1 Tsrh kil itk (ANCA) BEME X DERBAAROBREZTOFMMELR LM

2B S EEME (RemIT-JAV) |DHE

0
L

’

!

TEFHER
- BRREIER-T)EHM

BaEsG BIRAEEEIE B
o AO#EH PSS iREE Eﬁ BRERE © EER-EFHRE
« BVAS2003 ARICET A1ER « BEE
* CBC, £1L##8%, ANCA, s . in'E(EﬁE £HRD) * ARRGE

MRE, RR-LE, mEHX, « BVAS2003/VDI - BE-BHRLMN

KL-6/SP-D. GFR * CBC, &1L %E, ANCA-RIE o EEREAERIE
- REEHRE SHRE, BR LB, 0t - BIERRE
o S EBRIRE, FFIREEE - RREE - [REEME X

J

2

ELEIX®Y

Wattsb D S 7TV X LIZED
ANCARBEME R DEBR DI
AR 2 R E S

D7 —AFELE

T LILF—1E P 3 E M o
/Churg-StraussfE{& &
BRERME %

L X R R X 2

FifiPR /5 22 o &

&1 RemlIT-JAV IR BEFEE DA OB FH-ERKIIE R (2010 £ 11 A ZEIEH 131 )

RRH#EFR >

>

MPA WG CSS SRR
81 151 (62%) 31 451 (24%) 14 51 (11%) 5 $1(4%)
F# (%) 7249 64+12 58+17 7517
% (M:F) 32:49 13:18 5:9 1:4
Cr (mg/dl) 2.2+2.2 1.4+1.3 0.7£0.4 0.6%0.1
RPGN 43% 32% 7% 0%
1 B 4 it ¢ 58% 10% 14% 20%
MPO-ANCA 98% 51% 57% 100%
PR3-ANCA 2% 45% 0% 0%

MPA=SRTIRRI Z R IME %, WG=0x~ F—HRF[EfE, CSS=Churg-StraussfiEf&#, RPGN=2%
ETHERBRAEET £ MPAOSLIMKAT—h—DABHE1561(11%)
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%2 RemlT-JAV R ZEZEE D Watts 5OEFHM S FERESIVEEHBEBELHESE

[S&BEBSEODRFER (2010 £ 9 A B 5xEHEH

B7—5EEET 93 )

EEFBEREDMESE | AGAICSS WG MPA | 74~ EER
Watts DT ILTY X Ly 10 10 29* 48
AGA/CSS 10 10 0 0 0
WG 17 0 10 (4%) 7
MPA 62 0 0 25 37
DETEER 4 0 0 0 4

AGA/CSS=7 L L ¥ — £ A E M I % % /Churg-StraussfE & B, WG=" x4 +—RFIELE,
MPA=BEMEBM S RMEXR. * EEFTBHEARTSWHELEICIDIWG EMPA D EHEZMIES|

% 3 RemIT-JAV iR Z R BENEREARELZ (2010511 A3 M AREET—FEERT

101 45I)
MPA WG CSSs PEETHE
64 15 22 15| 10 51 5 5l
PSL ¥t 5&(mg/H) 40+12 39+13 42+11 42416
PSL AEHRH 0.77+0.22 0.81+0.26 0.84+0.24 0.96+0.43
(mg/kg/H)
ATOARN)LAEE 38% 41% 50% 40%
CcY 36% 36% 10% 60%

MPA=SEMEM £ R ME X, WG=2x4 T —RFEfE, CSS=Churg-StraussfEl&E#. 7—%: F1Y

+EREE
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JRETBFE SRR M & (BRI BT AR 7 2)

%‘ﬂﬂﬁt%&m
BB LR ME K DO BMBHERFIECB T 2 BROBEKRAETICET % AR E
ak— MfF%
FeaE
TIHER @RRFERREDOEE SR MR RaEs 2z
ANEE THRZFEFHHE - 2z
IR YAE:Y
R EH @RKEWHBIRRE BN E
HR OB AHRRFEE-NE
MREE

