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HSFNEEETRICERT 2REDHEUR
AR RG, B REEIE C: RMMIEM¥AE D 2EMEL
B OEIEREL, FoOSRMMEAE G BE

R4 HBPNEEESE

e | DI RCBRETS | s | apmE o | BERE
mrE | on cAIAR UL ek | oa
SRE/ BRI .
H-Grade | 0~24.9 % A A/C C
H-Grade |I 25~49.9 % A A/C C
H-Grade |lI 50~74.9 % A A/C C
H-Grade IV 75 %Ll E A A/C C
B (A) | MR (RBEE R D), SHEmEL A

BIERZE (C) « 2EMERE L, DR, REEEAE

Nz b ORREDLRREICN T 2HEE 25%, 50 %,
75 % TXY)Y, HEAREEE % H-Grade I (25 %A0),
H-Grade II (25 %24 | 50 %), H-Grade Il (50 %24 1= 75 %
i), H-Grade IV (75 %L 1) D 4 BBEICHEL, 512
YEFRZE (acute lesion @ A) DA% b DRER, AMNEZ L 184
JRZ (chronic lesion : C) & % HF- R DER, BHRHRZE D L%
FFOfEFICH LT, 2NN A, A/C, C LT B &
EL7(F4Y),

97

¥ 7z, MERCENEEESHETICONTEREADY 22
(Fy AH)PEREICEL 2o TED, I OMSRER T
SEIIEPHRERML T2 2 ARS8

mESRIOTETIE, BERZE & MERZEDNEMN T D
IR E LTINS, Fric, MIEMHELIZ 1gA BHEICHR
5%, BEEEEBICBL IR PR LERICHET 22 &
IECHISNTWS Z Eh 6, MBENELERE2HET 55
WCERBIREFRLEEZ NS, —F, SRIDK SIS
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RICBWLTE, Fy 727+ — N0 LAk, MER
ML 2 EitE R IR & & b & T E > AHBY (Spearman’s
rank correlation, R=0.741, p<<0.001) 2 R L 7z, L7223o°C,
FEDRER T I3 FIE ML 13 R BRIR I LICE 2 #1 2
TEHET 2 Z &ML B A oDl ®, SN, Ml
HAEEHE DO O ORBEZNIER L L TRERAI TV LR
v, HRENEEEOHEICH o TE, BEARFORIRE
B0 ETH B Z EHEE Lvds, REMEHEEL
PEENTORVLEAR, MERELOBEL2SE LT,
BIEEAHETLILLHHETH 5,

4) BT R ELBETIBERKERKN/IATA—FZAL

fe R EER 58

IgA BHED B T# 2 HE T 5 WFICIIRBAT RO A% 5
T, M=, T 3RER, BERROBEES L CEID
EREDERMBOERTH L I EREIN TS, —
77, TigA BHEZBIEH —H 2 B—1 Tk, PRAEEDED
BEREBL LT, K, MEZLV7F=ME L1752
Y2V TP IVABLCREAR(H) D 4 HHE SIS
NTw5EH, HLEFTLRERECLEE>TwS, L
L, BROBEE T, B0y~ 7Yy 7ORALSED,
HMBFFROATFERETFIT 2 2 EPEELZEAED S,
FHOFPENCR I DBKAEEE T EPSLELEZION
776

72T, BERBOERN ST X —F (IF7 V7 F =
X, BERECHIE L 72ER A, Jaffé HCHIE L @3 T
NCHEFRICRE L E2RA L) LETRGETEA)
ORISR, BRRIc P AT 4 v 7 BIRSHTICTRE L 72,
ZOMR, EREERER RS - RIAWEREA L, &2
V7 F v B & CHERREREEE (eGFR) XN E &
O - REIREITEA L BB RMEEL R L7258, RIMES
L VAR (2100 fE/HPF) i3 BT & HBEZ R E b
720

Z 2T, BRWEEEOBEET L LTHRERL «GFR
2EIRL, REE%Z 05g/HUE &I, eGFR % 60 mL/
min/1.73 m*BA b &R L, EHEA & OBLE % BRES
L, ZOFRE, JREH 0.5 g/ HEBDIEF T, eGFR
»% 60 mL/min/1.73 m?BA E D & 60 mL/min/1.73 m* K
O L OBTEFRICAERZEIRO NG o £,
eGFR OMBEIZ 25 67, IREH 05/ HH LDOFIL 05/
HEBOBICHL FHARTHD, SISIREAM 05/
HL ETi3 eGFR 2% 60 mL/min/1.73 m*K i D # 1% 60
mL/min/1.73 m* B E OB L BB FHEARTH -7,

DEofERES EIC, RS IOAT X5 REBRNEEES

98

IgA BHEDRIRS —58 3 lR—

® 5 RARNEEENR

EREREY REH eGFR
EEE (o/8) (mL/min/1.73 m?)
C-Grade | <0.5 —
C-Grade I 60=
—_— ] 0.5=
C-Grade |lI <60

& 6 HRFNEERCHRRNEERZNKLIEED
EHFBAVRY
by
BEE H-Grade
B EE H-Grade | H-Grade || Yy,
EEE
C-Grade | 1/72(1.4%) | 0/10(0%) | 1/5(20 %)
OR:1 OR:0 OR:17.8
C-Grade |l 7/64(11 %) | 6/41(156%) | 3/18(17 %)
race OR:87 | OR:122 | OR: 142
C-Grade Il 2/5(40 %) | 6/21(29 %) | 22/34(65 %)
OR:47.3 | OR:284 OR : 130

HE BN ERER/ BERK (%) OR: A vtk vs H-
Grade | /C-Grade |

BEER L7z, Thbb, REHD0.5g/HARHED C-Grade

I, REH 0.5¢/HB Ed>D eGFR 60 mL/min/1.73 m*LL
@ C-Gradell, REH 0.5g/HM E%>> eGFR 60 mL/min/
1.73 m*Kiili D C-Gradell® 3 FHI T 7, X510, BME
AU A7 (v ZH) EEROEEEE T I >N THEIC
Bk, BERNEFEESHELL TOZRSENITIN
71::17,18)0

5) BEFNS L UBERNEERICE I WCHEEN

AR DEFNE

IgA BIEDOBE T HE2HET 5 ) A T, HERLIEEE (H-
Grade) | B K 9 B RE FE (C-Grade) Z MR L 723 Z@HTEA Y A
7 DML EIT -7 (& 6)

SEDHE 3 A & SHERIEFRPRIC BT, C-Grade 1 42
> H-Grade | DBICE 1T 2 EMEABIZ 72 Fd 1 H
(14 %) DA TH 2T Z s, TUEREVAIFEL, Z
DMDBEEDBEREAY R 7 BEV A VBN T 54 v X
TERLTE, Ay WD 15 RO (HEY A7H), 15
Bk 50 RiOEE(E Y A Z78F), S0 L LoBEEEY X7
BOD 4 BT 2 Z L SHBETH D, KT IC IgA BUE
HBEOENEAD A7 0BIHLE L TRR L7, 2¥, H-
Grade Il 2> C-Grade | BRI ILENBITH 2, BY R



HEFTIERB R B Y 2 AR

xR 7 IgA BEBZEOEITEAY X DERIE

Fizh ey
i EEEI’\JEEE H-Grade | | H-Grade Il Hlfﬁs/e
BEE
C-Grade | 'Y R FEYRY BURY
C-Grade I hEYRY FEYRY BYRY
C-Grade Il mUZy | BYRY =YRY

B A7E  BEEICES ) AP R\WE DR

REY I8 BTEEICED Y RAINTEEH DI HDE?

