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DORIAEE R TH, BEHEIZEIT 5 AAV 0% < 12 MPO-ANCA 5D MPA TH Y |
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%, BARTOREZE (prevalence) iE, 100 A
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725 TW5B Y, E72, PR-3 BiED MPA DI

RITHM TE < (383%)  Fol > THRE (27%)
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DETIEINE T BRKE B TE 2 BERE
RIZET AT —F R RVRETH -T2, Frox i,
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AAVDNER TIEMPA 69, GPA 8], CSS 9
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(EfEHMFE3E Richard Watts) & HhESHEST L 7~
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Annual number of the patients with PSV

MalefFemale, JPN vs. UK: 42/44 vs. 24/26

No. of patients

B Male
25 JEN UK B Female
an o JPN UK
JPN UK _anas
20 g (1)
JPN UK
15 + U9 U

10 +

2005 2006 2007 2008 2008 Year

Annual Incidence of PSV during 2005-2009

Miyazaki,Japan Norfolk,UK
(n=86) (n=50)
css
GPA(W 09
G) ‘
Total  22.6(19.1-26.2) 21.8(12.6-30.9)

{ Amillion- year)

ANCA status of PSV during 2005-2009

Miyazaki, Japan (n=86)

Norfolk, UK {(n=50)

Negative Negative
PR3 9% 12%
7I;.
GPA (n=8) GPA (n=33)
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Organ involvements of AAV
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 15
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
D. B%

FxIT I TICEMEHZES LT, 2000-2004
FD 5 FHDO ANCA BIER ME % (PRY,
primary renal vasculitis) DFEAESEE Z B 5 0°MC
L. A OIEE Norfolk #[X & D LR ET %
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the keI 21T 72 o 72,
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7eo (FR2)

B REEIZOW IR TRRCK & D
EBRAFFE 2 AT\ RE OB E RISEW BV Z
CEHERLTND Y,

Comparison of ANCA-vasculitis with or without renal

involvement between Miyazaki, Japan and Norfolk, UK

@ Renal involvement {(+) (=) (+) £ @
20005 9 75%
20015 9
20025 9 ND 27 9
20035 16

@@ 20045 13
20055 12 80% 2 90%
20065F 17 4
20075 12 6 45 5
20085 16 3
20095 12 2
Population 759,000 445,000

@ renal units, @ theumatology units, & Otolaryngology Units
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BEEGBREMEE M S (AIEARMEETTEESE | BORAIERAITTR)
SHEMIFREER T RES

ANCA BEMERDOERERE y 707 ) VREICET D%
e HE

ANEE BSHRFEE-AR Bz

mEHAE FR OB SHRKREHE-AR B

mE T SHREE-AR  EAR
EJE ZfL AMKREBE AR HEHER
i FHRREE-RR EER
WE B ARREE AR R

WREE

B 3EMIZ ANCA BHEMER (AAV) OEFKEGE., BEL U ANCA BEEMEROO LD
Td 5 Churg-Strauss JEERE (CSS) x4 2KEy Z7m7 U (IVIG) FEIEIZ DOV THRE
1T o1, WIFEEIL, CSS IZHIT 5 MPO-ANCA BERE & BB CORKREOFEIC > X b
BRET L. MPO-ANCA BBME CSS 1X. BtEicE <. BIEDOEHHEENE . BEERIESN
b, BRELEETHLIFEZHLNIC Lz, 2HEIL, CSS OEMIFHICERE T 5 KA
REEICHT 5 IVIG BIEOF DN « ZEMEORE 21TV, IVIG #IEIL CSS OEMETE
R U e KA HREFIOE LT AT, ZEMOEWIBRIETH D Z La2RL, 34
FETX, ANCA BHE M & (AAV) 158 BIDEERIFTT & 1TV, AAV Tl @mEFAE D MPO-ANCA
BPE MPA N REZEAZ ED D Z &, FFEEMTREPEEL TVDZ LBHALNT LET,