BAMEBREAD 258 LB R D FEARHERRIRIEIC

BIFL2BHREZOERRFZHOMITHEHINT
T — MNRBEEICL AR AREELZIToT-, ZHE TIZ 60 BIOFAEZE A BN L=,
HERERIX 20.0% TH V. EME)HOLHRE COEHHMIL 19.11144 WA ThoT-,

A BIFEERY
1. MPO-ANCA FHPESRPSEIRIZ % M A %

BEORMBHEFRIEICBT 2HR L T
BRI+ 2B 522 T 5,

2. AHFFEREE MPA (BT 5HEIME =
F— MAR~EB ST 5,

B. WFEHiE
DR ~OFEZ (¥t 1) FEAKE
KB TOREEREIL
FAEEARHDOFREE

Q)T — X Mt

5)H

B ~DHELRE ; AL, BAMEE
B TH Y CHRFE . BEEFBHEIC
X o TR s e TR O fmER e $t
WD, T—FIXERRRREALI N

TEIRETANT B, T—XIIFEERDE
HIZEH UREERICOWTIZEO DWW
EETHRET D, BFTF—ZIToW\Tik
NRAT—RREDENTZP CTEHT S,

AHZRIZBNTH LN T —F1X, KRAF
ZED BEILISMTIZEA Lz,
C. R
RTMAEEICER LIz 7 e ha— LB L UFHE
@%éﬁmﬁ%%ﬁﬁﬂ’mﬁbtomw
FERETIT 14 MR L V& 60 BlOFAEEZ
B L7z, ZHE TICRAEZEDRLDS FTEE
THoT= 60 FlZOVWTHOREYERIL, B
24 B, &tk 36 BT, FHJEEHRIT 70.31+8.4
% Cd o7, FIAHRRAEREIT 36/60 (60%)
Thol, BT, FEFHHEATHHH
PRE1T 12/60 (20.0%) TH YV, BRE TOF
BT 19.1+14.4 A TH T, B,
FHARE(12 f) & FEFRRE(48 (1) T LR
AT, Flm. R, KE, BXOT
performance status &\ o 72 BEE FIZE
IR o7, EPENEE D EffE
ANE TOHM(FBAEE 81.644.7 H vs. ¥
FREE 115.5£105.9 H, p=0.29), AOHE
DFAE R (FIREE 27.3% vs. FEFFREE 35.4%.
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p=0.7)IZ DOV T b W EFEFICE TR D 22>
o7z, A%, 2010 4F 10 A £ CICHEE
THLNZT—FZEEL, 201143 A%
TIZHROERRA T 5@ 28 07
LR ERT T 5,

D. MFERE
1. FmCHE
72
2. FLRFK
2L
E. HAYFTEHE D HBBGR I
1. ¥FrEss
7 L
2. FERABERE
L
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gh 1

FROFEEEHBHAHEAENERRAEARPNEOERSHS
MPO-ANCAR t M40 % 5610 % X DM A I H 1 SBIROURVEF IS S8R

EREEA

&

YYYY/MM/DD

CORBRELEDV-OICOHERAL, BAOWBERZBTFLES ZLTIBESEIRATIL,

HENREES
(BEHRICHTIBREESF-FHNTEBLL)

£%AH

YYYY/MM/DD

Fiin

n

[

[Es

1:8.2:%

*E

B AR
BER

Performance Status

kg
0: 2<{MBLRGERNTEH, FAEAT
LRICLEBEFENHIBRLLITAS,
1: AEMICHELLES S IR A4,
HITARET, BIEEVCEERTIEN
TEL. 0l BLRE, EEHEE,
2:BITAMRETT, BADENELYNDIE
[FTRTHAEEED, FEIXTELL,
BHD50% L EIFRYRATBRIT,
SEon-B2OEOEHYDELL
TERL, BHRD50% L EEAYRENEF
TBZY,
4: 2{FTEL. BADEDEHLYND L
gg;:&-‘ém\o ELRIIRNYEHBFT

ERICEDEEZHDE R

0:48.1:F.9:

BERIECHRE

24 L RIS R 2

BUEEBORE

EDHDBRFEDE B

RACRER R

IHRE) £HH

YYYY/MM/DD

B BRI

0: BfEHER 1. B® 2.8

(EC) 0ins EE

1 MERICKDES, 2: BESFE, 3:0ME
REGHE, 4. BHES 5: Z04, 9: T

Py
[=]