BUZIE  BITEECEDYRIEVEDES

BURVE 5 ELUARERNEREELCEZYRAIDNEVD

@5%4

(zf2L, BB RVBICBITI S ENH B.)

BIBEZHEERARINSHAEET—F

A1) 72609 1 B1(1.4 %) DHHERE 18.6 ETERICBIT

E2) 115 Bl 13 61 (11.3 %) BN E#K % 3.7~19.3 (Fi5
11.5) £ TENTICHEAT

3¥3) 49 Bldh 12 $1(24.5 %) hi 4% 2.8~19.6 (FF15 8.9)
FTERICRBT

SE4) 34 Blleh 22 51 (64.7 %) M EREE 0.7~13.1 (F39 5.1)
FT, £/214 61(41.2 %) D 5 FLARICETICHT

IREIHT B A v M 0 TH B3, $ 40 e DRER] I BIEF
BEATaA PR, 70 DEFICL = « TPt TV
vV (RA) RIEEENZEIN TR LD 6, PEEY 2
J#EE LT, CoRILICAE) &, BRBTHIZEY A2
BE49 Hilh 12 1 (24.5 %) TH B DICH L, BEY ZA7HT
W 34 il 22 il (64.7 %) LRIRTHL I L, FAERES
FEDHNDOBERBATHNZEY A 7D 2 61 (4.1 %) o3t L
BYAZEETIZ 1401(412%) LERICERTH), BRY
A7 BOERE 5 EDNTOBIHEAY 27 O4 v XM
BEYRAIEED 5T HBEERCE»2Z L2 s, EEY
2 7 B BRI ) F4 TR S d Y,

SEERR LB EAY 27 OERLRZEFET 29 X
THELTWAEEELWLI L, ZO0FIEH ETHA
DEBEEZ TR L TOBTFHREKML TS LWV
BHThb, LEdoT, TITWIHIEY R 7EIZ, FEBN
BEZTORE THOPHRVRBVE V) BEROKY 2 7B
T, EEI, €Y 2 7B W THI/ME, RA
FIHER, BIEREAT oA FEEZREINEFOHE
X, ZNFEN 68, 48, 13%THYH, AT7uAf FEEEZED
L DB T TS, —F, FEYVRZE, ®HY
A7 BB IUHEEY AV BHOBRBNEZRET 5 L, fil
/M, RA RIHEEE LUVRIBRERA T, FE2&EE
ENTFEROE G, HHEIVRAIBETET, 78, 40%, =Y
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AJHET 69, 90, 47 %, ®EEY AZRETT9, 88, 65%L&,
YRA7DEL %512 E RA REEFEEB X URA 704 P
EOBEIE %> TR Y, BROKBRHIZ AL,
HHBRERERRELZZTEAISGEN Tk, T
DIEDS, BYRAIHBICEREY A7 HTIRIBEEIAR
T TH o mDICFHRARL o ZABREIXE VW EE X
5N,

IS 4 FHEICBIT S RA REHEREPATOA FFE
EORGHEDZEIZ O WTIE, BE, EAFERAAER
Bh<eEEa MR B s RIS T I B B 1 B 9 2 AT
Zitz i, HAEEESIHET 2 BRERAL O A
kY (J-KDR) ® “X#fZt L L T2EBETITbhTw 3
MgA BHE O BREAT R L PR OBEICET 2 5111 2 £
%3 [EBFZE (Japan IgA nephropathy cohort study : J-IGACS) |
WKLo THODPIZTREDLDEEZ TS,

AAEDIBRRIIHETL TV RAS, FEFNCED L 7B 1EHL
- AEERCMACBEREICX2MEDa Y Fur—ss
HETH 2 Z LIFMHAMIZIEL Tw 5, IgA BIREICH S
BATaA FEEICOWTIE, ZDR1EDY 1986 4 Kobaya-
shi 5Nk > THOTHMESINTURIEL T TE
72205 2504 FOREEPHREGRICOVWTIEavey
FABESNT VR, ATuA FARBEICRARH
LB, ZAFuA FAVABEDERTH B Lol
g n-—c 5 5 20,21.24,25)O

OHETIE, R RS & A T4 FoL2EHE
DB DS IgA BIED BRI HRTH > 72 Z & % Hotta 52
DR L TBE, Wi+ 27 a4 PV 2% D
RTTbNTV B, ZOHEMEIC O TIEFER?E S 1L
Twhkv, RESEHNEFE2ZEE L L » ) @GR
R RO ERCERBEORBFICRTE+ AT 24 FoOL R
EHEHEES AT O A POV A EMEEL D b ETH -
EEDBREDME®Y L H B D5, IgA BREICBIT B
o, H20IIRHE+ATOAL POV RABEIC OV TOER)
PEZBELT, RAICIEF A2 HTLERD 5, B,
R+ ATaA POV REDSA T A FoOL A B E
L CERICERNERICEATES2 L) AICBL
T, bHBETHMERLRE T v AMLHEGEBES T b T
29, F7, BN, BIBEREATRA FE, Huih
B3R, Vg z et h 7 7 AREY, i L IR
FE AT 04 FEOBFRBEDR, fish oil ()P 7% &b
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& 8 IgA BEDBRES

FEBEZNgA BIEDOENEAICKTBURIBRNLIICEDE, 1. BYURVE 2 FZEUIIE 3 SURTE, 4.

BYUZVEOWITNNCHET %, FNETNOEICE T SAEIEHZUTICEY,

EFEFEBRELIUOBREEEICOVWTIE, CKDZEHAA RBLUV CKD ZEHA RSA VESEICE CKD AT—JICREWVE
Y5, T5IC, RECRITIZIEYPEEICOVTIE, ITEFYRAICED W IghA BIEEDEMEX (R 9) 2SR ET 3, BE,
BBPICHOYRIBICBITIZ I LLHE I 2 RHICERNEENRETH 5,
[TRTDYRVEICHET B8\ EH]

A, £EEFBBORE  2E BIWEEOEE KEOEEETSE,

B. 2% - RARE  EHNLMEAES K OBEEOTMUNEY/ L 7F =V, eGFR £ &) =S MRAELERE, R
EMHER - B RPER - JLF7FVEEBEAR/VLTFFVE), ARETHNITERREICL 2 1 BRESHE
HMEBYPILFFZUIUTSYAOAEETS,

C. IXIF—EBNE  IXR/ILF—ENEE FH, M5 FESHEEMKL RN S 25~35 keal/kg {Z#AE/HEEHRT E
T3%, 4, BRIXLF—ORERE, AREZCLEZBRELALNSEEIRLE—BEB> TVWEHERENICT
MU OFBEMZ 22,

[U R 7R DiaEiE]
1, BURGE

A, E£FEE  BIOEFHREZTSLBE BV, EEFBEORELIEEYT R, DRIV HRED 3~6 HAIC1HE
3—634)0

B. BEEE  BREOESEINEEITY, BEEETHTIHBRRIAIE EEBIEET 5 (0.8~1.0g/kg EHEKE/
EI)36'37)0

C. ¥Y: REAE BIEOEHEYEMABARESE I, RIMEEVYEEFZEZAWSEY, BIBREAFOCR
BENLABEEEZED) FRREICREESMREEE T IBRICERT 35,

2, REYRIE
A, E£FRE  B40mE REH BHEQREEZESECHGNSEEHEERMT 2%, PREVHRES 1~3 HAIC
1[E&d %,
B. BREEE B, REQE MERIKURK, LARXEER(0.8~1.0g/kg BHEAE/R)OVvEEDHIRERR
6 g/BERH) &17 5%,

