWI, —TE P 0., BEHLXT BB
(MEPEX) ®&MIXfE R AAV B & (L&A >
500pmol - L"), i 3 B 4 4R S50 0 K PP A 3R SR WA B
WHEAEERNEIRKER, ELREHEE
WasT, MAREBNETRNRE . AR
REH (ATG) REBREER THEHKR, —T
WIS BT S b e Bk VU IR BR B 5 Smg -
kg™ - d™'#k 10d, 15 BIKEHRYE WG BEH 13 4
RIESER,

BT AAV HERBTFFRERLEK 2, 34,
TEHRH, ERMERAERIT AAV MATHENE, £
O BEHL, X ERIGERBF R, 16ERE SR EE S
B, WEEREERPEES %,
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B2 AAVESZBROBEETR

%Y B i ¢ MEHE 4 R RESYE

FHBE (SHOMR) 258 2mg- kg™ -d'OMR b A

WM (WK R ) 258 (15-20) mg-kg™', #BkRE, 31K Ia A

Gl L BEMR4ER 0.3mg- kg™', BRABKES. RTFEHRLIRK b A

ErFiEm RRY 2x960 mg-d~', DR Tla A

i1 3% & EH (40 -60) mL-kg™', 4-7 b A

£3 AMVARZBHOEETR

%Y AR IR BITR

TR 2mg-kg™', BHOM b A

L1 0.3mg - kg ™' 45 JE # Bk ok S O AR b A

b3 P30 (30-40) mg-d™! b A

HAHEm 2x960 mg-d~', DR b A

BMMAE 2g-d”! Ie B

F4 MM AAVHEERT TR

ik} B ERFR BESS

BRAHRES S x400mg - kg™', WIKFE Ib A

R AR 25mg, %2 WETFESH Te B

LR EH LK Smg- kg™', WEKBE, BA2K Tle B

P T V15mg- m"?, BABKHE, 34 A I B

BB A Ak 0.5mg-kg™! - d°! Tle B

B g 1200mg, Bk, BH 1 K, B23 AR 2mg- kg™ -d™" 1 B

HiMRRES 0.5mg- kg™’ - d”', #BAkMiE, 3£ 10d I c

of daily orl versus pulse cyclophosphamide for ind of remis-
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