EABERENREME (BIEREBHEETITEE  BURAIER A%
PR 2 3EE I RREE

Churg-Strauss JEEEEIZBIT 20E T 07 ) REFHERIEOFME

GFF
B B2 A

BIRERKRE Hix

mrotrEE
W BIRERRE HEHEER

W&

WMEEE : KEREI a7 Y UFE (Vg BIEE, T CIIERS TIA AL LT
XT3, MOMmE S T, Churg-Strauss FEBEEEA 2010 FIRBRBIGE AT SN L AT
# %, Churg-Strauss JEMRRECM OBEMEERIZ R ME K72 & JE < MERICIE LI IR,
EREFELROND, Ok RmERICK L, Vg BIEOARAMEEZRETT 5 X o0TDE

Bl % RER L= D THET D,
A. BB

KESRE S 07 Y U 8E (VI #IEIR,
JIIFFE COBBEHRPERINTEY
2010 £ 1 AiCiE, MEXD12O2THD
Churg-Strauss JEMREE T O LRIRE IR 23 AR
N7z, Churg-Strauss JEMEEEIX, AFIZZL W
M % OBEMERNZEEIRE (MPA) DJF
RECHELT BERIKENH 5, FFlZ, M
BREFL, ZnbERICHKET D IRE
THY ., SERERERCR TR A hD
LR EMIR AT & DR RREE I,
MPA THH3 0~ 4 0 %DEFNZIBWTIE
BOOLNDIKETH D, 4l Churg-Strauss
JEMERE T, MPO-ANCA [BtEE R L, BEE
WERH HNDHTH, BRFHIEER L IVIg &
EEMIT L2 VEGIZRR LT, IVIg OF
Atz L,

B. #F3E5IE

Churg-Strauss FEERE D 1 EFN K L T IVIg
BiE (1 BRE a7 ) VA (FA) 2
Og/A% 5 AMMARE) EHIT LI, &
BRI IS 72 o T 2 SRAE AR RE F O 7T %

PEARAREHEE TR L. MORER - BREFT
ROED Ziz,
(B ~DELE)

C. TR

JEBNE 34 mE B (K1), EIFIEL. FFRER
JERTH Y | EREIFARHI AR LTz, 7l
Bk H8 0 (7400/u1) . R E X E A (CRP
12mg/dl) . MPO-ANCA (916mg/dl) k5.
CT THIMiBRAY I RELZRD
Churg-Strauss JEfE#E (CSS) L2Mrahiz,
FEEEICER b Y. MERICEDEEE
MBI, BIBREAT vA F(PSL :
20mg/ B)#& 5 TR EER 2 EidtiE L
2, E3E. BAR (025¢g/R), MR (5
BRE) . KEHREEEERT (NCV
39.4m/s, ZVEMHE 41.0-61.0m/s) &% 5 /£ BR%,
FRJE « BEEO LONSHBELL, BEEW
TYUREER L o, BEERELED,
FRRARHIERR Lo, B TRERIEICE
EOAY Xy LAEHEZE DR, FARE
FERRMEB R OB AL oo, RMERE
ICERAFBEROBEELREO (K1), B



BEEL, REAIRTITHEE, MROLLE L
STV, BRARBIEIZEN 2127725, PSL
(40mg/ H ) 4 B G5 CTHRILSEE L=,
ZHMEEMRRPBIEL, HEITa 7Y v
KEFFERE IVIG: 20g/H, 6 B, 5 H )
2 7 —NVHEAT LT, MBSl meEkiE %,
B, BIBREARAT a4 RIBEIC TR
LTV, RIEHRESELE-TWAH T
B, 17 —/VEO IVIgEIEE KT L-,
BEEERELR, NCV (42.7nv/s) D3ckE L 7= (&
2), D%k, BROJKELEDND CRP
D LEF., HBEKEEZAR NN, BIF
KREATuA FEHEETDHZ R, 27
N— B O IVIg BERIT L, dEL,

X 1

“E@ﬁﬁﬁ%ﬁ%

wSENEE

X 2

s E R B

5 g B
X zomall 0 S0ns/B oym 10mg/B  Smg/B
REIOTY 287070
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qopp W

~+Cre
400 -=-BPEHY
300 . cRP
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RS S TSR ST RN
J"\ \5"‘ (’"\ ot \”‘\ l"k‘&x\l\p f‘lp’ \*\‘b \"\‘" \°\q'
S W AN N Y N WL
L A

#£1
fiE 151
BE:4EEN
FER: s, B8R

BEEE: 120540, REXRE

DAE: 201154, WS RIF. HERES HL, AEIFRENRNE
Fiollc, MBRIFIEIE EEATOFEI(LITPSD 5 TR
#Y, RSO AL, BERTR TR ER(19.3%) . MERE L
F(CRP12.0mg/dD . SpOAET#52¢h, MEFCTT mAMITR ISR g%
3260, [E1H. #E B8 LPEFRSARAEEL - . (MBS
PR, MPO-ANCAC) ERESRSD. BB LTUBRERMRLY., Churg-
StraussfE 1IR3 (CSS)&s2Mia iz,

éﬁxﬂﬂﬁiﬁmﬂ)\ﬁmﬁp&(mmg/ B 125 L;u umaﬂx[mab
foli, T AR CEREED ALY AR (0.2598) . Mk ($
%/SRE) | mﬁ? S, iJ:ﬁ'( BRE - Bit
OUUNNEIRLI- 0. FIE5H. B B0l SR 1,

CSUTHRERERRECDIRAER.

