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2007 4 & 2009 7> 5 FAlh S 4172 Japan Renal Biopsy
Registry (J-RBR) &, Japan Kidney Disease Registry (J-KDR)
NDOEFRIZNEFNCHER, 2013 FITIZRBEH LD 2 F A%
HMZTw5, ZOHIEBREL YA MY -GS
2012 4EA0 5 2013 AEI2 DT THIR TG S ™Y, AR
BT 2 B REIEERIR O FREB DR 2 I A TE %, 2013 4§
IZFEFER I 17272009~2010 4E D J-RBR/J-KDR D Commit-
tee report 12 B 1 % BRI |5 0 2 TEEIKZHIRTIZ, 18
MBS SRR, =7 0 —YIEMERE, SOEOESTIEE SRR
b s L, 2009 4F 84.5 %, 2010 4F- 85.3 % £ 85 %%
T %, 2007~2008 28 76.9~79.1 % ThHh 5 Z L %%
Z %, MRS HIMERICd 2 AR D b %, I
LTh, BR - 27 u—IEREHIOE DB ICE T
BB OREIRETH 5 2 L IFFE LD,

AfETiE, BR - 270 —YIEREREOILEE - KL D
Bh06, FCIO 1 FICH L BMA D% D> 7 ANCA
BN 2% & IgA BHED 2 BERICHE S %24 T, 2012~
2013 IS E S 7w 2 OIS L 72\,

Y147 IR ABRIEE 6 (ANCA) BIEEI & A TR O

P4 v 2R I B BT A (anti-neutrophil cytoplasmic  anti-
body : ANCA) 23 REIZTHE { 2h b 5 ANCA B IME &
(ANCA-associated vasculitis : AAV) (X, AFETHIMDE L
WIMERD—>TH %Y, FRINAH O HEDE R
PERTH D, HEAMEINE RICEE Y 2 a7 LD TR S

METR AR AR A e PR A F TR IR ot

PR E oo T B, F 7, TRA I By HhiG o o I 3

HEATIEE RE 1B 2 SENIEEEL T, AAV 32 D%
JRIRE R & 72 5 T ROdGES TR ERIR T 2 (RPGN) 173, 4 X4
P (IgA BUE, 7 u—YIERE, £FM#IE%, RPGN)
D=2 LTIMEIN TV %, KD AAV T, Tz
VA ¥ —+ (MPO) -ANCA Btk o BRI 2 Fe P i 4
a5 77—+ 3
(PR3-) ANCA F1E D Wegener AIZFIENEHE D 3 £501 1
2D TV D0 TH 3,

Bib 3 2 X 91, JEE, 2D AAV IZE W TIIE R REK
RER LR S 15 B DI 23T —75C, 2011 I
AAV DBEBAFROE R % & /72, E RO L i
RKINT, ZOEHMEOERSIL, 2013 £ 1 HIZ 20 .5
h & 7 %% L > Chapel Hill Consensus Conference (CHCC)
2012 PP BRI N (R)Y, 1994 FlcnEI
CHCC1994 TIZ7, JFFPEMAT 4 10 HE % BEINE S 4 2
I XD RImAE, S, NIE O 3 DI e,
ZOfffEZI PO DT XD 5, TChapel Hill 74, & LT
SHETHRMIASHOSNTER, Lo, 204D L
BB L, WA - EROWIZEANEARE R SRR S N 5 X
%D, 4 CHCC2012 & L THHIeERINIRICSE
Lot

CHCC2012 TOHEDF7% KA >~ M, CHCC1994 D
KA 48 (large-vessel vasculitis : LVV), 1 &L 45 2
(medium-vessel vasculitis : MVV), /NI %8 (small-vessel

vasculitis : SVV) D 3 DD 7 53 Y —IZ, variable vessel vas-

4% (microscopic polyangiitis : MPA) 73,

culitis -+ VVV, single-organ vasculitis - SOV, vasculitis asso-
ciated with systemic disease, vasculitis associated with prob-
able etiology D 4 DDA T IV —PF/ZIBMI N7 5T
b5, ZHUTED, CHCC1994 D 2 5L L 26 BH G
FNBT LTk,
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Large-vessel vasculitis (LVV)
Takayasu arteritis (TAK)
Giant cell arteritis (GCA)