C. ¥YE% REHE BIMEOEEYCEMEBFIRESEIC, MIVVRE BEEVEBREXTOA REVULAE
EEED)EAWSTDEY L RIREICBMEEBMEREZ3R6, REAEH 0.59/HULET, eGFR A% 60 mL/min/
1.73m2YU EDFEIR, BIBREXTOA REE(NULAEEEZESD) DENZBENICERT 2 (X 9),

3. BYRVE

A, 4AERE  B4AOME REH, BMAELCEZESCHENASENBERLTIY, ZREIRANELT1HEKC1E
ET B, 1R - HEICITSTEEDIDETH DY,

B. BERE Bt REQE MECHU TAIE < EHIIR(0.6~0.8 g/kg IEH#AE/H)® v EIED IR (FEAIF 6 g/
B £2175%%, RBEICHLTAHY D AFIRETFS%%),

C. Y% Bl REHE BIEOFSCBHEMAMMEZSEIC, NIVVRE BEZRVLAIBREATOA REE
(LREEZEBV)ZBWNST2EY, BIC, RREICAMFEMRZEE3RH, eGFR A% 60 mL/min/1.73 m2 L D15
BiC, BIBREBATOA REEVULAEEEZRD)2ERT2(R9),

4. BEYRVEH

A EFERE BYIAIBICEUERTRERTS, HR - BECRBERIENNETH 2%,

B. BEEL  RIBFIR(6 o/ HFRM) P, fcAIE< B4R (0.6~0.8 g/kg EEIKE/H) & LB AH U Y LEIR%E
ﬁ_535,36)°

C. BEYRE BYRITHEICELZD, REICL> TRIBEBRLDBEEITS, EL, BMRENRBREREDEE
ZRIBEICE BBRERATOA NEEOBERICOVWTIIEEICERIRETHD(ER9),

E1) REOEERIE, EEEE[(BR m)2x22] (ko) IKEDH 3L SICiEET 3,

F2) BERIE, FYIATYIVUETBBRESE FUIATVIY I SEREREEERIRKE L, BEBENE
BMTELRVWE ECIFETRIRE S UTHREZ RNV Y ARHEOHBEEEE ZRT 3394,

E3) FERIBLTIE, BREMAEDERESEICTBIENEZLL, RE, bHIET BEEDO—DE LU TRIEL
it (RREREERE) LEIBRERTO4 R/ULABEDHBOBEYMRIC D LWTRHRE - ENM TN TWS,

AALN TV 3, ZREIER L7, WL E Ty ABFLN TR VE
G, EFEAY R 7 DEFILICEITHEHE N 4 BOEENE, ARELROMOBESA F o4 v LD
DOFY AT LT, AEAN, RBEE, BURE AEZRIDEPSHERLTVE, RIIKEIETFAICE
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xR 9 IgA BEORYRE

IEFYRRETW IgA BEEOFYREZRERT 5.

OROBBHERATOC KX : REH 0.5 g9/BUEHD eGFR 60 mL/min/1.73 m2L{_E DEFIN B VB & 42449, 1B
Eap - T s SR E R E T 22, L RZVOY 30~40 mg/ B EHIHIIREE L T3 2 FRORGHREET
. REARY & SSEREERITSINES Shic2ED, —% 20mg/BETHIRSELT % RCT OBETIE, RE
HETHRIERDS5NDEOOBBEREEBINSICH T 2EMMERROShian 572, BHMEEE TSI (eGFR 60 mL/
min/1.73 m2E5E) Ic $ 17 2 B SR SRS RIEAS M ShTVRN,

@AFAA RIULAEE B/ L7 F=> 1.5mg/dL LTFTHE L VREH 1.0~359/HEETBEFICENT, XFILT
LR=VAy1g® 3 BERS%E 17—/ LT, BATH 3EMITY 2 B ERENREAZRISE, BREOR
HFPRERBICZIEVWSIEFYANHZTWED, — MEILF7F> 1.5mg/dL LLE%EY HAEH TCORIME
CEL CIREREIE Y XA,

QRBELM (B + A7 04 RIULAEE:  BANERLSEFTEARBEL LT, brENSHESNTNE®®, §
WROXTOC R/ULAEER 1 AAMUARIC 3 7—ILETT 3h%E, RAT3 7—IEBTT5AED 2 2icKAIEh
2EY ) 2704 RIULZBHEEICH U TERCRENERICBATESZ N ESHCELT, RE RE+XT0O4K
JULZABSEDEYEICET 22 HRERS VY MERERBAI TR TWEY, —4, MFEY L 7F= 1.5~2.0 mg/dL
DEFICHL THENTHZETI/ED HH 50, EFANBHARDOLHTHRIET Y A EEFEZBW,

@BEX: EMEE-ETEEELEE 2T SEHETRE U, 130/80 mmHg K (foi2L, READ 1 o/ U EDHEE
125/75 mmHg £8) EBEREE T3, PV VATV Y VERBRAEEC 7 VAT Vo | RBGHERENE—FR
%, SMEEETRAICEVWTS, MBI LF7Fo gAY v AEICERLENSLENSKREL, T 59, B
EOHEARDENFTHOTHENIE, LPEOREFARE, NIV LRRES#4A IS5KTtHoTHNE, HEEER
HET B, TRFVIAT Y VERBRAEES 7V IAT Y VY | REGERROHEDN, Th2hnoimksLb
LRVWVABORDEETRT ETR3HEELH 2. EFMEDEFICENTS, MEYRNBORDEERETZINY, b
HETIHREERIE R V.

GRS HE B2 R TRNEEFERAUAVL EBENTWED, IEZLF7F > 1.5mg/dL Bl E, PEFENSEEOER
BEEETDHETY IgA BEICHLT, YZ7OKRRAT77 I ROFHFATIYVHEBRERT O REEOHAIKEWT
BMERSICENTH B LT EEENHBZ,

CRIUMRE : VEPUSFE—JLPERVSE7EIBERBAOMERET 5N, BEEBESOERDSICEYT 28WERAS
TN,

OHEER : BERTEBERE, RREEL, RRERBORIY VBEORERENBI>HHRTILT 7 U ZRAW
2O ABRBETHANUVYEAWRDZ 55,

1) RFO4 ROPPBREBLRESRCL > TR, BNRRRLYLLELNL EDERLZEHEROSHFHOIEN
5, RPAREHELTIHENH S,

T 2) ETMSEECET ZHEREYA 2008 FICiTo ik IgA BEDKERICET 2LE7 V7 — NEEI TR, bHET
FEXAFILTLR=ZVAOY 059 % 3 BREGTRS T 2HENEN > T,

F3) A7V —bMATETIR, ZONI—IBREOH >/ 111 BROS 5, 53 KA 7 HERT 3 7—IL%E, 21 EBRA
60 BRERRT 3 ¥ =)L ZHETL T e,

Ttz IgA BIEIC T 2 YRR SIE L o, SR, £ 11 IgA BEDERENE 3 RERT—F VI INL—TRBST
BRI 2 EA B LY TV AOEN L Z ORI L o kERER
wc, :o)“ : % l( "“ ‘bf P:‘E[‘ o 7—#Vyylv_7§§
RS B L To CBRAD S LRDUD N
hRHEy ERENAEERAREE
Wity BHMRRE A KCPERRE - 2R
REEH ) H R RS E LT R R bR R 5
EHEK LB RERERESRITER CKD Hulgihaigs 2 7

