#1

- TR

2007 £ 12 AL EERR. %K. 37 38COFREAD - 7-2, H AHER TH#Ic
BETHELEEbNT-?, 2008 4 1 AT > T 38 COREE, HidHl%
TREEET, 2 AIZAY, FE - Wl BB LOTURHER, KPR~ &
e,

ZWrE T3 » A

- 85X

2009 4F 6 AREEREVIEL, BHKIET (5% - BEUET). BEH
B, DERD Y, OFEERSBAR AR, BARSfEH#HINT,
ZlrETHR2 » A

- 62 %5

2009 4F 2 HEHI D 25 EEKHE L (KE4 k g/KT)., #EE-> T\,
BEEEHV . BEEELDY. 5 AITARL

PWrETKH3I ¥ A

- 80 R &L

2008 4F 11 AEEEHIERHEL, FRA L2ndEZEe 1, afEfsnEn
REEFEIT. HMFRHT, RBBEL TV RN, EREETT ., THRFER
kB, APt

PZWrETH6 » A

60 BB

2009 £ 7 A2 HEER, MEWE, TIRERMAT S bUEEET, 7 ARITIE
BCOREBDB LI, KERD 7 k g bBHT=, IEEIZTHAEA
BEIND bWEET, RFWE%2, REB - MRBD, BEREBEXELED
IS5 b, wEET, BEAREEER,

PZWE T2 » A



FAZBREREREH S AIERERFREE | BURAIFKR S

Sy E

HBED Y =7 — P EEORKRIER I BT 555

SEBIEE RN JERERFERERAR RREER
W HE BREBERR EXERFESHBRANS BFRE
HAEA  ERERFEFHBERAR SR
AH—K  IEREREESREAR B
AE  JERERY AEFEE
mIEAR  NMERERFEFHBEAEAR 2R
MREE

7 = ZFF— R EEE(WG)IER K & b2 E TI i D 22 v, D E DO WG D RRRIE
W, HICBREOSHEENCK EBRRZ0O0E ) MR L, BEOSIFHIAFREDE
£0 2 BOLERERLR TIE 64%,39%, JERERNZBFEFART 45%, BEOFER»H
D 2 HEIT 45%,12% TH 0 . BEH S OWE T7%CKE), 77%( K1 )& Hs, ERE
BANZH A Z E RO o7, BIEDZRV WG 1T [TRFM (localized - limited form )] &
FEIEIL A5, BHEOHEEYE, RBEBOHMZ EHEL THRERFITIPLETHY, £
DIMDEEFRIERIC OV T S, BRKLEERT S Z LI2X > ThBED WG OFRENSFEIRA I

HIENEZDND,

A. BFEES

7 = 7 — R FEREE (W6) [XBkK &t
MNE TR0, DDED W6 DERR
SESROBEENRERK & B2 D00 E 5 M EE
L7,

B. WFZEHE
1992 E03 5 2006 £ F T, NEREERTIC
T2« ABRIBRE %1172 20 EROFRRE %
FRAT L7-, ZWNIEAE SR & % 2%
£ (1998 ) OZWEEL{ER LT,
(R Em~DEE)
ABEHRBORE L BEDOIBROBRED -
b, MBERSOABIRIMNELET, BEA
ERONBITRV,

C. HEER

LR OREFIDP
58\ (probable)5 FEHToH o7z, FhiidF
$) 50.8+20.4 % (FHAE 58 &%), &l 10
~T5B T, B&ktii1:1 Thotz, EXRE
SER (B) 13 16/20 (80%), HHIEIR (L)