Medium-vessel vasculitis (MVV)
Polyarteritis nodosa (PAN)
Kawasaki disease (KD)

Small-vessel vasculitis (SVV)
Anti-neutrophil cytoplasmic antibody (ANCA) associ-
ated vasculitis (AAV)
Microscopic polyangiitis (MPA)
Granulomatosis with polyangiitis (Wegener’s) (GPA)
Eosinophilic granulomatosis with polyangiitis (Churg-
Strauss) (EGPA)
Immune complex SVV
Anti-glomerular basement membrane (anti-GBM) dis-
ease
Cryoglobulinemic vasculitis (CV)
IgA vasculitis (Henoch-Schénlein) (IgAV)
Hypocomplementemic urticarial vasculitis (HUV)
(anti-C1q vasculitis)

Variable vessel vasculitis (VVV)
Behget’s disease (BD)
Cogan’s syndrome (CS)

Single-organ vasculitis (SOV)
Cutaneous leukocytoclastic angiitis
Cutaneous arteritis
Primary central nervous system vasculitis isolated aortitis
Others

Vasculitis associated with systemic disease
Lupus vasculitis
Rheumatoid vasculitis
Sarcoid vasculitis
Others

Vasculitis associated with probable etiology
Hepatitis C virus associated cryoglobulinemic vasculitis
Hepatitis B virus associated vasculitis
Syphilis associated aortitis
Drug associated immune complex vasculitis
Drug associated ANCA associated vasculitis
Cancer associated vasculitis
Others
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LVV, MVV IZIZZEHEIZ RV DD, SVV IFE 5122 D
DY 7AHT IV —gFIND I LihoT, AIdD
AAV & FPEE SRR 78 (immune complexes SVV) I
SiFeniz(FE, R, 512, MPA OIEFRAT XA 0A,
Wegener PIZEENEIZ granulomatous with polyangiitis : GPA,
Churg-Strauss 1iE 2% #f (X, eosinophilic granulomatosis with
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polyangiitis : EGPA & A& I 41, 3 PR DHT L L AFRDBEHR
|3 MPA/GPA/EGPA & RKEDTXTIPA L > Thn D
I hol, —J, FIEEEEHERINE % TlE Henoch-
Schonlein 28B4 IgA vasculitis : IgAV 12, AREMEZ Y A
7'u 7 VIAEDS cryoglobulinemic vasculitis : CV (12285
S 17z, Henoch-Schonlein $65E 1%, FISHIIMAE 2 555 L,
M R D IgA BERLSIZVE DI BAIRHICH 2 2 &b
5, ZOUFRNDOEEDNEY & DOHIWT & ko7, F72, anti-
glomerular basement membrane (anti-GBM) disease & hypo-
complementemic urticarial vasculitis (HUV) (anti-Clq vasculi-
tis) D 2 PEAHT 71BN S 172, anti-GBM disease |3
Goodpasture’s syndrome & [ #55C, B SRR i el B i
ORI PRI A AFUADR G T2 2 itk > Tk
U 2 gk I 22T 2 & v ) B S e,
HUV &, SREREERPBIER, PAEIENREL E2 2T 5
I 58 T db> 2 A3, WREEFARYITHL Clq FUADRFEINIC
B %5 2 £ D25, anti-Clq vasculitis & 9 BIFR S FliK S
iz,

LA, TIETH o7 eponym (ANHDIDUTF & 7P
) TC Takayasu arthritis %> Kawasaki disease @ H A A D44
2 L IR BT O AT NZ 220> > 72 b5, Wegener, Churg-
Strauss, Goodpasture, Henoch-Schénlein @ enonym (& FRZ
Hoaver4 2o n, LiloWame ao7k, Fic
Friedrich Wegener (2B L Tl&, & X F Rk F 58 B
THholcbw)RELD, KEY v~ F¥E, KERES
2, WIH Y D = FER DR EEE THML I E - 7o
w55,

CHCC2012 77 8i%, BLAF DI REE DA & E R D
Sz HWELTED, HIKTH 2 ZHHEE L 135k >T

W3, LaL, ZOFEIREKRRNE - Rz £ oflm b
FEBINTOVE70, ZONEICHD MFEBO R

S OB, M SAERERE S X OSRBRIEE R DNiEHE % 2
B3R, WEICOR T2 ATHERELEAS,

AAV DYEREZ BET 2 5 2 C, A2 60t 5 2k
FHETH 205 4 TH ANCA DEAERTE L U2 il
RUEZRAT 5 2 L23, ZOREWHETDH S, 2D 14
TZNUCHT 2 HELWMED VDB SN,