£ 10 BHWEREWHRE

R RN

MENRME  AOAEF AR HREH

FUEE  ERAPEF SN - BIRER Bk 4 ARRRBE

FHEME AR TERAE TN R SBAPERRATITRR - BRI

OB BREREKPELEIAY - B » — EMIER  FENRERBR

THAEE  REA TR ILGRERAL  SIBCRE R ARG & BT AN R B R 28

HTEESE FEEMAEHRAERE v ¥ —BRIEARER Bl £ SRENAFRFHRERAR AR

BERF  ARERARBAE RIS SIOCRRRERURIE SR IR B
(0 EIH, M) (50 ENE, WeHg)
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O

WEKZL DS, TgA BEORRENR L FROBEICET 2
BAAESEHMBERAAR N BN CLE EE L ATEEGE 10) 10
DEDEHBL BT ET, T, RBHEEHE 3 KB OMBERIZTR
FetzfZe i Igh BIESHRHE 3 lIER Y —* v 7/ — 7% 5
CEHAREEORES (RI1DCHEERLET,
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SHEETEE R OBREN FHRE)

THA RS VREIBE—R

BB ZIWANRI BAFER

AAV ANCA-associated vasculitis ANCA BEME X

ACR American College of Rheumatology XEY I FES

AGA allergic granulomatous angiitis LA —HAFBEEmE

ANCA anti-neutrophil cytoplasmic antibody T PERR E

AZA azathioprine FHFATY v

BHPR British Health Professionals in Rheumatology

BP bisphosphonate EXRZRE—k

BSR British Society of Rheumatology

BVAS Birmingham vasculitis activity score

C-ANCA cytoplasmic anti-neutrophil cytoplasmic antibody MR & BT P IR E i

CHCC Chapel Hill Consensus Conference FyR)e L&

CKD chronic kidney disease = B s

CS ciclosporin, cyclosporin 2oaRRY >

CsSs Churg-Strauss syndrome Churg-Strauss fE{ZEF

Cr creatinine 2LFPFZY

CRP C-reactive protein CRIBEYVINVE

CcY cyclophosphamide SOORATFER

CYCAZAREM cyclophosphamide versus azathioprine as remission mainte-
nance therapy for ANCA-associated vasculitis

eGFR estimated glomerular filtration rate HERRIEEAE

EMEA European Medicines Agency FRNEEREET

ESR erythrocyte sedimentation rate IR IR e

EULAR European League Against Rheumatism B U v FEaE

EUVAS European Vasculitis Study Group BN E RHE T IL—F

IvVCY intravenous cyclophosphamide UOMRAT7 7 I REREERE

VIG intravenous immunoglobulin ®ETOT UEEEE

JMAAV Prospective study of the severity-based treatment protocol MPO-ANCA BS&E M &4 (CB$ 2 EEERRE S
for Japanese patients with MPO-ANCA-associated vasculitis 0 kb J—/L OB RBE% S Hic 9 2 BiE Z BRI

®

MBD mineral and bone disorder BIXINAHER

MMF mycophenolate mofetil A7z /—IBEETIFI

MPA microscopic polyangiitis MR RME R

MPO myeloperoxidase TIORILAFIT—E

MTX methotrexate AXMRLFY—K

MZR mizoribine TVYEY

PAN polyarteritis nodosa TEEI 2 REARA

P-ANCA perinuclear anti-neutrophil cytoplasmic antibody ¥ A E T R E T

POCY per os cyclophosphamide YOORA 7 7 I REOKE

PR3 proteinase 3 071+ —1¥3

PSL prednisolone Lk=vVoy

QoL quality of life EEOHE

RCT randomized controlled trial V5 LMELB REE

RemIT-JAV  Observational cohort study of remission induction therapy in  ¥1iFhiRTIR B AR &4 O BRE ARED
Japanese patients with ANCA-associated vasculitis RREZOEWEEZ2MICRT IEHERRE

RLV renal-limited vasculitis ERBIMmME %

RPGN rapidly progressive glomerulonephritis BUERETHERREE %

ST trimethoprim/sulfamethoxazole FUXARTZUL/ZINT 7 ANETS =)L

VDI The vascular damage index

WG Wegener's granulomatosis Wegener BIZFIEE

MAC mambrane attack complex

PN periarteritis nodosa AEEIEBHARE B K

MRSA methicillin-resistant Staphylococcus aureus AF Y VIREEET R IHRE
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FHA R v EXRE-—E(DTE)

= AR HAEZER
DMARD disease modifying antirheumatic drug YU ITFE
NHANES National Health and Nutrition Examination Survey KESERRRERE
Ivey intravenous cyclophosphasphamide VI ORR 7 7 Z REEENERE
CvD cardiovascular disease DIMERE
ACEI angiotensin converting enzyme inhibitor FUIAT VY ERBRAEE
ARB angiotensin Il receptor blocker FoIAT Y| BREERE
CCR creatine clearance JLFPFZUIUFPIVR
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=
=

®

JE A= 7 B e i R T AT M R ) SO TR R
2T, 1996 FE X Y bDEICE T 5 BEETEBR R OB
IR & 2BIRHHE R o NI T — 8 R—AMEL HW L
L CEEEBHRES 7 > 7 — & 2 MEAT L, 2001 4R R
THEBI N 715 HlO b D E O 2EEFT MR BRIFE R
(rapidly progressive glomerulonephritis : RPGN) %iE 1] @ % 5
ZH iz, TREETEERIEREOBHREH Z2REL
7V, ZOBRIESITIE, RPGN 0BG, RS
¥, WEEHOBICMA, 2EREDL» TROEFMBED
%L WERITH B T T aR)LF F ¥ — ¥ (myeloperoxi-
dase : MPO) B rh BR# i B Hif4 (anti-neutrophil cytoplas-
mic antibody : ANCA) (31D RPGN % Hlaic, 7¥ 7 — b
FED 7 o NIREBI DO FHRD L b T b PHRUGE = HifF
TEBIRBEZETRL, 2002 ERICEBIT 5 RPGN O P
BEEEE L L TR L7, 2002 455> & DR BRI AT R B
B4 (EEYG MRS R e IR 72 38 )T I B R E (B T 2 &
WIABE (FERZE  IHRRERY: SWHRHCD) T, M
L CREETEBER IR (DR2E ; 2002~2006 4 %
WIRSIEE RS MU R, 2007 F~ FERF ILIHRFH
A M S 1, Bl S E 2ERAELERBI N, Tk
TZOHOEESEFTIC X NEMEHSI NIEAZE&D
L1R2BloF—% 282, £ L ToBEOBEEH % H
K DEAE PO FHROZAL, IBFEOZLZRET L,
BiR RIC B 1) 5 RPGN D BEIE#H O OB 5 T
ICS B OFEERH LT ERY, 2008 4 & Y B4 ERIE
0 2 ol B < e Mo 1B o AT 2 5 3 A T M T R 1 B
T 2 HAEMA (HEREE  GHERY BEF )KL
W bRk L CRELETTER R o Rl (EESEAE
SR IIRRAREA, PR  BILRSY:  RREFREESE) A3
Mk h, RSN, ZD%HT, KT ANCA B
I 48 (ANCA-associated vasculitis : AAV) 122\ T,
FEAOVE % D I BT F HEON R EORER bR S 1
2X312hD, EDIEFYRALALDOEVIREREIHER
PHIELWE 21727, 61, ABEEH Tzt
TENTVBHMD 2 DD AAV DBRHA F 74 T3
WHEA A F 7 A4 ~, British Society of Rheumatology
(BSR) /British Health Professionals in Rheumatology (BHPR)
guidelines, ¥ X WERM YV 7 = F £ 27 (European League
Against Rheumatism : EULAR) recommendations | % FRK T
WEND T 0= OVRIERE L LTAEN L3, SEOK
BT EAE BRI ATT S B A Bh & (EER YRR FE e IRFT 25
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RBE TR AR OBREH B