[3MeFE (definite) 15 4,

i 13/20(65%) , BHRER (K) 1 9/20 SEHI (45%)
12RO, APk BVAS i3
#J11.3+6.4 (FR{E 11.5, & 2727) T
% o7-, PR-3 ANCA iT 65%(13/20)
B ThoTz, 43 » A (FHRfE) BEL.
64 (BRI 11EFF) OFETIHER
Ehiz, R - AOHEIRRE 4 6. e
HiM 3 Fi7z & Th o7z,
BYEDFEET S WG 1X, 1988 FED LA
PEC 63% (146 FEFIF, #IFEEF : 3.5%) . 1998
EOE TIL 39% (26 F]H, FIFKE 14, 3%) T
hotr, EAR 2 R LOHRE TIX
40% (15 FEFI 1 5 2002 4, ALK), 12%(16 I
s ; 2004 &, JHNERXR) ThoTz, HHE
TIXABRB I 77% (168 Fth, FIFEEE 15%,
Hoffman, 1992 &), ¥ 7= 77% (70 9, Gross,
2000 ) OFE (R) B H D,




x, BEASHIETAZhE TCoHE
1. Y HFFEHE (39~63%)

1988 4 63% (146 FEH]) , FEAERF 3. 5%
1998 4% 39% (26 EH]) . FEIERF 14. 3%
2. B BIRMER D& (12~40%)

2002 ALK 40% (15 FEH])

2004 FEJI =K 12% (16 FEH])
3. E (EREH) (77%)
1992 4F Hoffman 77% (158 %Ef)

(WIFEFF 15%)

2000 4E Gross 77% (70 SEf)
4, YR DRER

2006 4= 45% (20 SE5])

D. &

a1k [case recognition, JEM]DEIN

(Ohk - ABTiE) . BEREOE N, 2
FEEEOEBEWN] 2 ERA RERICE - T,
ERNSNORAEN SV R D 2 ENH#EESH
5, DBRETIX, Wbwd IRER
(localized * limited form )| WG 23\ D
D, E OO ERERAE R D F B I BRK &
ZERPIRODRE, 5%, ZHRICKDH
EBRLBELEZOND,

E. #in

Rk & LD ENZ I 220 W6 DRFE
IEBRCK & e ~D IRV ANZ & o T2,
LSBT A MLELZZ BB,

F.Bfses%E
1. FXHEE

1) Basu N, Watts R, Bajema I, Baslund B,
Bley T, Boers M, Brogan P, Calabrese L,
Cid MC, Cohen-Tervaert JW, Flores—Suarez
LF, Fujimoto S, de Groot K, Guillevin L,
Hatemi G, Hauser T, Jayne D, Jennette C,
Kallenberg CG, Kobayashi S, Little MA,
Mahr A, McLaren J, Merkel PA, Ozen S,

Puechal X, Rasmussen N, Salama A,

Salvarani C, Savage C, Scott DG,
Segelmark M, Specks U, Sunderkéetter C,
Suzuki K, Tesar V, Wiik A, Yazici H,
Lugmani  R: EULAR points to consider in
the development of classification and
diagnostic criteria in systemic
vasculitis. Ann Rheum Dis 69 (10) : 1744-50,
2010

2) Kobayashi S, Fujimoto S, Takahashi K,
Suzuki K: Anti-neutrophil cytoplasmic
antibody-associated vasculitis, large
vessel vasculitis and Kawasaki disease
in Japan. Kidney Blood Press Res
33:442-455, 2010

3) MEARESE, RN, BT B
¥, @B MEROF LR, Hik
BEORIEMAEIT O R ABY A (HR) .
HAEEHH No.4472: 46-52, 2010

4) Suzuki Y, Takeda Y, Sato D, Kanaguchi
Y, Tanaka Y, Kobayashi S, Suzuki K,
Hashimoto H, Ozaki S, Horikoshi S, Tomino
Y. Clinicoepidemiological
manifestations of RPGN and
ANCA-associated vasculitides: an
l1-year retrospective hospital-based
study in Japan. Mod Rheumatol

20:54-62, 2010.

5) Kida I, Kobayashi S, Takeuchi K, Tsuda
H, Hashimoto H, Takasaki Y.
Antineutrophil cytoplasmic antibodies
against myeloperoxidase, proteinase 3,

elastase, cathepsin G and lactoferrin in

Japanese patients with rheumatoid



arthritis. Mod Rheumatol. 2010 Sep 28.
(Epub ahead of print] (In press).

6) Okuzaki D, Fukushima T, Tougan T, Ishi
T, Kobayashi S, Yoshizaki K, Akita T,
Nojima H. Genopal™ A novel hollow fiber
array for focused microarray analysis.
DNA Research 2010;17:369-79.
TIHEA, LEROENEIFR, MERE
BEE, BLEN 68:33-38, 2010.