#z2
3 14 — -
FEHRRERE
- 63-38%&3ND
5 FPRER, Bt 2000
NN | W | GEHO | RB50 | RESO | RE
wEE| U JUv | JU ﬁ")'/
(BT) AR | KREGE | ARSEE | ARSEE
m/fs A=W |12 | 20— | 27—
ey | LERE | SRk | EEE | SEREE
- 513 534 573 533 58.
547 558 545 538

38.0 432 430 414 426

355 383 416 358 384

v
@ o
n

- 334 373 435 417 27

* XA MLPEMAODENE O NER

D. R
MERIZE D & B bRk
1 7 —)VH®D IVIg FIETHE, FRDIKE
EEZONDHFREEROEESL, CRP O LR %
BIBEREAT oA ROBRGEZHEET S Z
L7, 2 7—/VHOD IVIg BIED T Tk
F L, 5T, JIRHRUSADME R T,
IVig BIE A REHEIS CHERAT A2 L3 T
72735 723, Churg-Strauss JEERE CLRRE
272 MEROFETOHREE RS Z
EMTED LD oT, IVIg AT ME
ROVGED 1 D& L TREIRTE D AlRetER

SIS

N



=

G

MAAERIZBIT B IVIg BB, BN

BUWER DA BIRREAT B A RO

=X
==X

MRICHHFTEORIELEZDND,

WEFHINRE 07 ) CBENL, 8
mizk v, EEEe MagEsa 7 ) UL
RS20 e, REDO YAV
A7 E DR, FEEOEHME X 7 CIC-EDR
Ho, NImEI7a7 ) o ORIERRBEHH
FEEND, THIT, TDXH 72 IVIgRIED
HE 75 OREE, A RRILE R DOIRRER
BREEZFEOLBEBICEA L TUISBROMEN L
EThHD,

F. RFEaRER
2L

G. WFEHEE

1.
1.

FHER

BATFI T SRR, B LT 2010 ¥
FI & : 296-301, 2011

BT, EHEEMR. BEK - MEX.
BEERBHT 27 (4) : 83-88, 2011
BRRF, BEFEN. LELXOBHER
DORA. JBEEFEE IR HEETE
2 IATHr~7 a7 ) o ofEL~D
ZeM L ERRABRICT T MR O
SRR 22 REERR TS - oy IR E E  74-75,
2011

Bt 2l r~ebh—72 (B
EEL X -T2 EER—-FRDOESR) |
HANBZSHMERE 100 (5) :1227-1236,
2011

BATFNT. EE OBIRAEORRE &3S,
BREE L BFZE 88 (5) @ 120-123, 2011
Taneda S, Honda K, Uchida K, Nitta K,
Yumura W , Oda H , Nagata M.
Histological heterogeneity of glomerular

segmental lesions in focal segmental

glomerulosclerosis. Int Urol Nephrol in

press, 2011

10.

11.

2.

BAFIT. TIRMERMEEE - B —T
ABREO S DHEE. BABRERE
53 (5) :703-707, 2011
Yoshizawa H, Akimoto T, Nishino K, Inoue
M, Ito C, Takeda S, Kotoda A, Tamba K,
Yumura W, Muto S, Ueda Y, Kusano E.
Nephrotic syndrome and renal failure in a
patient with metastatic breast cancsr. Cin Exp
Nephrol 15 : 567-571, 2011
Hanawa S, Akimoto T, Uehara E, Inoue M,
Imai T, Kotoda A, Yoshizawa H, Matsuyama
T, Ueda M, Saito O, HamanoY, Yumura W,
Ozawa K, Muto S, Kusano E. Renal
failure cased by plasma cell infiltration in
multiple myeroma. Clin Exp Nephrol 15 :
586-590, 2011
Imai T, Yumura W, Takemoto F, Kotoda A,
Imai R, Inoue M, HIronaka M, Muto S,
Kusano E. A of IgG4-related
tubulointerstitial with left hydronephrosis
after a remission of urinary tract tuberculosis.
Rheumatol Int in press, 2011
Ozaki S, Atsumi T, Hayashi T, Ishizu A,
Kobayashi S, Kumagai S, Kurihara Y, S.
Kurokawa M, Makino H, Nagafuchi H,
Nakabayashi K, Nishimoto N, Suka M,
Tomino Y, Yamada H, Yamagata K, Yoshida
M, Yumura W. Severity-based treatment for
Japanese patients with
MPO-ANCA-associated ~ vasculitis:  the
JMAAYV study. Severity-based treatment for
with
the
in press,

case

Japanese patients
MPO-ANCA-associated vasculitis:
IMAAYV study. Mod Rheumatol
2011
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ENEH

1.

BATFIF M 288 X OERERBFZE O SE i
MEFIZLB YR TATH U=
ra 7l v OEb~DOR 2N & EBRIRR
BRIZ TV 72 3SR DREST ) SERL 2 2 B
HEEIFIASE 2011.1.15, B

BRI F B B ~BEE\Wizbv |
X BT hH~. 5 114 BEFELNRHEE
2011.2.9, BEAEFAAT



BT ERENBERFTREESOR
THANEME L L— T ABEDETDE
M. 22 EERBREMES 201134,
HET

BRI REHBEREORE L BE. o
IXIJOY £3EES 2011.9.16, oL IEH
BHMFERBICBITIZI VI E O
HAEE. BBUBER 7 £ — 7 A
2011.10.5, BRI

GFFIF ANCA BIEMERDLE 2R
BB F3EMEXERERER T +—TF
2 2011.10.13, EERFHEX

GMIT 7T A4~V =T TEREDITD
M R-ANCA BEEIME R DORFRE L 1RE-.
HHEBR -BERZ 4+ — 7 A
2011.11.10, #KHETH

BRI — T 2B RO BEADZE - 15E
DFF L. F 51 B EBEIES
2011.11.26, W= FEH

MM EREOHRE - BRERR (FER
=E1))
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EEPE S5
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RSB FHEERMED S (BIERHEENT7EEE « BURAIEERAIIZE)
T2 3EE SEMEREE

SRR PM) - BB RAOMIIXITE T ~7 a7 ) VREEFEE (IVIG)

MoEaEE K RA

MEER : ZREHK -
SRR 22 A5 10 B PRBRE A NERE ST,

IBFR AR BB

KB (PM/DM) 12T D Hvr~r a7 U v KREREIVIG)N
PM/DM (ZE89 B IR HAE,

TN E TOIREIEICD

WTEZEL, IVIG @ PM/DM (%79 5B 801 % ST DRRET L7z,

A. BFEEEEY
BRI, BAICBONTS, SRMEHK - K
JEfZe (PM/DM) TREIZXT 2 IVIG O
FRBRE B AR S LI D TR T 5,

B. #FFFGE

PMDM, Hr <=2 u7 ) v RKRE#FE
(IVIG) % % — U — R TENS O TEE
REATV,
AT LT,

C. WFoEkER

ZFRMEFK - BEHK (PM/DM) 13L&
b (TR FE M R E M A 2% (1diopathic
inflammatory myositis:IIM) D ¥E B &R 2B
L. BIEIXRERER 2 <, HfHELIC CDS
+THRPERE L, BEIIEERENH Y .
P OB E 23 L CREOEMEIZ T
DD, BRERIZ, &bITERBOEED
FRT, ERFRIEV BB, KEE2S XV EE
BRI ZOMLOBIMET 2D 5,
JERLDS DN DOEMEDEE L FBD 5, FFIZ
D OREE %D, DAFIC patchy 72RE %
B, troponin T @ k& %58 (Lancet 340.