) BEEMEINE & BT 2 REMZEH (REMRE © MUK
2 HEEFES), AAV Db DEICE T BIBFEDOMLD T
b D% F T X R (REHEE B ) 7
vFERRYE RBIREA—) LD 3 HEMARTIAAV 0%
BHA R4 v 0FABHETTFEINTE Y, KEHHE
& DT REAESKSENSEHDE LT, RPGN D
BT AAV ZFEB L T 50 DT oW TIEBREEHTHR
— R R 2B B fTbN,

I. bHED RGN OBE

1. B2 - T8

RPGN & WHO I X D, T2MEDH 2 W IZBTEEICHRAES 5
AHRRIMER, EER, &, 208ICHETT 2 BASRERE
LEEINTW3Y, RPGN IBRERZEMIC I3 % B D KBk
W HRENE D O SRHERREYE O BIR DT 2 B 9 % B
H A R BRI B 48 (necrotizing crescentic glomerulonephritis)
VMBI TH D, L L, MR EMERERER R DS
1% RPGN DFREEZ7- L2 HEDH D, Bk ERL
WY, BRREDRATR 2 2R BB OB LIc kb
METHIERABARE  CETT 25EBIZ, KNI
RPGN fEMEHE L L CHUD b b, SEIOFHEIL, FaicH
AlgES D S RBENBWOMAEBYTH 5, OK
W5 Bh A okl TAEICERLINETT 5, QIR (%
CIFFEMEEIMER, AIRMIMR S 4 6h3), EAR, Rl
BRPIRE, FEAIPIRE L EOBRMEIRFTRZ2#D 2, @ 2HE
% W7 THEG] % BERAYIC RPGN L EFE L ¢, £E 0 FHE
BEBBHIERD S 7 v r — FRERRIC X DL 7,

2. B 2

RPGN (3 HERINFG 2 BB Tld b 5 23, R BFH B OB
BRI N T3, HHED RPGN T & % ERIZZEEEK
13 1998 4EFE 1,500 ATH o 72 b D A3, 2003 4E I X
3,700 A EHEEFE N, 825 fFimL Twie?, E5ic
2008 EE D HAE D RPGN 2 k 2 FALZHEHZ I
1,500~1,800 A & #EE X 7Y, £ - HAEEESE L OE
4 R AR BB & (HEA MR B e IR 7 5 3€) AT
BifEE I BT 2 A 3 TEME S 1T 5 HAR K
A L YA Y — DR TIE, Japan Renal Biopsy Regis-
try 5,703 #l? 9 & RPGN & 325 #il, 5.3 %%, Japan Kidney
Disease Registry 650 #1199 & RPGN & 22 fl, 3.4 %% 5®
T2 (2009 4F 12 ABHE)Y, —7, HHET RPGN I &
DBHTEA & 7 2 BEBIT 1994 F£D 145 AH 6 2009 4F
D451 NERI 3 ERmML TR Y, EMEARRED 25



200 - MPO-ANCAM&ZS{R BN &
F1#31E=1,998.51 FIGBMIL AR AR BRI
EERE=472 1
150 - n=1.773
iE
15l 100
#
50
1990 1995 2000 2005
EHREE GBERKBAY»S)
| AHA | B R

2F7 - AERA I
RPGNDE2#EIEET HIfT

1 EES@EATRRMEIIC K 3 ETE B RERBEESISE
BRI (FRD)

THESMELHDTREY, X AHEIDFEN L 72 b2sE
@ RPGN OEE7 v /r — F#FE TIE, 2006 FEEF TIC
1,772 $1® RPGN fEFIDSEF € 572, B 1 IEFIER O
EENHEBRZRT, ZO7 7 — FREEZBKBL 7 1989
FLOBIEX CORMIC, FER—TDOWIEE I T D AIET
SN TELIMKKEAETH 5 MPO-ANCA B DS 1998 4
10 HICRBIER S N, & 512 1999 48 8 HIC I3 HURER{AHE
JEE L (glomerular basement membrane : GBM) Fi A 5 A3
BN X 1, HDEICETD RPGN ZWi D 72 8 OBRAHS
& D —fREGICHETTEE & 7 > 72, RPGN DB SF 0B
DIFEHT(1998 ELURET © A W), PRS2 AR L THERAE
K% T > T 721 (1999~2001 4F : B #), 286802 T
71 (2002 £ LARE : C 1) D& HID RPGN Ol %2R 1 1C
Y, SWEOBEEIRM I LIcKERERRL, EED
WEE D, ftd % WIFHLDS pauci-immune B O —J P2 H K
REAREBERTH D, K CTHEBMBNS NG 2%
(microscopic polyangiitis : MPA) Td o 7z, HickhldZottds
FHT%L, RIERERIISREE S A 25 C &g
27 51X ERETORMEFIEML Tz, LHLAHS
B EDBREICBOTINE, HFEETOFREDH -
(&2)?,

3. WA - RE

RPGN O By BEAH AR S 3 BP0 1 H AT R IR AR
BT 20HBNTH 2, #HHUEETIE, 2 ONKE
kD, REEAEORERE - XY X LKA~ DR
RILFE (granular pattern), f% B BE ~ D IR I % (linear
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pattern), ¥ X P RBEAEOLE 2 R © &\ (pauci-
immune) 5 &35 51, RIIEHRATR, XU ANCA,
#i GBM #ifk, ¥ DNA $ifk, R &L £ o miEAmE
EEZJNBE LT, pauci-immune & RPGN, #i GBM ikl
RPGN (Goodpasture fEMEHE % & 1), HEHE &R RPGN
D 3 DK I N, I 51T pauci-immune X MPO-ANCA
P ¥ RPGN (MPA #% & ) & PR3-ANCA B5 1 RPGN
(Wegener A 3f il i£ (Wegener granulomatosis : WG) % &
i), ANCA EMRIERSEE NS, bsED RPGN
BT b %\ pauci-immune B H AR FEERME R ERIA B L
MPA Tl IMIIEHIC ANCA %3 U I3 L IZBME & 75 51319,
ANCA =% 7 —)VIEE L 1z & MFhERO B
HIZ K 388 — v H 5 cytoplasmic ANCA (C-ANCA) & per-
inuclear ANCA (P-ANCA) I3 E 415, C-ANCA DIEHL
JiE 7 a5 A +—+¥ 3(proteinase 3 : PR3) TH % DITHK L,
P-ANCA O E % EEHHIEIZ MPO TH D, PR3-ANCA i
WG, MPO-ANCA |4 MPA % pauci-immune %! H A1
RERBEBFRTLIEILIEBEL 2249, K3 icbyED
RPGN @ ANCA (GBI D % 733, RPGN EHI LA D
60~70 %, MPA, pauci-immune 4§ H AR M R ERIF B 4
Tl% 80~90 %t ¥ T b 23 MPO-ANCA B TH 5,
HHEDREF T3 ANCA Btk 6l o 7% 2> THEIR I
MPO-ANCA MBI A% {, BRKERES BRAE>TW
2N Z QBERIZOWTIIIS T\, BEDET, M
EWERSY, BERTO L EBPRFINTE, bidk
IZ enzyme-linked immunosorbent assays ¥ % FH > 72 ANCA
i BIY 2 HlREtic BT, hHsE & M T D ME R
KHED R W LRI N TWBEY, Jido ¢
ANCA, #i GBM ¥tk & b IGEERBIEA & %2 >72b DT
HH, BT LBRERDDLLED RPGN Hil 26T o ME 2317
bNlzblF TRV, T4 1% 1,772 Hldh D MPO-ANCA,
PR3-ANCA, #i GBM §ifED 3 DI~ —H—FTXT%
B L 726EFID 9 &, ANCA BBl o g <8 — 2 LS
i, BEDOLHDBHEEZRL 720D THS, ANCA Btk
Bl MPO-ANCA @ &[540 1% 85.6 %, PR3-ANCA D &
Ptk iz 4.1 %, Wik, Bt GBM Fifk & o FR GG %
& ¥ 7z MPO-ANCA D FEPESEEIL 959 % TdH > 7z, PR3-
ANCA BRI HRICHEEICS , §l GBM FilkRK
BB lE 212 % <, PR3-ANCA HilBEH:HII3 BHikic%
W,