A TFREH

ANCA BEMER (AAV) DOEERE, B
XY ANCA BIEMERDODEDTH D
Churg-Strauss JEf&#E (CSS) 26T 5 KRE y
a7l (IVIG) FEOEMME, 24tk
EZRRETT 5,

B. W5

X BEMRKEE—AER (BiE-V v~F
JBIER A TR L7~ ANCA BEERB %,
Fik

1) Churg-Strauss JE f& # (CSS) 1T B W\ T
MPO-ANCA 5t 14 il & f& 18 Bl 32 B
REBOFEICDE, HAMR IR L
7o
2) HEfFEHA Churg-Strauss JEGERE (CSS) @
K REZEICRTIRE Yy /0T v
(IVIG) BIEDOE M, BEMEOBE : &
FREFEIC R MHRIEE DO H D CSS 6 JEHI
(B 01, 2otk 6 5], SEH)4E M - 69.1 7% +5.15
w%) . MEEHEIHE 3 1 A~8 4 (FH3.6+3.28
F) 2L, BER y Fu 7Y~
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400mg/kg R E/H % 5 B F#E4T L MMT, VAS
R EERE L,

3) ANCA BHEME R 158 FlDOEBRKRE & F
BOHR - BT 1983 4 1 A D 2010 £
12 A DBICERRFE—NE (Blg- Vv
~ FRBIFEFRNEL) IS ABE L, FIEIEARE A
I EIT > 72 AAVISS B, FRIEED b ERKE
ZRENT L, FHICE L Tix. MPO-ANCA ®
PRERINEE (1998 ), RREITHEE R
(RPGN)DBIEFESHFIAT > (2002 4E) 2D 2
R 2 KO0 IC 3 Mica et Lie (1
H1: 1983 £~1998 45, I HI ; 1999 ~2002
£ IH . 2003 £~2010 £E), FET-HIIEIE
EALA 1| FELANDIE T, BATEABITIEE
B 1 SELLN OBATEA & LTz,

C. ER-ER
1) CSS 128175 MPO-ANCA BEERE L

FEMERE D ER IR B OFLE IS 1T 5 LERET
CSS IZ31F 5 ANCA BHHEZRIT 44% T, 241
MPO-ANCA T& 7=, ANCA B CSS i,
SEJERS 55.1+13.0 ik CTHEERIE ANCA 2
) (F¥J 5312148 7%) & =T < HHIT
IZB & 1:0.75 & ANCA RGO 1:3.5
IZEEBPEICZ < (p<0.05), BIE DA PHEE
% 57.1% L BEIZE o 72 (ANCA Fa:fpl
17%, p<0.01), =72, ANCA BEIEH] CidsuE
HEITHER S, FRH & Vo - EE R IME
RIFEBEEHEI IR HE LN, CSS TiX
ANCA BHEDOFEIZ b BT, WIHiTAE
Wt S RS I B CEME A E T
100% ThH o7z, L2 L, FRRIT 28% &
BB T, B2 ANCA BBHEFICIIFEREIT
50%1238 LU ANCA BHFI(11%) LV BE
IERTH - 12 (p<0.05),