726, 1992), REfR7: E &L Z 7, FFIZ, DM
Tix, MEMEMEZEH L. REEMKIC
TRMBAREREREZMHEIZLbHD, B
WOMEE, FEER, HERHRRITIRERIC
WBREITPR T, FEFTHRREEFICR
D, RIENTHB LIRS, BHVET %S
THZELHY, BEARIXELE T,
BRIL, AT aA FRERIE, REMH A

(MTX cyclophosphamide,cyclosporine A
(Mod Rheumatol 2002;12:305-10,tacrolimus) .
Bt Cid., rituximab OFZERHE I N T
W5, IVIG %, 1993 4 Dalakas MC 51T &
% double-blind, placebo-control trials (Z X o
T, ZFDOHEEENFEH XN Engl T Med
1993:329:1993-2000), K 22 4F 10 A IZFRER
BAPABENBANL, Bl Y =/ 7=
TV HBERY)2F L7 a—Lil
HAGE s a7 y) T, BAR, %%
4% - BB R\ H1T DA IME T O (X
T uA FRIBPHRATDREEIZRD) T
HY, KA 1B 400mgkg% 5 HREM
Y5,



D. B

&R OIEE & FERIZ, IVIG IZBEfF DI
TN U CIR R DR RE D JE il 1 22
Thbd, £2, AT A FOBENLER
EFICEZTHY, AT FEDOHEHE
(steroid sparing effect)?’ RIAEIL B 72 EDF
RREZ DD,

E. f&55%

HARIZBWT, ZSREHRK - REHK
(PM/DM) V&RIZXTT % IVIG OFRERTE
PRSI, BROBIBTIIEATH S,

F. @EARER
2L

G. #frassEk

1. FCHFR

1.Kobayashi S, Ichikawa G. Reactive arthritis
induced by tonsillitis: a type of 'focal infection'.
Adv Otorhinolaryngol. 2011;72:79-82.

2. 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 theumatoid arthritis.
Mod Rheumatol. 2011 Feb;21(1):43-50.

3. Fujimoto S, Watts RA, Kobayashi S,
Suzuki K, Jayne DR, Scott DG, Hashimoto H,
Nunoi H. Comparison of the epidemiology of
anti-neutrophil cytoplasmic
antibody-associated vasculitis between Japan
and the U.K. Rheumatology (Oxford).
2011;50:1916-20.

2. FERFER
ERREF
L
ES|ESE
L
H. FHME#OHE - BR&ERL (FE%L
X8
FrETEURE 2L

fu—

2. ERFERE 2L
3. FOM FRZRL



RAETGBFANTEE M & (AEEABHEENTIEEE | BURAIERR S

WAL 2 3R

SRR E

PUTHERMREDUE (ANCA) BIEMEROEF ~BA - HEM LB~

syEMgEE ETiE—
SHEEEE A

H IR RS E B R ik C R R
BIRFRFESE AR EE SRR NI R

FREE : 2005 F£~2009 G0 5 EM DO EIRIRIZIIT 5 ANCA BHEME R (AAV) DIELE
FORBAFIZOWTHIA EBEEITV, ZEE Norfolk OFEIM DT — & & LB LTz,
5EERID AAV BEFUTEIG IR 86 5], Norfolk 50 51T V| 15 LA LD A OEMFIERIC
KEZRD D o712 {22.6 (95% C.1.19.1-26.2) vs. 21.8 (95% CI 12.6-30.9) / 100 T A}, B
AT ZE X 72 o T B3 PRI B IR IR TRy - 72 {mean (median), 69.7(72) vs. 60.5 (61), P <
0.001}), KRBIDOFKIERE LD & BIRERTIZ MPA 235 <. Norfolk Tt GPA 3@
7= (MPA, 18.2 vs. 6.5 /100 J5 \; GPA, 2.1 vs. 14.3/100 77 \), MPA |Z &5 b O Hils T % BE
ZRE D BRFEBODIZR L, EIFEO GPA 1Z Norfolk &t LB ONREREE %4 5 =
BIED -T2 (B, 38% vs. 85%, p < 0.01; fifi, 38% vs. 85%, p < 0.05), ANCA X, EIFERTIX
MPO 51 84%, PR3 BE1HE 7% T o 72 D%t L, Norfolk Tix MPO F5tE 30%, PR3 514 58%
Tholz, SEIOHIMAE LR TH, BER#HXIZIIT 2 AAV D% < [T MPO-ANCA B

D MPA THY ., BRMD AAV LITEABNRNELRD Z L2

A. TRRER

EHIFEO ANCA BIEMER (AAV) DIRIE
LRI A AT R AL & [FRFH]
ORI (F=E Norfolk) BT DREDFKERE
e, EEMEBREITI ZEEERNE TS,
ZOBRM E ORI R LT D LITRY
EREECESNERE LT THZ LN T
&, EEMNRS OB - W - IRRA~ E BN
n, EEL-LORERERESNS,

BB, EOBRGTROFE D CIIBIEEZED
Mm% % (PRV, primary renal vasculitis) 2[R
ST, SENTBAEZ D720 AAV b [FE
FRICRAE LT ROEE TH D,

mani,

B. #F5EJ51E

AAV DA X5 B European Systemic
Vasculitis Study Group (EUVAS) TiThHiL T\ 5%
EFAE L RS, PLERESI X TR
MBS RME R (MPA)., AFEESZREME
% (GPA). Churg-Strauss JEf##E (CSS) @ 3 4E
BEEL L, ZHODRBOERE L EHELED
EUVAS THWbHLHRN T& 7= b @ (European
consensus classification algorithm ?) & & U & L7z,