BHE

R RERGR ~ RRERFETICRAELZEHH

0:4.1:F.9:FH

1RER, 2: ABRFEL-BEEE, 3: AR
FELGMOTBEIE, 4. B, 5:5H L
EE 6B TEE, 1. 704

AHEREHYDES

1: ZDMDBEDEBHE

#RBRIENBRICHEAHLEEE. B
RAERICHLEBESEOLEY

# 200541 B1H&KY20065F 12831 HERZAREEL, BRL-SEEBROBAZRREBSEABLLET.
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BVAS 2003
15 AURICHBRHDNIEELLEEHICOWT, IERICKDERTHAE1:F LTSN
14 A ERTDOSEGELTOAIEE DLW TIEM072L 1 ELTZEL
=1L, AEBRREFICIRY, BRMZRHIARMLEE TICAONIME X DERE TEREBL TSN

bi=ks dik ki B AR TR B SRR
£ A B (YYYY/MM/DD) F_!j
1. 25K -
P30 (38.0ELLE) 0:4%.1:FH.9:F~H
#wEFD
(MBI FRAERY (3 438 &Y 2kl E O FD) O: . 1.5, 9: 7%
L] S 0:4%.1:8.9: 78
R i 0:#.1:5.9:7H
2 ARER ,
BE 0: 4. 1:F.9:FBH
E3: - 0:4k.1:5.9: 8
bt ) 0:# 1:F.9:FE
RE 0:%& 1:F.9: 78
At oD Bz i 1fn B 0:4E.1:F.9:FH
3. FE-ERAETR
|ORERRS FE 0:& 1: 5.9 FH
=30 o] 0:# . 1:F.9:FH
1 maR 48 B 0:#&. 1:F.9: 78
LR 0:4&.1:F.9:FH
RAR % 0:#& . 1:F.9:FH
ARERZ2 0:%& 1:F.9:FH
LalE s RaR s 0:%&.1:F.9:FH
S 45 IRBR % A TR 0:4&. 1:5,9: T8
SR-RAEE 0:4&. 1:F.9:FH
RARORFRA o 0:4&. 1: 57, 9: 78
SESEH - 0:4& 1:F.9:FH
MRS IS (1M % 4% MARSE 8 ).~ i) 0:4& 1:H.9:TH
4. B BIRGEEE R I
ECTg Y% Y4 ki ] T Jo:fE.1:E. 9.5 T
HEEE A |0:%&.1:F, 9: FEA
ERTEE - C|0:#E.1:H.9:FH
= 0:4%.1:85.9: 7B
REE P 0:#& 1:5.9: T
5 FRBER 00 ]
L) o 1. 9: B
i Z2R 0:#%.1:H/.9: 78
K.~ iR 3¢ 0:& 1:F.9:FH
REE 0:4.1: 8.9 7B
SERNRE (BE. &R 0:4&.1:5.9: 78
1% 1 fifi &2 £ i 0:4 1:F.9: 7
ATBRINRELGFRTL 0:4&.1:5.9: T
6. 1010 B RER
[3izl§:] 0:#& 1:F.9: 78
D FBE 0:%&.1:F.9:TH
DA 2% 0:%& 1: 5.9 78
Ean ] 0:#% 1:%5.9: 78
DMRAE 0:%&.1:5.9: FH
SomtEbFE 0:8. . 1: 7.9 F8H
T EBER —
R - 0:%. 1:F.9:. 7K
Jul ] o 0:4E.1:F.9: 7B
EinickAEE 0:4& 1:5.9: 7B
8. BEK
&M (EERHAE > 95) 0:#&. 1:F.9: 78
EAR> 1+571(302 /24500 Y NE NS
ImfR>10 RBC/1REF 0:8E.1: 5.9 7
m,.aaw'?_/ﬂax Amg/dd 0:E 1F.FH
BOLT7F-UiE I Cri{i& (mg/dl)
En‘!’}b?%"——/ﬂEU)SU%lA.tUJiE?)ﬂ
FFILTF=UIITSUAD2B%ULEDET 0:&.1:H.9: 78
i [ ER{ B 3 7= (4B HT & B L T)
9. FHERE R
R 0:4%. 1:5.9: 78
B % 0:4%.1:5.9:FH
5 HMEEREL 0: % 1: 5.9 T
BEMFEICEBAES 0: %, 1:5.9: 8
IFLhA 0:4.1:5.9: 7B
ZERSAE 0: %% . 1:F.9: 78
HHRE (MR ZE) 0: . 1:F.9: 78
i AR R 0:%& 1: /.9 7B
SREMER (NHK) 0:4&.1:H.9: 78
% 2B iR % (ET)) 0:9%. 1:H.9: 78
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Vasculitis Damage Index (VDI)
1B REERICEST-FARNRELRERTS
2REFDeEL3 A UL EFHRFET HE
3. E RFEELRASRBOONDFEERASNDH, BEE, BRIHESIBHHE. TOMDEHERXEENS,