WTAE, AAV FIE - ERICE T 5, FhER#ESE Z v
7" & neutrophil extracellular traps (NETs) FIZ D95 1% #2312
HEMTwa, NETs 1&, 7@ MlEERZEICk>T
AL S N7 AP ER DS B 2 0 - AT 5 K 9 I
ROKS Ty FTHY, AFhBREKE DNA 2P & L7
BAHEPE~ B ) v 7 ADT Y B 5 7 TH '101?, NETs
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Immune complex small vessel vasculitis
Cryoglobulinemic vasculitis
IgA vasculitis (Henoch-Schénlein)
Hypocomplementemic urticarial vasculitis

(Anti-C1q vasculitis)
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Medium vessel vasculitis
Polyarteritis nodosa

Kawasaki disease
A
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Anti-GBM disease
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Large vessel vasculitis
Takayasu arteritis
Giant cell arteritis

Y

ANCA-associated small vessel vasculitis

Microscopic polyangiitis

Granulomatosis with polyangiitis
(Wegeners)

Eosinophilic granulomatosis with polyangiitis
(Churg-Strauss)
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121X histone 72 EDOEEAMUMNZ, T ARAY—X, AT T
VG, IIuLT XY —¥(MPO) % aUHEEN 2 A
THMEROTEN TS, R, FhEkfifasto 7
Rb=v 29227 u—y R L FHOMEIED 1 EREZ T
2 EDHSNT WY, GFRERIE, %% 2D
WRET NETs 2 L, HARBIZIZE VTS 20 %
RrlTwstEI5n3",

2@ NETs B, B X 0% OfERfc i3 drh kot $ 2
HPERERSEE & S50, TNE- a 19 ufifk!o 7
ETT 74 v 72T ahERIZ, ANCA 12 X - Tiftk
AR % U LIRRETERC B G-§ % 2 L 03Dl 6 A 6
T\ %, Kessenbrock 5%, ZDEICEHEHL T AAV BT
% NETs Il &2 Wt L 721, 613, & MrdhBRig s
¢ TCH ANCAICX > T NETs 2%ET 52 %, 2D
NETs {213 MPO % PR3 23774i L T\ % C & ZHER L 72,
S I B AR LR b, AR BREIEEAL IS NETs 23R
IZRTET 5 2 & &, NETs JBRos5 G E) I & AHBI 3 % 2
ERFAHLTWS, AAV TIRABITIEREZRD 2 2 L2,
NETs ORISR DSEL ol B2 2 e B2 5 &, By
X % NETs JUH & ANCA 12 X % NETs JUH D £ 5 & DV
BWTH D0, H5\IF NETs I MPO WE&I N5 C
EHRFEZDLE, ZHZH ANCA TP NETs 230020 % D
TRV E W) BEIPE S, Z DRIT, Sangaletti 5 DR

(@t 6, 8 &D35IH)

PR f% 5 1%, NETs HMFhER oM i o
PUEFER % BHRMIIE (DC) 12TV, 2 )8 ANCA FEZE &
Vo ERRIEOTEICHEE 2B Z 2 LT 2 R )
OTEBRINR L7, ZOHFHERE T D DC ~DHisfén
P Z DD pathogenic ANCA FEA X, 7H =2 AP %R7
0 —3 2 Tld 7% { NETs k% {9 fllia 5t (NETosis) D b5
IZISRDSIH & 2212 i\ D8, 2 4Uid DNAse ZLERCIREY L 72,
DI EH 6, NETs DFPENETEIEL DNA 2334k & 7% - THE
R E % NETs 5 & BB L < 2 WREEDS H 3,
DU 6, 78 b= A L iFhER o bFh BRI B )5
I%, non-pathogenic ANCA DEEAEDNFFEI NS T LIS
NTW» 322 HEEURICE T 5 NETs G hilf — &
F—=7® DC ~NDRRIHEL b o T3 EERH
%, TOILIF, ANCA IZIR5$'H Mtk E2kIc
Lo THERAREEZ 5N D, BHPM S DK TR
ARERRBHNINE % & &2 8 D14 T T S 1172 NETs
Tl, ANCA EAEDFHEEIN, HEAEI N ANCA E 5
IR BR 2 TR (L S ¥ 3, X 51T NETs TR & i - HErr
S, MEROFEINEL T2 AMREEIRR I N5,