H IR TITFTRBIEES O2FHEZ | B
FIRAEL, BIRAEL B RIEMEE OB FHER -
NREHTHREICBNTITo, SEHOD 2
[l D L Reh 9E DR A R SR BAR 13 2005 45 1 A
~2009 4 12 A D S EMTH D, HRINENE
TR, M, REBA, ANCA WA, BRRES



DHEEIZRE LT, 2B, AAFKEHIRT Y =
THA b ERBFRESET, — 75, FEE Norfolk
HIX CIZLIRT L Y Afm E AES MR SN TEH
0. A C2r&YE, [ UHIROEFIREEZ TV
(Richard Watts &), HBIDOEE L LTz,
SEORETH mEE CITEZEAN/FET
ERVWEIEE LT,

C. WFERER

EIFHX TAAV & L THEE S 7580132005
. 20064F, 20074F, 20084F, 20094522
1441, 2141, 1861, 1961, 14%1<, Bkl
42:44Th o7, FROTFHE (FRME) 1L,
69.7£11.0 (72) ®TH 7=, —J. FEENorfolk
WX 31 2 B ER T 20055, 20064E, 2007
£, 20084, 20094EIZFENLENI4H], 561, 11
B, 156, 5T, Btbiz2426Th o7, &
EOEHE (P HfE) X, 60.5£14.8 (61) T
HoTz, (K1)

Annual number of the patients with PSV

. MalefFemale, JPN vs. UK. 42144 vs, 24i26
No. of patients

B 1ale
25 JPN UK B Female
@n o IPN UK
PNUK s
20 a9 1)
JPN UK
15 + (14914

2005 2006 2007 2008 2009 Year

AAVD R EBNR E ANCAY 7 & A 7IZB L
Tid, EFHIX TIZMPA 6941 (80%). GPA 8
%1 (9%) . CSS 9% (10%) T&H YV ., pANCA/MPO
BHIE 72451(84%). cANCA/PR3BEME 6451)(7%) T
Holz, —F. EENorfolkii X TIIMPA 154

(30%) . GPA33%1 (66%). CSS2f (4%) T
» V. pANCA/MPO & £ 15 f51] (30%) .
cANCA/PR3[GME 29%1(58%) & . —EHREIZ KX

BmERERBO, (K1)

ANCA status of PSV during 2005-2009

Miyazaki, Japan Norfolk, UK

(n=86) (n=50)

MPO-ANCA 72 (84%) 15 (30%)
PR3-ANCA 6 (7%) 29 (58%)
Negative ANCA 8 (9%) 6 (12%)

MPO (+) / PR3 (+) / double negative

MPA 62/1/6 1Mi2/2

WG 3/5/0 2/25/6
CSS 7/0/2 0/0/2

4[5 O FAE x5 itk T20054E 7> 520094 D5
EMTAAVE RIE L7-BE X, SIHscs &
Norfolk 504 T, ZDFRIEHEIL, A (155
PLE) ANHE1005 A%V 22.6 (95% C.I119.1-26.2)
4 £21.8 (95% C.I 12.6-30.9) & KZER o7,
FARIZ A AT100 0 AN 72 OB IRBORIEHE
I & By & Norfolk T& %, MPA 18.2 (95% CI
14.3-22.0) vs. 6.5 (95%CI 1.9-11.2), GPA 2.1
(95% CI 0.6-3.7) vs. 14.3 (95% CI 5.8-23.0) .
CSS 2.4 (95% CI 0.3-4.4) vs. 0.9 (95% CI 0-1.9)
LRHE AN, 2B, 65SmLl EoEEnE T2
~ERBmVEEThH o2, (F 2)

Incidence of PSV during 2005-2009

Norfolk, UK
(n=50)

Miyazaki, Japan
(n=86)

- Adults (= 15yr)

Total AAV 226(19.1-262) 21.8(126-30.9)
MPA 18.2 (143-220) 65(1.8-11.2)
WG 21(06-37) 14.3 (5.8 -23.0)
CSsS 24(03-44) 09(-01-19)

- Seniors (Z65yr)

Total AAV 57.0(53.4-606) 479(250-708)
MPA 50.7 (38.3-63.0) 208(-06-422)
WG 27(-08-6.3) 25.0 (146 -354)

AAVODBZREEDOBERZRIITRT, B
IRFH X EE TR, & b 2V DIXRE T80% DIE
B TR OALT, HiVNTHIRZ T, 37ERF] (43%)
(B O T, — 07 THLE MBI 22703 > 7223,



MPA & & 2 b IVIZIEBNT & BERE 22 & DENTIR
EEMAEIERLE R Sz, —F . NorfolkHi
KEETIX, B, FFERE. ENDRZOWT Y
M60%LL_EDFERF] TR 64Tz, FEHFHIC
I Norfolk#1 X & = IFf #i X TIIENTE X O
BRECHER RO BEREEL LToR
FEIL . MPATIEHE & HIZIT & A EDRERF TR
HALTUVZDS, B IEFHIX D TIXGPAKI T84
F O3B (38%), CSSTIXIBIHF D16 (11%)
L L BICABRITED o2, (R3)

Organ involvements of PSV

Miyazaki, Japan Norfolk, UK p value

numbers of total AAV 86 50
ENT 13 (15%) 32(64%) <0.001
respiratory 37 (43%) 39(78%) <0.001
nervous + Gl 19 (22%) 16 (32%) 0.934
renal 69 (80%) 45 (90%) 0.155
numbers of MPA 69 18
ENT 5(7%) 3(20%) 0.148
respiratory 25 (36%) 9 (60%) 0.145
renal 64 (93%) 15 (100%) 0.580
numbers of WG 8 33
ENT 8 (100%) 28 (85%) 0.576
respiratory 3(38%) 28 (85%) < 0.05
renal 3(38%) 30 (90%) < 0.01

Comparison of ANCA-vasculitis with or without renal

involvement between Miyazaki, Japan and Norfolk, UK

=
@ Renalinvolvement {+) (=) (+) (=) @
2000 S 75%
20015 9
20024 9 ND 27 9
20035 16
@@ 2004F 13
20055 12 80% 90%
20065F 17 4
20075 12 6 45 5
2008 16 3
20095 12 2
Population 758,000 445,000

@ renalunits, @ rheumatology units, & Otolaryngology Units

728, AIEIO%GFHRAPIE (20004 ~2004
) TIXBIESHFIOLZERTITFAEL., &
E & LT, AEITBERGIFILE
DA ROAER R LR L, RUTTT
Z L L HEE TAAVARIZB T 2 BIEADE
WCRETRWEEZ BT,