8) /MK, 7 L — Y SEREME LB 4%
AAREEHH, 4488:77-78, 2010.

9. IHEA MERIEGEE., BIRGEOM
Wh—aw ¥ L Ll—, Heart View
14;250-253: 2010

2. FRRER
D /MHRA, BETBE—. BAME
EULAR/ACR Iz £ BT LWL ER DS EE
e - DUTEYEERICOWVWT, V—2 v ay
7 TIERBEOHA~DEZE] # 99 EAH
ARBEFESRS 2010.4 G
2) Bz, FHEME, PIRA BERE
s, BAMMEERIME & & BLA SR oD B,
U—rvay/ EHMEIARY UTFER
e - PHTES . 546, 4 B 22-25 B, MF
AR— FETHT I, 2010.
)/IKEAN MEROBB—DWOEEL X
—., % 40 [l A AFBF LR EWRE, 5
KEBEbE & —  FRR 2249 A 24-25
A

MM EREDHE - BERIL (TEZ
=)

YR HUAR 2L
ERF R L
DA L



EATBR AR (RIREBHENEFE  BORAIKR G HI%)
WrFE R G &

TUFHERMRRE A (ANCA) BSEMEROERE ~BA - LEB LB~

SHEBRE ok
SHRFRE A

IR RS R A E I B R B MR LD e
H IR R PR PR AR E R N R BuR

WRER: IR L %E Norfolk TO ANCA BI# M % (ANCA-associated primary systemic
vasculitis; PSV) ? 2005~2008 5D 4 -] ORI HRAE FHES RO BB 21T > 7=,
A EliZ. MPA (microscopic polyangiitis) . WG (Wegener granulomatosis) ., CSS (Churg-Strauss
syndrome) FHREFI DO LFIFEE . BFRFENE, BN, B RIEGER OEFE - 4k
AT DRI BNTITo 7, BRI & Nolfolk (Z351) % PSV DEMFIERIL 15 Ll -
DALA 100 TAE72Y | &% | 23.7%3.9 (95% C.119.2-26.0) vs. 18.0+8.2 (95% CI 9.9-26.0) &
RERPS T, FHFER (FRIE) X, 69.9111.0 (72) vs. 60.3 +14.8 (61) % & HIFRBE
THI 10 Bmli Th ooy, BLEIT R -T2, AAV ZREDON, FHEBDHER (MPA: WG
CSS) 1%, &%, 81%:10% : 10% vs. 21% : 76% : 3% & Fe2SE TiZ MPA., #HETIX WG 28
VT LR S LTZ, ANCA Y7 % A FIZB L TiX, %4, MPO-ANCA BB A3 83% vs.
15%, PR3-ANCA BBHEBIAS 7.0% vs. 69% & B HMNIC R > Tz, S EIORTHRAEST

BERERDPD

LR O = IR HIX & Nolfolk (2351} % PRV (ANCA-associated primary renal

vasculitis) @ " [EHEFEE (2000~200 4£) L FEEEIC, BIFHXIZIIT S PSV D% < 1L MPA
T, L2H %< 1X MPO-ANCA [t Tdh 5 = L 3R E 7=,

A BFEEEE

HIRRT O ANCA B & 4% D RIER & F
BUZ BT D AT H AR & [FREH O BRI
R OMEDOKERE S &I, EFEMHEREZ1T
HYZEEEMET D, ZORKIN & DIFRAFIEE
ML D Z LIk ERREEICE SV = EH
AT DL L TE, EERALBIS OB -
W - B~ L BB | BER LA 0Om ENE
bihdZ LIS,

BB EOBRFRAAE CIXBIEZ S ME
% (PRV, primary renal vasculitis) D #IZ[R-> T
W2, SENIBEZ bl Wa g M mE &K