MPO-ANCA £ CSS 1%, BHEiz£ <,

FEDEHHEE T, BEREMNSL
. BRELEETHIEPHALNE 2o
77,
2) ANCA BEMERXRDVOED>TH D
Churg-Strauss iEfERE (CSS) IZxXfT 2 K&y
su7 Y (IVIG) i BREER (VAS)
1% 83% (5 Bil/6 Bil) THEL., BEEMRED
BEIL 83% (5 fl/6 Bil) IZRE® bt &
EREE (MMT 22 7) 13 67% (4 /6
) CHE LT, 72 IVIG BREREHICAET
7-RWEAIZ, BEEAS 1 Bl A TG W)
W7o T2, FEER  IVIG BIEIE CSS D EfE
HTRERIE LR HREEICF LT
EHT, BeMEOBWEEETHD EED
iz, £72 MPA DORMHHRBEZICBNTD,
St IVIG 16 R T D LENRH D LA
LT,
3) ANCA BIEMER (AAV) 158 FIDEE
RIRET : 1) AAV TR0k HEIC%E < (B
F1:17) CEEEE 67T L B CTh o T,
2) AAV DOJFFERIT, BEMEENZ R LER
(MPAYY 80% (127 f3) L& b otz (%
F M R YEWIFIESE ; granulomatosis with
poluangiitis: GPA [Wegener BIZEEAE]) 11%:17
f5). Churg-Strauss FEERE (CSS) 8%:12 fil,
STEEREE 1%: 2 fl) ). 3) ANCA Y7 XA
7" TId MPO-ANCA EJREGMEBIAS 91% (143
) L R%EETH-o7- (PR3-ANCA HImEE
PEBI 8%:12 B, W& IHIHEER] 2%:3 ), F
7z PR3-ANCA BEMGMHG1IZ26] GPA Th
o 72, 4 ) MPO-ANCA B # M1 & %
(MPO-AAV) X 83% (119 i) IZBIEREE
., ZDWN RPGN i 66% (78 ) TH-
Too FHHIMIZ 21%, FVEMEMIARIL 41%IZF
Dbz, 6) MPO-AAV @ 1 FEAFERIT I
1 60% 11 # 82% . 111 #] 91% & FH E.(p<0.01)
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W EL CW7Z, 7) RPGN # 2 L 7=
MPO-AAV IZRWTH 1 FAGFROUES
iz (18 54%, TH] 69%, I 88%)
2. BITEARIL T H 64%. ITHI38%, I
HA40% LIRARE LTERTH -T2,
7) MPO-AAV O FLARE ATEERBHAARF O ML
& Cr EIT 2 IR TN S o 7223, T
Th 2.8mg/dl & FERBHEERTOERT
DIEERE TH o7 (181 6.2 mg/dl, 11 H
3.2 mg/dl, III#i 2.8 mg/dl), 8) MPO-AAV
DOBHTEARITETERICH D MY TH
W% EERE L TEETHoT, TH 64%
(n=25) , 1 # 38% (n=12) , A 40% (n=41) ,
fEam © AAV TIImEEFEIAE D MPO-ANCA 5
T MPA B REHMAE EHDHZ & EREMT
BBLELTND I ENHERINE, L1
L. MPO-AAV DIREBRMFEDMIE Y LT
FoMEIFERE L TEL, —BOTHK
T, 10 RO BRRE TR DRV,
HDHVEIBIEEE L TH RPGN %K THIIC
ERUIBEFHBTAZENEELEXD
iz,

D. ZR

CSS 12815 ANCA OBFEIZBIL T,
T UK —ER, FBEEZEERETD
JRREIZ, ANCA D EA SN TVIREEN
A LIEROEGZ KT FEEMESS MPA &
[FIRR DEEFEME I 2 A OF L= "I REME 22 &
NEZOND, FBREKMREIZZEEND
EPO(eosinophilperoxidase) /X MPO & [@ U
peroxidase family [ZJB L. W& DT I / BEAL
FNTIE 50-60% DFERMED & 5 FA RS
TWb, #-T, EPO IZX L CEEINT
Pt EPO HLiA2S, MPO IRt EA L,
MPA ¢ RIFROBF CILERZBEERL LT

WAHHBERE DB bND, LiL, MPA D
RIEFE (LY 653 M) 5B &
MPO-ANCA 5% CSS 1 Z3F#) 55.1 ik & <
(p<0.05), F 7= BRETHEBE R OBHEE BV
(MPA 73.8% vs. CSS 14.3%, p<0.001), Z O
RICERBICHEZRDL2ENL, AL
MPO-ANCA &1 T % MPO-ANCA B51% CSS
& MPA Tid, ANCA DOBEH# 4 5 RREIZE W
DHBHEb#ERIND,

F 72, CSS DRHMREEE TR 2 IVIG
BRI, MRS SN TV IRBIEEHIC
b DRMEREZZ TR ERETH
STHEMPILEHEE - KEEZEOLEL
W7z, CSS TR B IVIG FIED T
IR FITHRA I N TRV, BRI
D CSSITBNTHAHEMAT, BIEHDOHESE
EbPial, BEMOBWIREETHD &
B,