D. R

HIFFRIIAD 100 TADRTHY  AADE
Bp7a< (5% LAIT). KR 65 UL EDEA
AATEZDE 08% LiFEAEAOBENT
BOLNT  EFREIITE X E LB 2
b b, AIEE TORET, BRRILTOEE
BENDRL MBE~ORI R ERBZ N
DT, BELSMO BRI, R, REHKIZR
ST EITo T,

HIEID 2004 FFE TOD 5 [ D retrospective
et D CIXBIRARIE R TIC L A EFEHEE
THoTEZ LB KINDFER L DER|Z/ ST
WAAREME bR S QW iz, T72b b, B
EEED Z &R D TEV MPA/RLV (renal
limited vasculitis) DV BIFERFIREL ., 72,
AR R Tl MPO-ANCA RN ENZHIT,
FEENR, BasfEE, MPO-/PR3-ANCA F23BK
MERRDOTIH WM EDRETH -T2, £
DIz, 2005 FLEITBEHREOHFEICEDLS
T, BRI T RSSEE G O 2 FITRAE |
BERNE, BEAR, B SEMEROF R
PR« SR EE T DRBEICBV T, AAV EFD
£ TOMFHERAREL EM L7,

E3. AAV OFIESE L, FHRA AR 100
FNET- 0 BEIGHIX 22.6 4, #[E Norfolk T
2184 &, IZERAIETH -, LovL, Bt
X TiX AAV ©Z < X MPO-ANCA 514 MPA £
ETHDDIZx L, EETII PR3-ANCA 5
D GPA BENE -T2, EHIT, BHRERD
#7720, ENT RERGHOFHEEZ 27 510
BRBEIEEICHEARS EARLTIIDRNE
Ezxbhlc, —hH, BECELTIAEEL S
80%LA EOBENALTRY, ZHBEESH
RTWRERDO— D2 TH D LW I FEILFE U T
Holz, TOFT, GPA EFIZEALTIX, B
Iyt X CRHME &2 23 A MEH D H 3R ) Norfolk #1
RIZHARTENEEZE X 5z (38% vs. 90%, p
<0.001),



E. %53

EIFHXIZRIT D AAV £k (MPA, GPA,
CSS) DOZFAEHEEIIZEE Norfolk HiX & 1FIZ[H
FThHDHN, KL D & MPO-ANCA B4
D MPA BENHATHBRD TERETHDLZ &,
— 75, Norfolk #1[X Ci% PR3-ANCA 5%t D GPA
BENZNZ LA, ZEMOZ O 5 FERH (2005
F~2009 F) ORTHTRAVFAERER D LB THe
RENT, SEHOKFTIEFH I, BREO
GPA FEBNIBREL D2 WVEBERF A% < |
PR3-ANCA [BHEDOBEE GIRVWEREERE X 6
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BAGBRENEE MBS (RERARHGENEEE | BURAIFREMTR)
T2 3K SENEREE

ANCA BEEME X 158 BIDBRKRE & F% OHR

MELEE ANEZ  ERREE-AR 2R

M E HR EHRRFEE AR GEET
Bgsaie  EAMREE AR HEHEER
2ol BEHRREE AR HHEER
W B ERREE-RR R

#E

BFFRER : ANCA BIE MBS (AAV) 13, 1994 FIOREBBESOHESL S LR BHE MR A T
— MR TEEOIER ERBRT 5 Z LI, SEDIVOIVL, BE 27 £ O B BR AAV 168
BRZDWTE DERRGZMITT 5 L & HIT, FIEIEAE AR OB % MPO-ANCA 23 PRERIX
HENTEEE (1998 ), AEEITHEE R (RPON) OB EIESHTFIfT (2002 48) o 2 BFEiZ X
10z 381 (I HA: 1983 4E~1998 4, T H#A ; 1999 4E~2002 4E, TMH : 2003 4£~2010 4E)
W, FHROEBEZRE Uiz, R 1) AV 300kttics < (Bih 1:1.7), ¥
Fh 6T TR BB Ch o7, 2) ANV OJFRABIT, BMEEL I ME & MPA) 23 80% (127
Fl) EHmbENoTn (ZRMERIMERIEELE ; granulomatosis with poluangiitis:GPA
[Wegener PUZFREAE]) 11%:17 f5) ., Churg-Strauss JEMEEE (CSS) 8%:12 #. HFEARE 1%: 2
B) ). 3) ANCA ¥ 7 & A 7 Tix MPO-ANCA BEPHEGMEGIAS 91% (143 ) & REETh o7z

(PR3-ANCA BELJMBR MG 8%: 12 4, MIEBHIEER] 2%:3 #), % 7= PR3-ANCA BEIH GBI X 4
GPA TH o7, 4) MPO-ANCA BE:EIMEZR (MPO-AAV) i 83% (119 fl) ICBIEMEEZRD, £
D RPGN & 66% (78 i) T -7z, FitHmix 21%, REIEMEMAIX 41958 bitiz, 5)
MPO-AAV O 1 FEAETFRIT T 1 60%. 1T #1 82%. 111 #1 91% L A& (p<0. 0 IZHE L TV 7z,
6) RPGN % & L7z MPO-AAV IZRAWT S 1 FAEFEROWNELR O (1 #] 54%, MTH 69%, II
H188%) A3, BHTEAZRIL T I 64%, M 38%, MH40%Lfkiké L TmETH o7,

7) MPO-AAV DHAREATERBHIERFOMIE Cr TR A IETEMICH 7225, IMHTYH
2.8mg/dl L REREHEBIKT OBEB COREMBE TH o7 ( TH16. 2 mg/d1. 1T # 3. 2 mg/dl,
II1 #12.8 mg/dl), 8) MPO-AAV OFBHTEARIIE FHEMIZH D HIMHITH 40% LR E L
TEETHh-o7, [H164% (n=25), THI38% (n=12), I 40% (n=41), F&am : AAV TikE
BERFSIED MPO-ANCA Bt MPA MREHE HD D Z &, ITFEAEMTEPHLEL TVDHZ LN
FEERENTz, LA L. MPO-AAV OVBRBAMAREDIMIE 7 LT F= EITER E LTEL ., — &
DFHBEILIL, KV RHORBCREDRWES, H5WIBELZ 2L T RPON 23K 7
AMCRR LIRRZBBT A ENEELEEZ DL,