CD X 9T, ANCA DIME R D % W IERBRIKE Rz 1682
MIZERLTWwA 2 EiE, SEIEHRERCLVDPASHLT
H o773, TII ¥ ANCA OFUMIIAE B IGENME: & FHEY L
OO, IEFEADEPICH ANCA BHEHIDH 2 2 &, W
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IZ ANCA BEVEME RS2 2 2 DDy, &\ K [HIRINEE
MIBKRBRDOF ETHo7, TH) Vo BERDS, MPO-
ANCA YfED ¥+ — 70 6 OFAERE O fRIT 3 frb 1,
FEE D SOBEBOLSIRHE & BRI B 2 2 E M E SN T
WP 2 DFMINE A 5 72, 2013 4E Roth 5 13,
CHUCBI L CHBEARE R LY, #51%, MALDI-TOF/
TOE-MS ZH W T E =72y Er 7 2frv, ®EEMED
b % MPO-ANCA DG E F — 7 MPO447-459 %Ki
L7, EWHETIZZOZE b=7Ic 7 2k ikElET
Hotz, L L, MPO-ANCA [EE: ANCA Il RIEFITH,
COXE b=71KT PRI, PR & AHBY
L7, 29 o ik, IEhicera 772230
DIREL 727 7 7 A FHTEEL, MPO & MPO-ANCA D
% BT % 729 BLISA LRtk & 72 - T 2 AR Y
Z 6N, & FD MPO447-459 % &8 MPO442-460 % <
TR HIET B L MR ZME ) BRBERSI NI, 2 ) v o
kD, BRECOLIPOIREDLYE b —7DAHET
% Z &, Wil MPO-ANCA D% 0> Tl = ¥ b — 7% 2k
LT HURICIFERERZ L wiiglEdrd h, T
DOHE THER Z 7z MPO-ANCA IZIZ% M H D, Zh
73 15D MPO-ANCA HiffAfi & $& B dE) 1 o Tefiff 2 4 AT
W HREMEDYE 2 b te, ORI SIIL 7 Kitching 5
D7 N— 7%, FEFHIZ immunodominant MPO CD4% T
cell ®LE b — 7 (MPO409-423) b [l 5 L T \» 22,
MPO409-423 K[ D4t 7 m—> % THlfdd B Mg b
AL 72\ Ragl KO w7 A AT 2 &, HURBIEME &
% BREHMETEL ZERFEAL ., JiUE, FFEM
MPO % @ik 3% CD4™ T cell 1%, /M _EIZ MPO 23F1E
T UL Z DJEITT, delayed type hypersensitivity (DTH) £ D
AR R 2 H R TEL L 2EKL T3, Ih
1%, AAV 2* pauci-immune & 7% 2 RERET O — D % FiAT
EpHrT lickh, HELRKILTH 2,

IgA BIEEDRRDHES

IgA BHEDBE FH %2 FHIT 272012, TN T4 L Dl
RIGEL AN 72 i 3T b U T & 72, 2009 4E IS 1% Oxford 43
K3, 2011 AR ISR AR EEAER RO &
TR S IS B 2 SEMTRIE IgA BREA Bl asthly &
720, AR 75 BEORE B I BRR I BEORE BE & Ik L ZENTE A
VARAY ZEIL L iz e PR E, SABICET 2R
WEtaEE 2 1 L 7 TgA BHESHRIGE—55 3 I— 2 23l &
N, $BEFIIBAEZ DGR validation 2% T TiEA TE
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D, FRICKY A7 BHCB T 2 IBRO0ME 2 1%, TRA S E)
BEAVEE B RS ET R R BT 2 P A
Wi 20, BB J-KDR O k%8 & L CEEMET
bt Tw 3 NgA BAERTE 3 4 — % Japan IgA
nephropathy cohort study : J-IGACS j TENTNMED & 4T\
%, —J7 Oxford Z7FEICBI L T, W& 5 ERHAKED
IFESIFRANMICEB O THRAEDHEA, —~BRIEL 12/E&D3H 5,
ZIRETL S DWMED L IN TR,