(PSV, primary systemic vasculitis) % [R]FFIZ 7
BELIEHEROKKRTSH D,

B. WFFEHIE

PSV O 7 7 xt 4 ¥ B X European Systemic
Vasculitis Study Group (EUVAS) TiThi T\
DA L FRC, P ERES ER T
MPA (microscopic polyangiitis), WG (Wegener
granulomatosis) , CSS (Churg-Strauss syndrome)
DIRBHEE L, ZCNWODRBOER L E
HEIZIEUVASTHWOHN T E 7 H @ (European

consensus classification algorithm V) ¢ R U & L



2o BRI CTIIHHRBEF O2PIREL, B
JFR AR, BRI EL, B SRR PR -
NkEHT BHBRICRB N TITo 72, AE O —[H
i O LB BFF 78 O 78 A % 52 1 R 1320054 1 A ~
2008412 4 MAER & LT,

ASEORETHMGEA TITBRELNFEET
ERVWEHEE LT,

C. BrsstR

EIFHIX T PSV & LTRSS L7253 2005
. 2006 . 2007 £, 2008 FiENLH 14
B, 21 %, 18 %, 19 6T, B&Eix36:36 T
bole, FEOFEE (FRME) 13 69.9£11.0
(72) ®THo7=, —F. H[EH Nolfolk H#X|Z
B 2 BEEUT 2005 45, 2006 4, 2007 £F, 2008
FEiIZEhEN 1261, 361, 96, 9T, Bk
X 17:16 Tholz, FEOFEHE (FR1E)
1603148 (60) mKThHo7z (K1),

=1
Registered cases of new-onset PSV:
comparison between Miyazaki and Nolfolk

Year and Number of patient Year and Number of patients

12005 12 (non-RV, n = 6)
12006 3 (non-RV,n=1)
2007 9 (non-RV, n=3)
/2008 9 (non-RV,n=0 )

2005 14 (non-RV*,n=2)
2006 21 (non-RV, n=4)
2007 18 (non-RV, n =86)
2008 19 (non-RV, n =3)

Male : Female 36:36
Mean age 69.9 £11.0yrs

Male : Female 17:16 |
Mean age 60.3 £14.8 yr

* non-RV: cases without renal vasculitis

PSVDORBANFR L ANCAY 7 % 4 FIZEH L
TIX, EFHX T MPA 5861 (81%), WG 7
% (10%) . CSS 761 (10%) T v . pANCA/MPO
Btk 6061 (83%) . cANCA/PR3[GME 5% (7%)
ThHoto, —J. %E Nolfolk H#IXTiZ MPA
761 (21%) . WG 2561 (76%) . CSS 141 (3%)
TdH Y. pANCAMPORGEME 561 (15%) .
cANCA/PR3[ME 2361 (69%) & . —EMIZ

RERERERO (R2), B, BHAEOD
WGHE i 13 761 0 4451 53 PR3-ANCA RS Tt
D 3BIXMPO-ANCAME, CSSEERIX7HIH D
651 KA MPO-ANCAFS % Tl @ 141X ANCAfZ
HTHoT,

‘-%é Incidence and ANCA subtype of new-onset PSV during
2005-2008: Comparison between Miyazaki and Nolfolk

Miyazaki, Japan Nolfolk, UK

Incidence (/ million)

Total 23.7(19.2-26.0) 18.0 (9.9 - 26.0)

MPA / RLV 19.0 (14.7-235) 3.8 (0.6-7.0)

WG 23(04-42)  13.6(6.3-20.9)

CSs 2.3(-04-5.0) 0.5(-0.5-1.6)
ANCA serology

MPO-ANCA 60 (83%) 5 (15%)

PR3-ANCA 5 (7%) 23 (69%)

Negative ANCA 7 (10%) 5 (15%)

A RO FHE R RHILTO1SHELL EOKAAN
LI X (B IR o0 TR X 2 R < Hh
%) 75.995 A. Nolfolk #1[X 4595 A Th %,
20054E7)> 5 20084 DA4E[# TPSV & FEJE L 72 /&
FHIIRBHX TE 4 724 L334 T, £ DORIER
EEXRA (Z15m) AD1005 A%7-023.7+
3.9 (95% C.I 19.9-27.5) 4 £ 18.0=8.2 (95% CI
9.9-26.0) 4 & KERMN->T-, FRRICKAANR
1005 AN %70 OFFRBORIEHE L ZIH L
Nolfolk %% ., MPA 19.0+4.5 (95% CI 14.7-23.5)
vs. 3.813.2 (95% CI 0.6-7.0), WG 2.3%+2.0 (95%
CI 0.4-4.2) vs. 13.6£7.4 (95% CI 6.3-20.9), CSS
2.3+2.7 (95% CI -0.4-5.0) vs. 0.5 1.1 (95% CI
0.5-1.6) LRI (R2),