A BFEEEH

PUAF T OBK M B E bR
cytoplasmic antibody: ANCA) BEEIMZE 4 (ANCA
1994 2 HE
SMENTRABMEY T, SEETHERR

(rapidly progressive glomerulonephritis:
RPGN) Z3KTZ &M% < ., BTEAR, JBTE
DEWREBTHD, FREITIZBRELEETS
RETH Y BERNIZIEIC D50, FICEE
AE L U U< FNE TR SNERRIFZEM T 0
nTns, Lrl, BEABETIEREDZD
ANCA BEEMERZZET DI LT/ THH . —
HFVUFHRNBETIENEELZLETSEHED
BEWEBET2E T 2EFZZET MR
Ve ZOHRICERTHY MRS, HEHEER
DFAENC &Y RRBISH T DRHITE 2> T
Do Filo, KEBIEIMIVEETHY, 1HERT
EHOERZRFTTDHZ EIIRETH D, 2
T, T E D ANCA BIE M ER DB LR Z D
REMPD, 2011 F X 0 E5EEHREM T RHE
L ETREEITHEBEEREIREES LR L
TEPENTIS T D ANCA BIE 3 7% O BE R AT A<
BERRE NIRRT DM P FEA B MG S 41T
Wb,

THRRFZ R (Blg- UV v~ FBRBANED
L, B2 OBRER L MEREZEL Y UvF
HREZF B TRRT 52E T LRI V2
TR THD, 72, DAETHID T ANCA BHED
% 3¢ L KM A 3 JEJE (granulomatosis with
poluangiitis:GPA [Wegener BZERESE]) (1987 &)
2) R myeloperoxidase (MPO) —ANCA BB RPGN %
7l (1991 4F) ¥ <o MPO-ANCA BV BEAREEA0Z 3 1
4% (microscopic polyangiitis: MPA) # ¥4

(1992 4F) ¥ U TR Migk CHERAYZ < DERIR
BReALT\D, SR IE, BRE 168 o
ANCA BRI JRIC DWW CHRRAT RARRIT T 5 &
&I IBREZB LIEFEROMBRIZL 2 FHED

(anti-neutrophil

associated vasculitis, AAV) I,

HERIZ DWW TR SR E TR LTz,

B. WFZEHiE

RER1E 1983 45 1 A NS 2010 4 12 A ORICH
MRZE R (B -V o~TFBEFEAED 12
ABE L. WIHIEMREAFRIEZIT > 7 AAV1E8 f,
WRENOERRG 2T L, FRICEL TiX.,
MPO-ANCA DRIRINELEE (1998 4F) ., SEEITHER
7% (RPGN) DFIEIEEHTIIT P (2002 4F) 4D 2 Kl
ZREEIDIZ 3N T HET L (18] : 1983 2~
1998 4E, IHA; 1999 #~2002 4, M : 2003
F~20104F) , FETHNTIARB A L ELINDFELT,
FHTEAGNIIERBLE | FLNOBITEA L L,

C. WFETHER
(1)  AAV D4, M=, JREA
AAV158 Bl D)4 67. 7 B CHE LI 1:1.7
(B 58 1], 2tk 100 ) &L MEIZEL o
77o FURAEZ Watts OB T/ Y X LI -
THELI-EZ A, MPASO% (127 ). WG 11% (17
f5]) . Churg-Strauss JEERE (CSS) 8% (12 #) .
SEERRE 1% 2 B & MPARFRLE -T2,
(2)  ANCA DHR
158 Bl 5 B, MPO-ANCA 23 BEJh CREMEZ R L7z
HOD, 91% (143 #) & d5d, KUNT PR3-ANCA
EMEGPE 23 8% (12 f41) . MPO-ANCA & PR3-ANCA
DOEENRBEDO L DN 2% 34]) Thoiz,
MPO-ANCA BB Cix, Fth
110 1.7 (53:90) | FHIFERI68. 4 ThH o7z,
PR3-ANCA BHE ML & RIT 2B GPA Th o7z,
MPO-/PR3-ANCA M BHMEGID 5 & 2 Bix MPA, 1 1
I GPA DM TH -7z,
(3)MPO-ANCA BHEEME 2% (MPO-AAV) ODJFFEHE
MPO-ANCA BAZH BB 1451 143 51D PN AR 1 BRI EE 22
S s (MPA) 75 87% (125 48]) . Churg-Strauss
SERE (CSS) 2% 12 41 (8%) . GPA 2% 3% (4 ) |
HEREEN 1% (2 1) THoz, MPAL25 FlDHIZ



X, BIRARN 9 FIFRD b,

(4)MPO-AAV DGR

MPO-AAV DRI FERFDERIRAERE 2 K 112777, B
PRIEE CIXBER 27" D23 83% (119 41) & &
b <, BEEKERD . . BEEREO
SRR 68% (97 B) & FAUTHIV Tz, K
SEEE 45% (64 ) | FREMEMREZ 42% (60 1)
WD,

. 1 MPO-ANCA BE:E & & D #)FE REER IR B
DHEE (n=143)

%
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60 i

40

- F B &
S P E T S
A @%ﬁ’ *,%»@“z‘*

ROEME DB X H> - 7208 MPO-AAV @ 17% T
EREREE - TR o T2, BIEZ RO 119
FlD > B, RPN 22 L7=Dit 66% (78 ) TH
0. RV 34% (41 ) TIEMmRZR EORRER
ERODHHODOBEEEEOETIIRO bR
ot

BRGSO & RSO & DRRIRB 2 LB L
THIEZA (R 1) | BIEGHHHITILBVAS 28
BIETd o7, BIiE GO Tl 25% 2 ffifid i i %
RO, FEEHHEITIT A% e Z OMEITEL .
BHE A DA TIL & W 2858 B K OTEEHPEN
o T, MERER R TIX. BESHFTIX
21 DORENRRL . MPO-ANCA fEIZA BICEE T
HoT,