B | -BaEERe
| SRR | RS R

= 4 A B (YYYY/MM/DD)
I
1. bR ERad AL LR J B T 0:4% 1:F, 9: 78§
2  EMFEEZFVSAZ TR % 0:4% 1:F, 9: &
3. MEIEIRIE 0:4% 1:%, 9: 78§
4, ﬁ‘*ﬂﬁﬁ/ﬁ'ﬁ&ﬂ'ﬂ‘ﬁ I 0:4% 1:4, 9: 78§
5 B EHL 0:4% 1:F 9:FH
I & R e
0:4&, 1:4F, 9: 78
__ [0:%% 1:%, 9:FEA
0:4% 1:F, 9: 7B
1. BEE 0:# 1:F, 9: 7B
2 RE-BHERTDW 0:4% 1:%, 9: B4
3. R -RPWFF 0:4% 1:4F, 9: 78§
4 BHRIRERE - IXRICEIBEWEBERR 0:4. 1:4, 9: 78
5. P FIRBERF D) 0:4& 1:F, 9: 7B
6. ?Eﬁ?&i(?ﬁﬁ) 0:4% 1:F, 9: T4
IV R ARAER e
1. s MmE 0:%, 1:4, 9: T8
2. fiR4EAE/ 22 RFT R 0:#8, 1:4F, 9:FH
3. R DRI 0:4 1:%, 9:TH
4. fhitEzE _|0:%& 1:%, 9: 7B
| 5 IBMRERmE 0:4. .1:%, 9: 784
6. ﬁﬁ@l&ﬁ'% 0:%, 1:5, 9:FH
1 ORsEEERE 0:4 1:F, 9: T8
V. EIREREE L .
[ 1. Bl - BEIAR/ X175 R 0:4% 1:%, 9: 7B
2. ILFAEE 0:4% 1:H, 9: 789
3 | 3. 2EEHDILHEE 0:4% 1:4, 9: 78§
4. D BREE 0:4% 1§, 9 F
5 DRIEEE 0:4% 1:%, 9: 7B
6. L IME % 0:% 1:F, 9:F
1. BIMmE 0:4 1:F, 9: 78
VL. BiERK
1. HEHH AU EER O RBRFRBIR(GFR)HE50%KH70: 58, 1: 8, 9: T8
2. ZAR 05¢/HLLE 0:% 1:%, 9: T8
3. *ﬂg*g 0:4% 1:F, 9:TH
VIL H{EEER
1. FEDEE [0:4& 1:%F, 9: 78§
2 B EERERTEEIEL 0:4% 1:F, 9: 7B
3 1SMEREAR 4 = 0:# 1:F, 9: FBH
4 g%igg-xﬂimmosﬁﬁj 0:4 1:%, 9: 7B
VIL RAEERER
5 RRA 8 0:4% 1:F, 9:FHH
2 1BRICH1H52E H DIRDRE 0:% 1:%,9: 78
| 3 2BE Ll F DARD X8 0:#% 1:F, 9: 78
4. KINEDKE 0:4% 1:%, 9: KB
5. PR MERRAT - b RREE) (< H5 B miE R 0:4 1:4, 9:TH
6. FARMizE 0:4, 1:F, 9:FB
7 NSRS DR D R 8 0:4% 1:4, 9: 78§
8. KETHA DM RS 0:4% 1:4, 9: 78§
9. 2% B O XELBUOMBEERIE 0:4% 1:4, 9: 78§
IX. EREER
[ 1. BAE 0:%% 1:%, 9: 7B
2 BERE 0:4% 1:F, 9: 7B
EE S 0:4% 1:%, 9: 78§
4 4 BRNET-HER 0:%, 1:4, 9: T8
5. 1BRD%KBH 0:4% 1:F, 9:FH
6. L5 18R D KB 0:4% 1:4, 9: 8§
o7 D 0:%% 1:F, 9:FB§
X. K
| 1.E240pEE 0:4% 1:4, 9: T8
2 TEBHEE 0:4%, 1:4, 9: T84
3 0:4 1:4, 9:TBA
4. fiimEEE 0:4% 1:F, 9:FH§
5. 2[8] B OO i ih E = 0:4 1:47, 9: 78
6. IR 0:4& 1:4, 9: 7B
7. REEEEE 0:4% 1:4F, 9: B
8. ﬁﬁﬁﬂi%gﬁ 0:% 1:F, 9: 7B
XL ZDHD
1. BHARREE 0:4& 1:F, 9:FB
2. BHEE 0:%% 1:F, 9:FH
3. ERA 0:4 1:F, 9: 7B
4 1B KB IB MR MR 0:4& 1:F, 9:FH
5 EEES [ 0:4F 1:4F, 9:FH
6. Tfth 0:4& 1:F, 9: 788
BRI, OO 5537 AU LEBLCREL-H0
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EWLLT
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o: ‘RE&L iE Fiﬁ/ﬁﬂ 2: 7K/ IR