PSVOEE g O BERERIICRT, B
R X RE Tl & b BV DIXBAE TTI%DIE
BITR bz, KV THIRZE T, 245EH6] (33%)
2B, ZOF Tt % > Tz DIX8IE
Bl ThoTz, —F., WEEHLEIZD 207z
2. MPA & & Z b= fERNIC b #ERE 72 &
ENTHREX S EF b BRI N, —7.
Nolfolk HiIXBH TiL, &, MFK2E, ENTHE



DWFTIHRBT0%LL EOFEFI TR STz,
HETFEIZ Nolfolk #HiIX & HiGHX TIXENT
KON ER BB B AL RO, RaskE &
L COBEIX., MPAGITIIMEEE bizig et A
EDEF TR LN TV, BilFXDOWGH
TIR7HIF D26, CSSTIRTHIFD1IHE &b
IZ 18 LA FThHoTz (£3),

@ Comparison of clinical features of PSV
in Miyazaki and Nolfolk

|Miyazaki, Japan|  [Norfolk, UK]

ENT 9 (13%) 24 (71%) p <0.001
respiratory 24 (33%) 25 (74%) p <0.001
nervous 11 (15%) 5(15%) ns
gastrointestinal 3 (4%) 3 (9%) ns
renal 57 (79%) 24 (71%) ns

MPA n=58 n=7

renal 54 (93%) 7 (100%) ns

WG n=7 n=26

renal 2(29%) 17 (65%) p<0.001

728, HiIElOH% TR (20004 ~2004
) TIXBIEARPHERI DA% Bl X TlrifiE
L, EEEEBELTWE 2, SEIZBEFES
GHl b & ORI EFAER R A R Uiz, &
4R ZE<, MEMT PSV 2FICBiT5
FESHRICIIREIRVEEZ DN,

EZM 5 X EDANCARSEME K-35 1 B WAL B EDLE

Miyazaki | PSV [Noffolk | PSV

o) BiE(+) BiE(-) EE(+) BEG-) o
20004 9
20014 9
20024 9 ND 27 9
20034 16

@® 2004% 16 75%
20054 12/19% 2
20064 17 4 24 9
20074 12 6
20084 16 3 1%
®AD 759,000 459,000

@ renal units, @ rheumatology units, @ Otolaryngology Units

D. ER
BIFRIZIAD 100 FADORTHY AAQDE
HbH7e< (5% LLF), FrICARABORAR

DEV 65 BLLLEOEAARNTEZS L 0.8%
EIFEALAOBENIIRD HNT, PSV OF
FRAEICITED X ZEEZ DD, BiR
ETOBREREND 2L MBEA~DREN 72 EN
EZoNDT (EREOE), BEDHMM
LRIEIORE & kI RR, BiE, REM#XIZ
R 7= BEat 21T o 72,

AIEID 2004 F£E TOH 5 FEM D retrospective
A Y CIIBBARER FIC X 2EFRE
TholzZ EN RNDFER L DERIZR-T
WARRE DR S T\ e, Thbb, BFH
EEEDS T & 23D TEVMPA/RLY OV |
THEFI A% < | E 7 F¥REA TiZ MPO-ANCA 5
HERPTmWNEOIZ, KEBNR, BEEME.
MPO-/PR3-ANCA L3Rk & 872 5 O Tid/a
Wt DRETH -7z, D78, 2005 FELL
BIIBEREOREICEDL LT, BFERAE, &
igPAL, B REMER O TR - S k2 BT 5
JABEIZ BT, PSV EFIETORIF R
%I L7z,