.1 MPO-ANCA BHE#EIm & & DB

EHHEDHEICL D

R ARG D LB
BUEA B BEIEE G
(119 1) (24 )
ERIRAT A
i (%) 69.0+11.1 65.0+ 14.1
Bt 44:75 (1:1.7) 9:15 (1:1.7)
BVAS2003 21.2+8.9 7.8+ 7.7 P<0.0001
Jifi i it (1)) 30(25%) 1(4%) p=0.003
B (1) 24(20%) 4(17%)
BRAEFR
Hb (g/dl) 92+23 11.2+1.9 p=0.0001
Cr (mg/dD) 4.1+39 0.8+0.3 FP<0.0001
MPO-ANCA | 438.4+686.4 | 231.9+226.5 | p=0.009
(ED)

FERE G CITfiia tf s 21% T, FEMERTR/
FARAEIE DS 41% & MR TH o T, FRUER TITR

YRR

DS 34%IZFRD BTz,

(5)MPO-AAV DT 1% L IBEIEDHER

i PRE A BIN A A
BREDA I L D EEN A BT,
X 969 TH o7z, BEAFHIOF T

D 1FEFR

FHRELB L THRIZEZ A,
BIEFE S BB

% RPGN % B L TWZRVWERFI Tt 1 FATFER 89%

LRI R Th - 723,

TFHRRARETH T,

R

3T #1 31 B,

I 8 22 1,

RPGN & H#51CiX 75% &

WZHE LR AR, 2 WRY, JEFIE
IHH 90 Il ¢, FEH4E

BT THEI65.3 %, OHI62.5 5%, MEA 71k
I, EFISOEM, SE L8O T,

1 FEAFRIT 1 H 60%,
WEAED TN, T,

(p<0.01) IZ

O # 82%, I 91%& AE
e PR A T

DI VT Fo U AMEOEENIRY T EIET L, &

A& A G T H) 52%, IH] 22%,

T,

S HIZRPON 2 L7z 78 Bilic

IMHE 19% & EL

BLTHEmRHZ L




(L8725, DHF: 124, IIHA 41 1) DF
BELE L TAHADE, | EAFERT T 54%, 1
1 69%, IMH 88% &tk L T \7znd, FJITEA
X T H 64%, THA 38%, MIH 40% & fksk & LT
BRTHoT=,

RO EMEINFETIIRAO AT oA NE
(0CS) DATHIESNIZH DM T H# 18%, I H
8%, TIHA 34%. AT wA K%L REE (Pulse)
& 0CS THEESN=H o0 18 63%, TTHE 62%,
ITHA 51%, Pulse+0CS |2 & & IZSE IO G A
PIThONT= b O 1T 21%, TH 31%, IEA 15%
Thote, £72. 1, ITHTIXI U HIOETRH
0, FETHEIT 38T, T DONEGAEIED 29%% 5
Wiz, MMTIL 5 BIOFRTHIRSH Y, FTETRT
12%, JRYLRESEDS 20% T o 7z,

[X].2 MPO-ANCA BEiE i1 & DOFERBF1% D LLlg
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ANCA BIEMERIIFHDVEETH Y — R TE
BOTEF & R LA CE 21307 < 1
BERD X D IR —2 R CTIERIEF D b FEHTHI
ECTRETAIRIIEE THARN,

AlEl, BRHZ TEE 28 FFRITHERER L 7= AAV15ES
BIOERRBIZ D ZFEHT LTz, FHIFEET 67.7 5%
L EET, TERBLLOBERAAAE LTS, B
THIL 1117 &R HICEZ<BO LN,
MPO-ANCA HAMREGMEFI2Y 91% & EBIMIZE <
MPO-AAV DLW I MPA 2% 87% & =R T, €SS A3
8%, GPA 723 3% T V. MPO-ANCA [0 MPA 2% AAV
DREH % HD T 7z, PRI-ANCA BEABE M6 %
8D To NS, 25 GPA DZWITH ¥ . PR3-ANCA [5
PED MPA, CSS XD BNZRD o T, ZIITECK
NODHREICIDIRESEHLITALNICERD
FATH Y £ Z O RemIT-JAV D H I
FCHRISNTEY, OBRED AV DR EE %
b5 6) 1) 8),

BRI T, BUEMD 83% & KL EHEETH
DTz, BEEGED AV BRI OZLE & 72 > TV A EIR
DR IN D, —FH . BIEEE DR WEID 17%
HoNDHTEBEBETANETHD, BEMRUSNT
3. EHER, WIEE, MREERSEHEETH

77,

& PulsetOCS+HIS
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RNEGE TIIMER 2 B RPON AN HEMBE L Z 2 bh
TWAH2, MR, BARR EOBRREEZ4E
H OO, EITHEDOBREERESE Z DR UWERA
13 IR b, 2B ERITET N
TELT, BRERURBROGHCERER E
DTEEZEFEEIIIRATE 20D, BREICE
T AFT R EE RO T BRITIZ AAV O FEE
HEEETHIVNERD D L Bbh b,

BIEAGHEI Tl FEE DA EL~ BVAS 2N &E
ThHolz, TIIEBVAS OFHMEEE & LT, BiE
BERERENTVAZDYROBRLNL D,
L2 L MPA D EZFEED —->TH 2 Mg Lo
AEOHEEE 2D & BIES O TIZIEEHHEIC
HARTHBICEETHY, L aHminEk
DIEEMEREWEAIR S 5 LIEIRTE 5, BIE
AP TMPO-ANCA D Nl A A RICHEETH - 72
B, K0 eEMEOmERIFENES BRI
BROEHERLTVEREREEZLND,

MR iEfE CIEfAa MM Z 21% 2587225 B
PERTZ / BARMERE % & 0F 3 2 61723 41% & mRIZFR
DHENDZERALNE IR o7, FRFEED 80%
IIRIEMREE TH Y . —EB CSS EFINE £
BITH X MPO-AAV Tl BB B SR IS SRAE AR
EOEHRALNDZ ELHALNE RS,

THICE U CIEBIEI S ORI Cid, BIESBF
Bl EGTEPRIGFTHoT, BEAD
B D TIXRPON % & 0F L 72l CIIAFFIZ FE AR
R TH 572, MPO-AAV DIEFEDIERT & L TEAES
BETHDH I &, £72 RPON OIREE M &
HHZLENTFHROWBICHELEZ O,