AAV DERRBOBENIE L Tk, B2 E
“Cli% MPO-ANCA Bt MPA 23 KZ40% 5,
TOEMTFRIZEFLILEZEL TSI LA
HRINT, TOERBERIL, EEHED
B, BEIZ R CURTL Y ARV ITE Cr
TIRENPBEBINTVWAZ ERNEZ BN,
LinL., E7EBEFTEAE, JRRFME O M
B LT FoUAfEIIERRE LTRSS, XV
BHIORER IGRBBENEELEZEZ DN,
Fo. BERESCERBEEET LBV TLE
T2 5 IVIG 72 K OBk DR
EPNLELEZ bR,

E. #&#

ANCA BIEMBERIL, ITETHUWEMER
WZH DB, BB TH Y fEkOLEmE
PRIE CIIRRIE R E ORWERA N K & 728
Th D, IVIG FIEIZ, AAV IZxF LEZCE
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BAGER O RE M E (AIERARHENEEE | BORAIFKRAITI)
DEMEFERTHRES

A aP_RF T UERIZ LD ANCA LB RIEEED B3

K4 A& el
MeotiE e F— ERARFEEFWERERE E
Mo AE )M A ERARZEEFEWERERE 3
MEHHE AEH R FERARKFERFRRFERER BhEdR
MEWH 18 sk ME TERZRFREFNRE 2%

HREE : JiiFHEHASETIR(ANCA) B M R I SEETIE D LR EE % 3k LAEMIC
FEMRRRSEERBTHY , R TIEEBLICHEVEREASEML T2, BRTIEAT
oA RROGEMHIZR, MERH L WoIBERF.OERoTNAD, BYYER EORIEH
LRFERBTOFERIC L EMRERE L2556 b2<. LV ZERIRRIEORENE
ENTVD, SHIC, ARBIZBWO TIIEAREE LD LILE R EICRE T 2 EENFAEIC
BWZERHALNERY | MEROEE T TIER LMERE O FEHIZ HIREOER
ELTHZMITSZ EICEY, BEFOLHFWTHRLAERDE (QOL) ZWHET 5 I L3H
BBEEXDLND,

TA AP F U@ (BPA) IFARBOEELRESTHY , LILEA X MBETHICE
HTHDHZ LTI MBENTND, Fx L EPA BNLMERDAR: LT HORERBORIE
Z AT D ATEEMEIC DUV THREE L7z, ANCA ME KO BARRER T T L~ U R ZME R
JERTA D BPA 2 REIBR OG5 L. RUEETEBRRESIS SNEGTHRNERICK
BEINDTEERHB LT, S HIZEPA ORARGIZII = o~ LAF o #—E (MPO) -ANCA
PEAEZ BRI L, B OABEREs R A RE LT, RIEQINFERIZI T 2IEERH O
BITOB TN b BEPA ZRIBEAE S LTT AE Y N K 0 EAPMEE S LD FIRIEEDIEE A
T AT —RNFEET DNy hoTE, EPA & T A Y VOGFRAEIEIZ, SIRES
Rz, iBRE L. PR Z I3 COZ O MEEL bz b mReErndb . £z
SERIEERIIEMEAROBRRE THT 5 EEN D, ANCAMERZIILD LTS
MAERIEFNZ LT EPA &7 A Y  OEELZEENEWVEME AR L UHERHRE
& L TRENL T B 72010 AT» TE - BB R ORI R R 2 HE T 5,

TEPIHE R EABLE, BOMEOEE~OEEES
SER 1. 80 Rk B L TRAT a A RROBEMHEIZEDORIIZ
BE RENIRIRZZIE (AS) DRBE 2=z EPA L 7 AV » OB HEE