o 7 T AR

<HBRAE>

LA ESEX K, 5:
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8. 9: T

REHRMPOERAR
AR E BRE/ RCBRE (BRLISE XBRE) THE)

#£AH

GRIRE]

[YYYY/MM/DD

s AEBL

R

BRERFERL
TR A LR

#

2

rE

AT 04 FE

0:4&.1:F
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(R704 FETH)] 0BE) |

ATAA F£
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(RFOAFEAI0BA)
L |
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AFAAH
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ATOMRRILAEE
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2 Z0h0HEIEHE
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EFE
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BERRETOREHMHE
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<RRREE>

AERRM 0 B RE

RREE

(BREREHIDHE)
T SRAETE R

1: RRSRAE , 2: RUMAE , 3: RRLMERAER 4. 4: REGEELSE, 5: FhE
#.6: ERERRIE, BN - REDAARIRRE. 7 AR, 8
Db

BRESR

RIEFAH

YYYY/MM/DD

AR

0: L. 1 HAFIRSE. 2: MOMLRFIRE., 3 REEFRS. 4:
Z0fh

Cak 4:-z0fniia)
B3Ik

ARRMEDH &

0: 4% . 1:F

BRAE QIR

10850, 2: 86k, 3: Bk, 4, BT

T2

(BREREHIOBE)
BT

1o FERSRAE, 2: PAUSE., 3: BRALMEBIHA . 4 FREREELIE. 5: B R
#. 6: LRERRIE., BN - REDABRIRRIE. 7 AL 8. %
DO RER

RIS

REFAH

YYYY/MM/DD

AR

0:7%3L. 1 HERIRE. 2: OMLRFRSE. 3 iEEAIRS. 4:
ZDfth

G 4:TOth0BEE)
EH4

ABEINERD A

0:#&.1: 8

R DERIR

158, 2.8, 3: Bk, 4, T

REHES

(BEEREHIDBHE)
B SETE R

1 RERSRAE, 2: RRIMSE ., 3: BRALMERAHT % . 4: FREEPE. 5: B
%, 6: ESUBRERE., B - IREPABMURRRIE , 7: ERENRE . 8. %
DAt B

E S

54 A B|[YYYY/MM/DD

. 0: %L, 1 RERIESE., 2. MIMLAFIRE. 3: EEHIES. 4:

04

GER 4. TOioFEE)
&

ABRMBEDEE 0:E. 15

R RIE QIRiR

1AM, 2: 818, 3: Bk, 4. kT

1) B SE B MER 28, JER B . —a—FEVRF RIS, S AT ODA )L R Bfise . HEMRGR . . IHRRIERBEE) 5
FIE R EEE R AT R TR, BRRAEREEL . ERE A MEEMBHPCRESD)ICLYRESh BT
2) B - EAE : BRI Lo TRRIEER T AMENEI LI EIRHL, 38EELL L DREMEMHS L

3) RESVERREN 28 WM A OERRMFMETRL. BE R CREBE THEE

4) PRERRESRIE : B & B 485 & CREBRUMAE (urosepsis) A& EN S, 1058/ mLEl L QMR FRERBBELEDERERERT L

5) B BRRMICERR A EDL ., B LHUNLRRERT. HAVGERBHLALL

6) LRGBS, K - REBAAERE, BN EBAIRE T DR EREHSEMDOBHICL>TRETEA. ELHRBEL NI
Y. R KRB RIEC., BEEL. B, AIERE. BRED. BRAREO TROBEEEASENS,
7) RRERGERFTROA (EGEEE) ISR HXEFOBWICE-TEETMMELL. RMBOS %4, MRS %, LEEaES 1

RmENEEND,
8) TDMDBERICIE, hE %, BIREYE, REE, LHBRBE SUFXLENEEND,
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JEA BRI FAF R B A B (AR BT AR FEH3€)
A ETFie T &

FIREERY S T4 M E K O BARMERFREICB T 2 BROAERRKFICET 2R AME

aFk— MR
g aE
FIHEES
SR NEFiN
st &
J EH
HROE

GRS MR MY R
EHRAEH— IR

G IR K E SR AERT JEI I 2R R I e i 7 2=
EMRRFELMFE AR HZ

MAERE

RS2 3 A5 28 D B FRHMERIRIE IS BT D R & T OfEREF 2B 523 5 HRIT
7 r— NREEIC L A% AN EFEEITo T2, B 62 FIOREZE 2B L 72,
BRI 24.2% CTh 0 | B L FRE TOFHHMIL 16,9135 7 H Tho Tz, MEtE
BN L 0 . B OMERRIETIC T L F=Y v 2 0.8mg/A UL EICIRE R A HEIN$
DEEBRDOY AT BEED EOEREMEONT (4> XL 12.6, [FHEXH 2.2-97.9). &
#%, MEERRIEICEET AETAE 2R — MFRICT, S HIHEFTILERD D

A. BB

d/NRE RO T, BAETRDLVE
W8 M £ % M F K ( microscopic
polyangiitisMPA ) %, ¥ & A £ »
myeloperoxidase (Zxf3 % HuifHERGHILE
$T & ( myeloperoxidase-anti-neutrophil
cytoplasmic autoantibody : MPO-ANCA)
BtET, BRENELS, FRTHOLOERE
Y OREMERELET 2, LL, K
HE OREMEREL, BREICZ) MPA

IZFBWTIE, TREICHE D flix ORITEA (U

P, BAOHERE) ZELRTV, BED
MBEICEIT S MPA OERRIL, B4R EE
MR E RRAEM I L 0 B S
EIRAERRRE D 12 O OTRFERFE ST (TEEBME L
ERODP~ =27 V] 2002 4 3 AFIT)
#BEICL, BRIOHBNCIVETSHT
W5, ZOEFRHEILIZTETAD
BWVFAEICE SO IRRIECUGET T 572
DL, MPA OFRRIZBE D 5 fabRA + 2
BT L, X BITHIM & IR O FLARHE

FRRIEICBT 2 A A EZRET D LEDLD
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%, FIT, AFRTIE, ARITHBIT S,
1. MPO-ANCA BHBRMEENZRME R
B OBEMMERSEECBTAER L F0ME
BEFZALNNCT D,

2. MERBER 2T BCRICHEL RIE
TRFERFT D,

UEEHBE LT, #AME ak— MR

21Tz,

B. BFFE 5
DEEBR L EH

2EOHFEHAMERICEB VT, 2005 £ 1
A 1B XY 20064 12 A 31 HD 24/
#1®T MPO-ANCA [5tE MPA L Zlrsi,
POMEIEAE AL CRBICE T2 B
BEAHE Lz, MPA OB L Tit,
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