4. ER, REPRR

WIFEHEIR (R 5) & LT, 2002 SEDUE IR S 7z C
TRRE, BSAR, FERD L EO2EOIERFR I



SEETEE IR ODREH BRE

F 1 DHAEOREETEERERNORARROES

1998 LRI | 1999~2001 &£ | 2002 FL{E 24k
(A E) (B HA) (cH)
FEGI# % | R % | EAE % | EFE %

—RHE

¥ H AR REREE &

L GBM PRI B ERR R B 2 39 4.4 20 6.2 22 3.9 81 4.6

SEESERY B A RIREBE R 26 29 3 0.9 6 1.1 35 2.0

Pauci-immune B3 B AEERIERREBR | 345 39.0| 151 47.0 | 249 439| 745 420

BARYA TR RIREE 19 2.1 5 1.6 7 1.2 31 1.7

IR BEIR— RN A TR R IR B 2% 14 1.6 2 0.6 12 2.1 28 1.6
X HFRE M S RERIEE %

IEMEISTEME RIRIF B 2 9 1.0 2 0.6 4 0.7 15 0.8

Bt B e 2 0.2 2 0.6 1 0.2 5 0.3

IgA BHiE 25 2.8 9 2.8 9 1.6 43 2.4

IE IgA B X+ 7 LIRFETE R ERIET 4 4 0.5 2 0.6 2 0.4 8 0.5

ZF OO RMERIREE A 2 0.2 0 0.0 1 0.2 3 0.2
Ed-g.d

Goodpasture fE{REF 14 1.6 5 1.6 8 1.4 27 1.5
2EMTUFI TR 50 5.7 5 1.6 1 1.9 66 3.7
Wegener PIZFIEIE 23 2.6 9 2.8 14 2.5 46 2.6
TSRS RN E % 157 17.8 58 18.1| 129 228 344 19.4
FOMOBFEEME S 6 0.7 5 1.6 4 0.7 15 0.8
EHRMT & 18 2.0 5 1.6 13 2.3 36 2.0
guxsa7Y v miE 5 0.6 3 0.9 4 0.7 12 0.7
REEU N F 18 2.0 2 0.6 4 0.7 24 1.4
EitER 2 0.2 1 0.3 0 0.0 3 0.2
FOfOEEHRE 22 25 9 2.8 9 1.6 40 2.3
RREE

BEEBRER ARG R 8 0.9 2 0.6 0 0.0 10 0.6
BEMLAEL, Yvy B 1 0.1 2 0.6 3 0.5 6 0.3
CHEFFRI1ILA 1 0.1 1 0.3 0 0.0 2 0.1
Z0fth 13 15 2 06 5 0.9 20 1.1
A 7 0.8 1 0.3 2 0.4 10 0.6
Z O 7 0.8 1 0.3 9 1.6 17 1.0
<88 47 5.3 14 4.4 39 69| 100 5.6
£ 884 1000| 321 1000| 567 100.0| 1,772 100.0

GBM ! glomerular basement membrane

RERDBEMDBRML T, BERTRETRER,
WA, REYE, BizdF v v ARBEICX 2R AFIBERL
TVw3IETH5, BROBRER LBREFEOATOR
RIGEFEORRRAFIOMMETRTZLEIALEI SN
%, BERO LTI, FRZEICBHET 2 IER % FFoiE
BOEMANEFORYE LTHT o3,

£, MRHORENRR (R 2HB L, MEILVTF
Z Y DETRIZIZT X TORE T 2002 FELUREDORESNIC B
WTRD, RBEERZEISITABRL LTS, REA,
REL, MiE C RKIstES 87 B (CRP) fH, ~E/ 0t Vi
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BitowTld, WBILIEPOERSZLDD, FRIER
izl aHERZIRD Shkd o, BEIHREI X
B2BEDOYA XIZEDOHBIC BT 70 DM ERT A X
ERLTORE(ETD.

5./ &
AEBOBREAEE LT, BWRICD X2, EFOX
F% 5 B ANCA FtE RPGN, #1 GBM Fi{EH RPGN %
ETIREIREEATOA P& RBIMHTIE, FulvhMeg, #i
BEE SR & B AR SEA L 2, RPGN DiEHEE
&t (FIHR) TiZ MPO-ANCA [ RPGN, PR3-ANCA BB



% 2 PHEOARETEBRERFOBRKRE, Bkl RERFHOKES

1998 FLLGT(A ) 1999~2001 £ (B ) 2002 &L (C #)
FEAECE#E (5R) FAE 0 (AT) e 6
B o gi wE | O Eg wm | o0 Ez w5
—R
¥ BEHREAMRIREE A
L GBM FiiFBI Y AR & 1:1.05 5205 1651 10~79|1:122 5483 1882 19~83|1:144 6159 18.34 11~77
SEEA R AR RERES | 1:086 5427 1866 14~77|1:050 7000 909 60~82|1:1.00 51.50 2482 11~75
2
Pauci-immune B3 FAMRMERIR [1:124 6185 1495 6~88|1:0.84 6498 1413 13~91 [1:100 6728 1312 1~92
HEL
BARNEBHRRMRIRES % 1:125 60.84 1561 6~82|1:4.00 6480 920 50~73 |1:133 5129 26.24 8~72
SEREER R BTN RIK [ 1:044 5662 2392 8~84 |0:1.00 73.00 14.00 59~87 [1:1.00 63.36 1529 29~81
HEX
EBBFEMERE DS RAREEL
FRIEETEME RIRF B 2 1:029 5056 2650 6~75(1:0.00 7150 6,50 65~78|1:000 7475 1.30 73~76
B iE 1:1.00 59.00 3.00 56~62|1:1.00 41.00 27.00 14~68 |1:000 2100 000 21~21
IgA B 1:0.41 4032 1938 8~75|1:029 56.11 1439 31~77|1:0.33 4278 26.03 8~78
3E IgA BUX 4 ) ARTEMRERIE | 1:2.00 53.75 14.15 30~65|1:1.00 40.00 30.00 10~70|1:0.00 6400 1.00 63~65
B&
ZOMO—RIMERREBL 1:0.00 6050 3.50 57~64 0:100 3.00 000 3~3
5%
Goodpasture FERRE 1:1.33 5436 1546 23~76|1:067 6220 943 45~72[1:033 70.88 10.64 57~93
LHEMIVFIF—FTR 1:1.94 3584 1455 13~72|0:1.00 5580 11.08 44~75|1:175 4673 19.04 15~75
Wegener BZFREE 1:069 4668 1736 16~85|1:050 5711 1215 77~32|1:075 5571 1821 14~80
SERERAS R E 4 1:113 6460 1198 7~87|1:152 6514 16.08 5~91|1:1.02 6877 12.00 7~88
Dt DFFEHE K 1:1.00 60.67 9.83 75~47 |1:4.00 52.00 2142 14~79|1:033 69.25 14.55 46~83
HILRMEB & 1:0.80 4583 19.98 11~75|1:4.00 39.40 2430 11~77 |1:063 5233 2835 5~82
U407 v iniE 1:400 60.00 9.06 51~77|1:2.00 58.00 1219 47~75|1:1.00 5675 2325 17~74
By o< F 1:2,00 5833 13.25 22~77 |0:2.00 6850 1050 58~79 |0:100 6450 7.40 52~70
EEES 1:000 6250 350 59~66|0:1.00 59.00 0.00 59~59
FOMOLIMEER 1:287 4100 21.80 3~72|1:800 5422 1302 20~67 |1:350 6222 935 47~75
=3 ha
BEERRZRIREER 1:0.33 4238 2353 7~84|0:100 7650 450 72~81
BREMEONESE, vy FBHR 1:000 7300 000 73~73|1:1.00 3250 16,50 16~49 |1:2.00 47.33 17.75 31~72
CEF#I1IA 1:000 6800 0.00 68~68|1:0.00 71.00 000 71~71
FDfth 1:0.08 5492 1595 25~78|1:0.00 6050 950 51~70|1:0.25 63.60 8.14 54~72
A 1:250 5429 1320 36~77 |0:1.00 6400 000 64~64 |1:0.00 80.00 1.00 79~81
FDfth 1:250 4329 2136 2~78|0:1.00 6400 000 64~64|1:080 51.78 2801 2~78
;| 1:155 59.89 2082 5~83|1:100 6664 1041 56~91|1:236 6403 1620 4~80
2k 1:1.06 57.47 17.96 2~88|1:1.11 6280 1593 5~91|1:1.06 6472 1656 1~03