ANCA BIEERIC L 2 20EEITIHERER(EE  (EPA1800mg/day, Aspirin 100mg/day)7> & B
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WLz, WD LIC AT oA RRoBE
FRZERAETICEREZEAT D Z LT
DL, 2 b 1 EITLMLE A2 b
L BRPHER SN EEREMNTH D,
FEB 2. 75 B

e 5% & REVCCRIE MM & R, &
HEITHE O BHREREE % 2 L72EFl, BUN
55.4 mg/dl, Cr 3.1 mg/dl, CRP 18.7 mg/dl,
MPO-ANCA 830EU, BAEMRIZ L 2RI
VXV AR AR IR & 1 5 2 B IR R R BR iR
B, LAED O RIEMERGR 23R 2 SR
RIZFIME % & Wi, mPSL LA (1g/day,
3 BI#) 2 IVIG s (Sg/day, 5 HFE) Z0f
ALER, RERKNIERRASE T
0 MAFRZHRIE % 5 8 EIfifT, CRP f&#izfk
#% . %0 PSL25 mg CiEfE L. £ 0 PSL
5mg+EPA2700mg+Aspirin200mg/day {Z & ¥
BMEEPMERFT5Z LIS LTV D, KIE
BIRBIEEE &I WAT U CHREME Y A
N4 v THD IL-1B, IL-6, IL-8, G-CSF,
GM-CSF, TNF-a, IL-12, M-CSF, MIP-1p7S 88
EIZEF L, A7 A RSV RBIZIETA
KB A OIFINRIT N E D072 DB,
MEARHIC L 0 IFIEN— R £ TEIMNICEKRE
Iz, Fie, MIERHIT X 0 RIEMFINE
TA MIATHD IL-10 BEM LT, B
FRIBIIRIENEY A NI A DL~V TIRIE
0&7ioTz,

TEG] 3. 79 mtE, Frfed D RE. RIERG
BEOEEBMTARE Y.,
WBC14000/ul,CRP15.8mg/dl, Cr0.88mg/dl,
MPO-ANCA 63EU, JR¥E ML (2+) \ JRE H 0.4g/
H XY ANCA BIEB R Z il BEKREY
BEAT Uiz, SRERIRICHIARMEA R, /NEM
RO EFEME M E KB ZFR O, PSL 30mg/
AARZBRE LT, ZDOHAT A RL

2L (mPSL 250mgx3 B, A% PSL 30 mg
WiR) ZHE1T LSRRI Lz,
PSL 5mg+EPA 1800mg+Aspirin 100mg THJ 3
FEHERER STV D,

A HIRE®

LA P ERGHE A B B MR (ANCA) B8 1. & 2% 1
REEITHEOZBHREEEZ KT TEREARD
HORERBETH D, mmLiofiv o mE
RERZIILD & T 2EHEELHE T DIEFN
ML TWa, FFICECKE L TR TO
R8I, 70 AR OEERE 0% < B OPUER
& L THFHEKD myeloperoxidase (MPO)Zxf
3% HEHUE MPO-ANCA 23 & 558
WMBERZLRMERDOEERENZ L TH,
EHWEBRE L TOEMTRIZ1IERDOE
FHEK 70% L RRTH D (EHEHmERIC
B4 2ENEED, THUCHELT AT 1
A RREEMHIFEL PO & LR Tom
BRIBES O Fa— A RDRETHERAE
NTWDHRER., ElE IT1T DBk
X B IRGECR R 2 & ORWEAIC X 0 By
HRERE L 2B L XD ZeRIpR
EORENRRDLNTNDE, XbHiT, IE
DWETIE, BEHY veFReHHT ) T
v N —F AD #7253 ANCA MERIZEBWN
T, BRI IERBICRERT O/
FEPREZICEOZ ERHALNE 2D, IRE
DEM L L TIEROIEEMEOHIEZ T T
E72 < DMEREDOTHICH BERIT 5 2
LIZEY, 2HTHEAEEDOE (QOL)
DHEEZLZOTEEZLND,