AN, [F CHAR (200541 A ~20084E12H) |
M UEBSEE D ICES<ZH4,. &6
ANCAY 7 ¥ A4 TOREEL B2 B Y
Z L MR S - ZEM T oORIFHEM TR
Rz BB L7,

9. PSVOREHEIL, FRHKAAD100
TNE T 0 B #X T23.740, Nolfolk #1X T
18.04 &, IZEAETH o7z, LhL, HilsHh
X DPSVDZ < [ XMPO-ANCA B4 & MPA
ETHHOIZHR L (MPARIESR : 19.0/100 7
A « %), Nolfolk X TIXPR3-ANCA 5D
WGREMNEZ -7 (WGHRIER : 13.6/1007
A ), BT, BRKERDRARD . ENTR
k& DlsESE 2 23 2 MERBEITEE
IZHARD LR TIIDRVWEE L b, — 7,
FIECBE L CIEMEE H70% Lo BERE
HLTBY &b EFEINCTVIREBO—>T



HDHLEVIBBIIRIL ThoT, TOHT,
WGEFIZEE L T3, BitX CIXEEL 25
AIEF D HEM Nolfolk HIKABFIZLE T
WEEZ L (29% vs. 65%, p < 0.001),
E. &R

HIRHIX TD PSV £k (MPA, WG, CSS) @
FEAEBEEIL Nolfolk HIX & IZIERIETH 5 435,
B & B & MPO-ANCA B MPA B3
BARTEIBOTEETHDLZ &, —H.
Nolfolk Ht[X Cld PR3-ANCA BBtED WG BFH
NENZ LR, “EEDZ D 4 4R (2005~200
) ORIFREAEFROLB TR I,
AEIOREFT T2, BEO WG FERFIE
BIE & 2 WEBER] 232 < | PR3-ANCA [
MOBEE LRV LE L b,

2 Z PN

1) Watts R, et al: Development and validation of a
consensus methodology for the classification of
the ANCA-associated vasculitides and poly-
arteritis nodosa for epidemiological studies. Ann
Rheum Dis 2007;66:222-7.

2) Fujimoto S, et al: Incidence of ANCA-associated primary
renal vasculitis in the Miyazaki Prefecture: The first
population-based, retrospective, epidemiologic study in
Japan. Clin J Am Soc Nephrol 2006; 1:1016-1022.

3) Watts RA, et al: Renal vasculitis in Japan and the UK-are

there differences in epidemiology and clinical
phenotype? Nephrolo Dial Transplant 2008;
23:3928-3931.

4) Tto-Thara T, et al: A comparative study of the diagnostic
accuracy of ELISA for the detection of anti-neutrophil
cytoplasma antibodies available in Japan and Europe. Chi
Exp Rheum 2008; 26:1027-1033.

F. RFEERER
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F. BrEsE#R

1. FRXHER
1) Basu N, Watts R, Bajema I, Baslund B, Bley T,
Boers M, Brogan P, Calabrese L, Cid MC,
Cohen-Tervaert JW, Flores-Suarez LF, Fujimoto §, et
al: EULAR points to consider in the development of
classification and diagnostic criteria in systemic
vasculitis. Ann Rheum Dis 69(10):1744-50, 2010
2) Kobayashi S, Fujimoto S, Takahashi K, Suzuki K:
Anti-neutrophil  cytoplasmic  antibody-associated
vasculitis, large vessel vasculitis and Kawasaki
disease in Japan. Kidney Blood Press Res 33:442-455,
2010
3) AR, PHEA, BTl BT,
FERE AR OB SEETE, TSRS
MEOHRKNE M (BF). AAEFHH
No.4472: 46-52, 2010

2. FRER
D) /TN R —. 8R0S : EULAR/ACR
W2 L B8 LB R OB - DT EEERIZ
DNT, V=27 g v TIERBORB~DOR
2 %99 E A AREESRS 20104 (GHIE)
2) BB —  FOBOBMEBELEELS, 1774~
U—47ESLEMZ RTS8 3 EILERD
ERER 7 +—F 4, 2010.10 (LKB)
3) BRI —. KRN EBIE—. SARTE -
JRFEME R E LM E R OB W EREER D
HOEMERRERILENE Vw727 DA
Tk & % OIS EBIEDOMATIZ & 2 7 2R
BEHSE| 20111 (ER)