GBM : glomerular basement membrane

RPGN, . GBM Hi{FR RPGN DFEIRELIC B 1T 3 2002 5EHF
HTHBEINZHRBET NIV AL ERTFLEY, 7, 3
VERIREH I IR A 97 44 SR YRS 2% 1 B 5 2 JA AR 2R D>
S HEAMEINE K OB~ = 2 7P ADTTEhE?, 2ok
P TIIEIC MPA OB < = 2 7 L35, MPO-ANCA B
RPGN & ZIEA—DEELZE I b 20b 6T, #ET2
BERCETOBROKEL D EMEE -, 22T
ATIFERE & MM R ICBI T 2R L Ofic T — % v
TITN—TRABL, BEEOHK-BRERICED, 2
DFER, T8 DEFESHE—ERL UTREI N, b
THE— @ ANCA BHEIME % (ANCA-associated vasculi-
tis ¢ AAV) DFi A FEEBMATH 5, MPO-AAV BEICH

110

THEEMER 70 2V OBERERHS»ICT BRI E
% PR i 9¢ (Prospective study of the severity-based treatment
protocol for Japanese patients with MPO-ANCA-associated
vasculitis : IMAAV) Tl Z DE—BFEORIEZ IV L L
fe7ara—npsllEn, BREOMENHEEIN T
382 %7 RPGN OFRIEH (WK <%, 1 GBM ik
I RPGN 2 BWC, #MAEOREE D Lic, BEERB IV
FHRRET R & B RIREDERZ RN L, L LAado bl
HEEHFETILUE O 6 2SE THEHUICIT b - IR PR OM
25, REEHMEREER I EMATEEIC X ) B
WETBHDEDH S, FEH T L IERAADERMTD
NTRRRRPWAS D ERY, SHOYUETRTIE 7V



ABETHEEIERBOBHRES BRI

£ 3 RETEEREREICS T SAFPIRAIRETERESE

Pauci-immune B3 Bk . .
BB KRB A EHERENZRMER Wegener P ZFRELE
A% BHR%) EFIER  BHER(%) G BER(%)
A A 326 86.8 143 94.4 21 28.6
B 149 83.2 58 86.2 9 0.0
MPO-ANCA o | 248 927 129 915 14 28.6
W 723 88.1 330 91.8 44 22.7
Al 321 10.6 135 5.2 22 68.2
B HA 143 6.3 55 7.3 9 88.9
PR3-ANCA ¢ 45 240 38 121 6.6 14 64.3
W 704 7.4 311 6.1 45 71.1
® 4 MEV—H—REEHREFEFR % 5 REHETHBXRERBICE I 2WREROEE
EHEH Bzt 1998 £ 1999~ 2002 5
1
ANCA T O myie (miog) e SE | 2001 | LB
MPO-ANCA 3%k 705 644 42.6 % (A5) (B ) (CH)
PR3-ANCA 8 34 53.6 70.6 % HIBRAELR
MPO-ANCA, PR3-ANCA 37 61.5 54.1 % R 452 66.7 73.6
HEM FEh 429 50.8 51.2
ANCA, 1 GBM ikt 48 65.3 29.2 % BHTIR 34.0 54.2 60.2
# * MPO-ANCA i~ PR3-ANCA B CHBEEZ% D LREIER 25.1 31.2 335
¥ : PR3-ANCA Bi48& ANCA, ¥ GBM s BE THRES D B 16.5 18.7 18.7
@ : MPO-ANCA, PR3-ANCA 2B & ANCA, ¥ GBM ¥ifkit B 16.5 24.9 29.0
B TEEEH N HERD 14.2 25.5 33.5
R - IRATR
2 34, 47.0 51.2
. _ Fv Y ARER 23.4 455 60.7
i e =
RLOREELT T | ‘ PIRAIIIR 122 165 14.1
F ARSI L, BRI A S MR b ke & SR 9.5 15.9 16.4
MWiTbn s LH 5, REHOYL GBM FiffR RPGN, & X7 O—EiEEE 7.5 14.6 17.8
ERMEIREY 2T 5 AAV OHHN S AAV % ¥ gﬁi’%ﬁ > 108 185
13, BB IC ISR T ) AWK R PLITR SR = : : :
s . ) . BSMER
T‘l’%o Lb)L d:?b"g, b?b‘@o) RPGN 5»5@3—5@%5&& Hfﬁgi}é% 220 33.0 42.4
BRIC W, V=7 ABRIZHES RPGN O A IR 3] S 16.3 14.3 12.7
F23dHh 2, 2D RPON IZH T 28R IC>w»TiE, 4 P AT 2 14.6 20.2 24.5
DRBEL T OIRARRETT BT, TS e ol B
EBWTHMorOBRICE VEIBEEZR 7uf FRRgE T 7.8 6.2 4.0
T OB 5B L REH P RBE RS~ OHETICR 5 1, RigwRES 6.6 10.9 111
. R iR S 58 25 4.6
et % A A
ANCA @%Eﬁ%?t & 2 B EAOME P LMBRE R 51 106 104
550D, SHEOER ZRFAVBBHETH B, BT %

6. F %

EfrPH, BPRSEHTTELBEC OV THNT 5 L,
BEFBOERIC L YIS 2B OIED 547, RPGN
EEROEHTHE, BFEZRE2 K9, 1037, EmF
#%, BTRELEEIAON, 6 hALEGTRIZ A B
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792 %H 6 CHATIZ 861 % THELY, 6 hAETHD
1998 FELIRTICIBE I 1 A 1D 73.3 %> 5 2002 B &
WIBEI N CHITIE 818 %L ClEL /-, ANCA B