ERBIFHOLETIX, TF, EHTHROK
BIZHA SN TH o7, T E RPONJEFNIZEI LT
T L CHD L, AMTHROBEL, &V biIT
MY CTERE Lo, LrL, BFE (FE
WAR) THD L THUBREEIZ Lol

BRI COIRBIEDOZRTIZ, T8, THIC
HLUTHIHTIIRAORT 0 A FROL THES

NIEGIOEIG ML, SEImAIZEEo A0
EE B L, FERICE L TR, ERIEAS
DI THI, THNC AR XRYE D E &
D 29%7 B 20%~FZ bV TUE, T, RPGN
DREEHICESE, mnECBHEEEOEITL
TeIEBNZ B W CTHREMBIRIEDRENRIZ b
TofE SR, BRYWESE DM e M TR OWEICD
B ofe b Bbhd, —FH T, SEMHIRERE
OFNL. BhEROMBENIIAR o L 2> TV
DAREMENE X b,

E. f5

AAV "TiI MPO-ANCA BEME MPA SR ZH % b, £
DEMTHRIZZFLIEEL TV, ERERIT,
EREESOE K, BHR R CLETL D bRV ILE
Cr fETIRENBBEEI N TNA Z ERE X bz,
UL, EREBITEAE, [BRABRFOMIE Y
TFoMERERARE LTEL, LV EHOXER -
WWERBEVPEE LB b, £, ARESCE
BREREZ ICB VT HERITIT 2 5 % MmDER
EORERLELEEZ b,
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BAEFBR MRS (AERARHENEHE | BEORAIRKR AU
TRk 2 3K SEMEREE

T AP RF T UBRIZ K D ANCA B RIGEIEDRR

K4 TR e
MEnHEE TR E— ERKREEZFEWERE B
MR IE JIE AN ERREEZTMERRE 3
MW AE AR B ERRFERFREFRIER  BhER
MEBNE @k MF TERFERFREZDERE i

ANCA BIEMER ISR ETHEOLBREET L E L TEERACAELRRATH D, &
BEILZWEREBTHIN, BRTEHRAT oS KRV I r 7+ A7 7 I R EORBEMHIZEK
ERWIIREMEERN 70 Fa— Lo TV Z LD, RYESLHEBOM, LIER
REROHELZ EZEITHELEL. LV ZERBFREORESRD LN TN D,

TA 2P R X (BPA) TAMOEZERMS TH O, LMEA X MRIETIIC
FHTHHZ LT E<MBENTWD, Bx it EPA BSLMERDOAR BT B CAEREDRE
fE & B3 5 FIREMEIC DWW THREE A el T & 72, ANCA MER D BRREMET L TH D
spontaneous crescentic glomerulonephritis forming mice/Kinjoh (SCG/Kj)\Z L& K FEIERTH> &
EPA Z RHIRO®E Lo & T A SEETTHEERR I SN EmTEIERICHE S NI,
& 51T EPA #% 51X MPO-ANCA EEAZ B L2 Mfl L. B EmZEflEsREREe Lz, Z
O DI RIL EPA BER LV BEZ OGN TEHREEROARR BT, SLEHIEE
F%EZREL TANCA MEROEMEAB L UMRICERTHL Z E2RET 5, REEIT,
FEARIZR W TRREBR L C & 7= ANCA & RIZH T D EPA EAH] (BEIA 7 3 6) ZIEFHRR
L. 5% 0O EBE 2 BRERBRA~D R #E220 &7 5, EPA OFFRRIEIL. UREMRITMZ .
PENAREE L, Puiie/e EZmEORMIMEEEZ b7 b3 720 T, ZoREHEERITE
FEEAR OB E TT 0 BMHESDIREE T D RERH D,

A. BFEEEE

LT TP BRI L B (ANCA) B i 8 ¢ 13
BEETHEOZBHREEL KT TEARARD
HORERETHD, mEmbicffuvome
RERZIILD LT 2EMEZH T DEFD
BEML TS, FICECRE L TR TO
R, 70 IRETR OmlinE 2% < B OHE
& L THHERD myeloperoxidase (MPO)Z 5t

45 HEHAE MPO-ANCA 2 X588
MENLHEMERDOEENE N L THY,
EHMHRBLE L TOEMTRIT1IFEZOLE
FHEK 10%E RETH D (EHRMEMLERIC
B9 2 FAEMRID ., TN HELT AT 1
A RROGEIHE L Pl & LBk Tom
BRIEET o ba— L RbRETHERAS
TV BFER, ERE BT D REmblic



L B RRYERCR R 2 E ORIEAIC X Y ey
HIREEIRE L DHE b E KD ZeRIER
EOBRRBENRRD LN TND, b, I
DHETIH, BHY v~FoeHHEoY T
< h =T ADH72 5T ANCA MLERIZEBWN
T, BRI (L IERBICRET 55
BREEICE N ERHALNERY | JRE
DER L L TIERDOIFEEEDOHIE 21T T
ERLLEREDOFIHCS BERMITHZ
LIZED ., £FNTHLAEEFEDOE (QOL)

DYEE LT EEZOND,

EPA i Ko ~FH =@ (DHA) &3k
RAMOEERHESTHY . TEORFELR
IREBRIZB W COBEZECMEZE 2 E Dl
MmAEA N b OMBIRRR ERHE snk
(Yokoyama M et al. Lancet 2007)23, B T8
BB X ORIEMME R332 80 R1%
FHTHL DT EN TR, 22T, Fx
1% EPA % FIV CTRIEME IR D FIE & 1
Hl B HEERERT AL L Lz, EPA @
TER#EIZOWTIX, 77F FUBLBE
THZ TR aY ) A FOEELLE
ERZEWHIT S Z & & &N TELD, KiT
(2720 S EMFEE OF H 51 & D EPA &R
BRIR & U CRIERPTCEMR L2 fFHhEk & f
ENEAIRAEREICHEEER LEERICRE
AR A A ERIC & 0 FIREME O R B A
ERT 5 VI MENR I (Arita M et
al. J Exp Med 2005), EPA (ZX %, ANCA I
EROFHIGFIEITIRIEER I %
FIEHIEIAREE L, fLiAe OTIEEE b 72
ST AR H D, T DIREIEDEER~D
BADEDIZ, EOERA D =X L%/HH
L L0 noRERIBEIEORR % Big
T & & HICERRIE AR e ERIET
B ENAHEOBEMTS B,
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