Oxford Z7HETIX, A4 v ¥ AMIKEHS (M), rfith%
RV (S), JRANE 220 - R oML (T) @ 3 228,
KEPHEBHL T3 ESINBHK AT A =% —(RE
Fift, eGFR, THIMILEZ &) O PHRBUERT & I3 L 7%
FHRPUATTH 5 2 LR EINLT, 13 D Oxford 3Eik
Bz Lo TRHT L 2 BoE ofii iz, T 2510 Bk, S
EMEFZNEN 4R TTPHRTPUMET L Lok
MR &SN & LT\ %, Katafuchi 5 DRHTIZY, s X
b e L AEMEWZE (Bx) 0WH B R KBEA 2~ FH T
MWHT-ELTHBoTWE, ZHu, Oxford 775D exclu-
sion criteria 23FREE [ 0.5 g/day Aifi2>> eGFR 30 mL/min/
L73m* Al L LCE D, BHER & B E e # bRt
LTw3Ze®, | FU Lozt L Tws 2
LR EDS, LEHRMRSREHELO BEED AT E %
Do AHEMEDSRI S LT B, 2014 4E D Oxford ALK
STORAL v Mk sAEE L EZ 55, Wi, Gutierréz
5ARAL VDY N—T1FY, BHREIEH, BUNIIRD &,
H 5 IR 0.5 g/day Al OIFRE TgA BFRE R %2 XT5R
12, K 9 FEOBIZEHI T Oxford S DIGE% 1T - 72,
25 DEREBHERETIZH 38 %D BE DR E MR (L =
YT vy ATy IHEEOMNIE 23 %GB E R \v) &
AU 7, K15 %D EHEPHET L7 (EA 0.5 g/day P
) TOEHEREIC Oxford 7 Z B L7z & 2 5,
95 %D EF I TINAZRO T, EWNREIEHRZ L 8.5 %,
S % 15.6 BIZDHFRD, S DAL L 7= PRI T-T
Holt EMELTWE, DI LIE, BIEMD IgA BHEE
FErE ADEEOH bbb BEABRESE A
%, Tanaka 5%, 698 BIOHAAN2F—F ZfE#HTL, eGFR
EHEARE GUERIEHR E Oxford 7HD S, M, T ZMA
7z MPrediction rule) Z fEI% L, # O M2 @& LT 2%,
CHBSHT b, RBRAEEST 0 R ERIAESY, IR
139 7% £ O P BTN BT 2 MLk T b v o
DIRRINTV S,

Moldoveanu & 7% HAA L 7 F ¥ % H W L5 6l 65 5 5
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IgAl Z @R 2 L ITHEO L TLUE, BESURH 1gAl
DIFEHIZ D20 2 AR 2HICER L T\ 5, BifE, K
SLE TgAl (1% hit) & Z OBESHRE 1gA %2 385k 2 WERIME
? anti-glycan IgG/IgA H O HifA (2™ hit) 12 X 2 B
IgAl % & T PR A MIEE (37 hit) 2 1gA BHEDMEFTIZH
bbb ETEYLFEY MEEDBEZ SN TV EY, il
127D, T OREHEN IgA B X 02 ONEMETIED 1gA B
FEDOFRICEHET % & L7z 2 MOWME S 47z, Zhao 5
3%, 275 BlOHEAD IgA BOEBF ICBI L CTHif & 12
¥ 4 SERIRESHERE 1Al 2 UE - BIZE L 2, s RESH R
IgAl L_OL23, K, S, eGFR 7% & CTHIIEL T3
X OTRS BT EBRHE L 22 EME L T\ %, —J7, Ber-
thoux 513, 97 HID 7 5 v Z AD IgA B &2 NRIC
¥ 13.8 SEO BT T, ZWIRIILTG 1gG & 1gA ¥4 7
D anti-glycan AL X)L & T & QR 2 MG L 72, 2
I D 5 INFRIEEH LR D I L~V g, BB B HTE A AR
L Tz, Kaplan-Meier AL TDH, 1e6G ¥ 4 7DNE
PEVUADE ORETIIIETE B L BT 23%\» 2 & 23] 5
MIZTe o T, o, EPUMEEETIX, 54, 10 4D survival
rate D32 NZ I 76 %, 56 % &, RPLAAMHED 94 %, 80 %
WCHERTHL DITRW Z &R Sz, DF D, PHHEY
IgA & IR 1gG & 2\ 1d IgA H YUk & o fmEE A
iE, FHEMBIT 22 EAVRE N, ZhUR, R
5 S NI ARBRIR 1gG AR 23, MNP A RN T
THHREHEBELTED, IEFICHEIEE Y,