H SR EEHED HEE - BRI (FEZ ST
1. KEFES 2L

2. ERFRBRE 7L

3. Fofh 2L



BEAGBFEMRREM S (AEERMEENEEE | BORAIZKRSITTR)
ARG E

KIYrRRIEE 2 A3 5 BEAEH Churg-Strauss JEERAICH T RKE Yy
ra7 ) SEEOE R

—BAMEBE LI ME RIS T HAlREHE L D T—

WwaRLsEE K4 A |E B SAKRESE R BB 2R
MREBIE  BE T SRRERE R &EB E8
HR OB BHRERE-NR /B E
BfE Ffl EHKRFE AR R HEEdR
e B EHRREH—NR & 22

WIHEEE : Churg-Strauss SEMRHEO RMRRICE T 2 XHAEREEFIIN L, K&y /2
7YV (IVI6) HEEIT -7, %8 : HERHICKRNSBEREEDH D CSS6 EXl, Hik :

BER Yy /07 Y v 400me/kg 4E/A % 5 AT L MMT, VAS 2 ¥ %HIE, 8 &
HEER (VAS) iX83% (546 #l) THEL., BEMROHEFIT 83% (5 4l/6 #l) 2B
b, HEhREEE (MMT A7) iX67% (4 #i/6 #l) THFELE, T IVIG #5
R4 C=BIERIX. SRR A% 1 B0 TR G PIFILR - 7o, &R IVIG i1 CSS
OB CTEHZE U RKEMEREFCH L TOLAHET. Z2MoBWnWERETHI LR
bz, ¥7- MPA OREHEEFIZBWVWTH, SR IVIGIERZBRNTILERHDI LB
bhi-,

A. BFEE®W
ANCA BEME RIZAE U 5 HREEFIL.

Churg-Strauss JE f& # (Churg-Strauss
syndrome:CSS) T 93%. BAMEEMEZ M
& 4% (microscopic polyangitisMPA) T
44%, Wegener RIZEREET 32% & EHEE
CBDBND, VI OMREELDLERD
HEREH 7S < EMBEAZ LRI
BT 2 Z ¢ nE< REMERCAROE Y

ELLLEET S, FZCHEFL L, EE
HICSS DRIEMRIEF I THREYy /1
7V oRE (IVIG |iE) oFH%, RU
MPA iZ & 5 R EE x5 IVIG &
HEOMLBHIZ DWW TR LT,

B. IR FHE
[*4] FAERBICEKEHREZOD S
CSS 6 fEF (Bt 0 6l Ltk 6 #),



Ffp 0 69.1 % E5.155%), AWM 3V A
~8 4 (F#) 3.6+3.284),

[Fik] #ERy 727 ) v 400mg/kg K
&H/A % 5 AT L MMT, VAS 72 &% HI
E L7,

C. WFoAER

HREJER (VAS) 11 83% (56 fHl) <
HEL, R 2T LS CREMROSE
i3 83% (5%l/6 6) (8D LT, EE
EEE (MMT 227) 1X67% (4 5il/6 #1)
THWELR, £7- IVIG ®EBSIZAE L
BIVERIX, BEAS 1 BlOH TS5 P lflIL
oz,

DEFIZ~ ; K1, 2] jEF 6 : 68 miictt,
FFF : MEEEE & U LN, BEREE -
45 b RE X B, BIRAE : 2002 4 (60
i) 3 A LR X v EEOER - &R H
BL 4 A FEICIXRIsEEROMERR - &
Mooz, Ebicbs ALvEEFz<E, [
R L UULAS B U AthBe "C A A i 40 B Bk
ZEEHI, 200245 A 14 B, 48Hc
ABE LTz, ABtRESARTR L. FAlOMIEE
BYURBEAR & V08 . BRBAT IS0 & i U i o>
KT EREBELZRD, MKRKRET
(XATEEEK 10260/ 1 1 & E R AFEERRIEZ & |
MPO-ANCA 115EU & EH %2507,
BEEREREZBIT LI 25, EHLGE
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