EPA i Ka¥~xF = f (DHA) &3
BMOEERRSTH Y, TEORKBIEEE
IRFEBRIZIRB W TR ZEC MR ZE R & Db
MmEA X s OMHEHRR ERRE SN
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(Yokoyama M et al. Lancet 2007)2%, H C4%
FRAAR L ORAEME L ERE IR T 2RI
T BN E TV, £ 2T Fx
I¥ EPA % IV TRIEME M E R E DFEAE 2 #1
2 HEEERTHZ L LTz, EPA O
TERAMEIZOWTIZ, 7% NUoBEHES
TEHZELTRRETAS YA ROEELLE
VERZMEIT B2 & & ENTERDN, KT
(2720 3 ERFSEE DA B HIZ LY EPA &Rl
BRI L U CHRIERFTICER L2 FPEk &
ERRAMRAERICHEEERN LZERICB D
2R ASKIC & 0 FIREEO KRB
T D &V MEN 72 Tz (Arita M et
al. J Exp Med 2005), EPAIZ X 5,

ANCA I R OFHRIBFIEITHRIEEMIC
Nz S HEIB AREE L, HLifnde o N
EELOTRREERS D, ZOIREED
FEER~DBEADZ O, TOERAA =X
LEFRIA L L VBB ADN OB EIRIRERIEDR
¥rBETIENARMROBENTH D,

B. WrFI5ik

ANCA MER/EHR O BRFIEETT LT
& % spontaneous crescentic glomerulonephritis
forming mice/Kinjoh (SCG/Kj < 7 A)Z L&
REFERT (7 HF) 225 EPA (5%IREE) %
BHREG LAFRZBE L, 2 bu—
N LTCARMREOEEE (k) B
La—vF A0 (5%IREE) HERT,
SCG/Kj ~U AZIEFEE (FBMmik) B
EPAGRIREDFED 2 FEIC T, 12 BFICK
W, BIRY oNERL B YV oNE 2
H L. FACS fE#TIC X 0 S iiha o it %
Tol, £z, 12 BHIZBIT 5 MiEF
MPO-ANCA Hif#fi 2 JIE L7z,

C. WFoEkER

1. EPA OE#E O 51 SCG/Kj w7 A
DEFEHEIIEE L, 23— F AL
FAEFHBREE ST hoTe, (K1)
2. BPA 1% SCG/Kj = 7 A®D MPO-ANCA
BEEZRIHI Lz, 2—F AT
EEBE 520 olz, ZOMEIZNRITEA
ETHV EPA O B CAZEFHIERZ <
XFETHHDTHD,

3. EPA % EBIZB W Tid Mg, By o3
i, Y L ENZB W T Foxpd BBk
T MM L, BHOsERBICEET S
B220 Btk T #EfEds L OV CD4/CD8 # 7 /v
IHT 47 THRESED Lz, (X2)
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D. B

ANCA MERIIHUIF FERHIRR E HLR A 47
BREFEEATA2Z EBNHRRAO—2EEZD
TRV, ANCA OHUAAMNIEERRII K
ELFT LS HBI LAV DD ANCA I 4%
DRERBRTHD L IND, £/ T Mg
DFHERITEME LS AR B D EIEE & b L,
ANCA % EAT % B CAaEHAFIC T M
EL B> TWDHEHEIRESINTND
(Marinaki S et. al 2006 Nephrol Dial
Transplant), F7-. ANCA &K BHE Tii,
I T RO O NORERH D Z &0
&N TV 5 (Marinaki S et. al 2005 Clin
Exp Immunol), AHAFFEIZ &V EPA & EI137E
NG SN TEERREERAORR D
3. BRAERIEERICE Y BT
% MPO-ANCA FEA % 4] LR & w4
DA R S Te, EDOFHMBRA T =X
LZONWTIE, ELRDIBFBUETHY
BIEED TS o 3 IR H KD IEE M 2
T4 =—FZ—OREH & MROBITO/RBR D
HlnbEZATHD,

E. f&%

AHFFEIZ L0, EPA 23 CAEflE/EmR I
SN ANCAILE R DEEIRIEHRIE L 72
DHBZEWRENT, SHROBEREAD
72DIZiE, ERAA =X L0 LV iE
BORESOITHEBT DI ENBELEZ
biLd,

F. RBREERER
ALY
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