bbbk, PETPINE»D TlEi <, IgA BiEDY 7
VE A LDEBITEEETAIC SR 2 ENTERLLE
Wk U7z (e frh) o i L A REEHA T4 1 4EDL LRtm %
A 72 50 FEBI 2 R 5R & LT, TRIERIER O I B Y
IgA B X OBEAREZRITL, ZNofFe—A—D
fili L BB OIEEIM: & DS % fRIT L 72 BEWTRHT 12 TR,
EHROBEE L Zh o NN e —D— L IZERICHEIL T
Wiz, FEMHENT T, MROWFHEE NS, v —h—
DWW X CHBIL T8, EHRICB WL TIFHEEIL
e oto, ZiUE, \EARICIE IgA BHEDIHEIEICIED
DL, BLERAL EICX 2-EDE) BARMIREL T
VB ATEEEDYE 2 6T,

T 9o - BERE R [gA ISP L 22 N4 A —Ah — D
iz b, JRH epidermal growth factor®®, b 5z il fia*”,
mannose-binding lectin®
(AOPPs)*, FGF23", CD89-IgA AV AL X £ X4k
NAT2—n—&, MMEEESHEAKR, Tk oMk
ZoRTHREGDS, T IBEARML TS,

, advanced oxidation protein products

Matsuzaki 5°21%, HAEEELEEHBEWiz2 &
1,194 JfiFZ 12/ LT IgA BIEDIRHEICBE T2 7 7 — M
HEIT, 314 Jii% (31.4 %) 2 6 GRINIENF 5, A
DIGREEZ RN L7z, W7 ba—nig, A7aAF
2OV AR Z O3 WIS 3 MOV A &7 9 5k (e
) £ @2 A A Z LIS 3 MIkEfT 3 % ik (Pozzi Ji2k) O
FAZ 2 DKM S N3, BEFT 66.2 BDNEZICE VT
i+ 2704 RO 2 OO (R OV 2) HififT S
TV EDBHS IR o7, bDBEIZE W TR OV A
FERIZ W ECHHERIE L EZX 2 IF A ERLT0S, &
51T, AFIZB VT IgA BIEEZOBFBRMIHRICEWT
b, REOEREZRTHRELRIIML TL2Y, 20—)
T, IHE & KDIGO 74 R4 ¥ Tld, Wiis
X O OV AR B U CRER 2 BEDVR S 1, RCT
PHIMEPRICHES ZET VY ROARREEEHL TWw 3,
MRS A AR B IR ETIEEREFICEIT 5
FAEWVIFEIE TgA BRE DRI 2MT > 7% RCT IZ5B T LTE
D, Bifkr—30HTws, RN a Y&y 2RO
72T, REPFLND, —MRIC IgA BREDFEBR 3R T
HY, PHRARBEFTH->TH, 10~20 FEDFETHY
BARILRD DL\, 2D, RiiSVAEEGED X
F X ERBROMBEHE I BT, FEREERED X )12
KHIEAR LR Cr DM £% outcome 12 7AE L 72 3l 1%
ML BN EIFE AR\, IRDSBRFERBIF O N —F L
ZRECL TV DDA LB F A5, bivbiuk, NEE
B HA TR e IR TR R B 2 SR A
ZEHE 1 IgA BHED RIS 2 A L T IgA BREDEMR, ¥ - 1
BRCBES 2 7 v 7 — bl ZiT, Z0ave vy Azl
12 TTgA B O BEMRILHE ) 2 JRIE L 725559, Z o B ILHE 1%
BESIRNEDER YR — e —h—ICk % 2 L
N, 5B I NDKEES 1, & DY) R EREAEIC 7T
ATy TEINDEIEDEEFNG,
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