® 6 BRETHEERERFICE I IVZRRERR

mFIL7F=> REAE Rk ;% CRP mfs3s
(mg/dL) (g/B) (mm/kEE) (mg/dL) (g/dL)
FiE EERE T9E ERERE THE BERE THE EERE TiE RERE
—RHE
i GBM AR 2R ETHE B R EREE
1998 F LT 6.7 4.2 2.3 2.8 102 42.0 8.6 8.8 9.5 1.9
1999~2001 £ 7.6 7.6 3.5 2.8 106 32.3 9.6 9.3 9.2 1.9
2002 FELIEE 48 3.4 1.3 0.7 96 43.6 10.3 8.3 9.6 2.1
HREESREEE AR RIREER
1998 FEL{aT 48 34 1.5 1.1 o1 50.0 3.8 3.7 9.4 2.2
1999~2001 &£ 3.1 0.3 3.4 2.8 53 0.0 1.6 15 9.6 1.8
2002 FLIRE 1.9 1.2 4.0 3.2 126 0.5 3.8 4.6 11.3 2.2
Pauci-immune B3 B AR RBRIEE %
1998 FELIFE] 47 35 1.9 1.9 87 42.3 5.1 5.6 9.4 2.2
1999~2001 &£ 3.6 27 2.4 2.8 94 39.1 5.1 5.0 9.4 2.2
2002 ELIFE 3.7 2.8 2.0 1.7 100 37.0 53 52 9.5 2.0
FOMO—REXBFEREREREE 2
1998 FELIFT 6.3 3.0 4.7 1.3 76 24.1 2.4 2.1 9.8 0.7
1999~-2001 &£ 4.8 4.6 3.9 37 81 42.0 3.6 5.2 10.4 2.7
2002 F LI 4.1 3.4 3.7 3.1 o1 21.7 4.3 7.3 9.9 2.7
254
Goodpasture fEf&EE
1908 F LA 7.0 4.6 3.7 2.6 89 41.1 8.6 8.1 8.8 2.0
1999~2001 £ 9.5 4.1 1.0 0.0 119 2.6 25.1 11.4 9.4 1.9
2002 FLE 6.4 29 2.4 1.6 115 9.6 16.8 7.2 10.3 1.3
2EMTYTFYN—=TX
1998 FELLFT 2.4 1.8 53 3.9 77 44.8 2.5 5.9 9.0 2.0
1999~2001 £ 3.1 1.6 4.8 3.0 59 29.3 1.2 0.8 9.6 0.9
2002 L 1.9 1.5 1.6 1.4 103 38.4 1.9 2.2 9.5 2.3
Wegener POSFIEIE
1998 F LT 45 53 0.9 0.4 93 385 10.3 9.7 9.8 1.6
1999~2001 & 4.1 42 0.8 0.8 121 18.8 10.6 4.9 9.3 2.6
2002 FLEE 3.0 2.6 1.2 0.8 81 36.2 7.4 6.2 10.1 2.0
BRI S R IME R
1998 FLLFI 45 3.2 1.6 2.8 100 40.5 9.5 7.8 9.0 1.9
1999~2001 &£ 3.4 27 1.6 4.0 103 28.1 9.2 6.1 8.9 1.9
2002 FL% 3.3 2.4 1.4 1.4 93 34.3 7.5 6.7 9.2 1.9
24F
1098 FELLET 4.4 3.5 22 27 88 43.2 6.3 7.0 9.4 2.1
1999~2001 & 3.9 3.6 25 3.2 96 37.0 6.2 6.5 9.3 2.3
2002 FEL{# 3.6 2.8 2.0 2.0 94 37.4 6.2 6.4 9.6 2.1

GBM : glomerular basement membrane

RPGN flic &1} 2t ¢ REOEATH b (B 3), F#, DRESEERTEARRT L LTHIFS5N, ANCA YT
R, FREOESE, BEESL, AEMRREHE 1B 77 AREMTRICHEER S hh ok (R 1), KHEA
WBHIARME CRP, ANCA ¥ 77 7 A THESROFHRICE & ~OEEICIZIGEFABR B, I CRP WER2TH
BEREZBRTFE LT, EaPRICIIER REDE  FAREFTH-LD, ANCA Y77 7 ARBEFRICITHE
i, TRFFMRE AR, BRFBRIE CRP 10 mg/dL X 72 <, ANCA (Z#1 GBM $ifhk % [HEEHIE & 72 - T ZIER]
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10 SEGETTIEE SRR B O BRI B

® 7T REETEBERERECRII BB RREMRR

1998 fFLLFT 1999~2001 2002 FLIEE
&EiE fEX EE forese W BX E® i¥-'e =i BX nay R
—RiE
¥ B EREERIRIEB %
i GBM HiER ¥ Bt 3 11 18 32 2 7 8 17 0 1 18 19
RIREE 2
REEAGEELAFERESR 2 6 17 25 1 0 2 3 0 0 5 5
R %
Pauci-immune B FA&RE | 47 41 215 303 12 21 104 137 38 34 155 227
HRIREB 2
YABFEREMEDS RREBL
BRI SETE M IR B 4 1 2 8 9 0 [0} 1 1 0 0 4 4
IR 1 1 2 0 0 2 2 0 0 1 1
IgA BfE 3 4 16 23 1 1 7 9 0 8 9
25# 0
Goodpasture TE{&RE 2 1 10 13 0 3 2 5 0 1 7 8
2EMHITVFIF—FTZ 0 9 34 43 0 1 4 5 0 1 9 10
Wegener PISFBSE 3 4 16 23 0 0 7 7 2 2 9 13
FEMENLRME R 13 25 103 141 5 5 46 56 23 11 82 116
EHRET & 3 1 13 17 1 0 3 4 0 2 10 12
24k 92 126 547 765 25 44 220 289 71 66 372 509
% 120% 16.5% 71.5% 1000% |87% 152% 76.1% 100.0% |13.9% 13.0% 731% 100.0%

GBM : glomerular basement membrane

® 8 REETEBRERBOMAREDRR

@R 7O R/ULZ(0.5~1.0g/R)E*E X3 HE
OROBERERTO- K, PSL#HE 0.6~1.0mg/kg/H
@0.5~0.75 g/m2£ 1z I& 0.5~2.0 mg/kg/H (50~100 mg/B)

i REE @ ) €)
mEx EEFCE 1) ® ® ®(x3)
REED FXER
B FXZR

RPGN  RPGN EREREREE |, || JEE#n, JEEN | J ®Cx2) A(x3)
RPGN ERERERER |, || S B (4 OCE2) OCE2) A(E3)
RPGN ERERELEE N, IV eS8, IEEMT ] ®(x2) @Cx3)
RPGN ERARELERE N, V =H6, B CE 4) ® ®(Cx2) ACE3)

@ EITINIRER A Eflick DBIRT 388 %

FE 1 EEGFIOKES RPGN #4H9 5. RPGN Z&#L7cBSICIE. RPGN OAREx:%:
BECKRESR - RERORHETS>EHIDETH 3,

F2 BBREATFOCROROKREEE LT 09mg/kg U LD S ZTo1-8T, %
NUTORETHBLULBICERL TFEFARTH L EWSHREETEBRS
WP oo—hRETRENTED, BEREREOREREBL OESTY XY %HE
UTHER SR, BREEERTETEHIENRETH S,

3 BBEEEME L 7F - 21.8mg/dL)E, 60 MU EDBETIZ IVCY, CY D
BE5B%E 75~50 %ICHEBT %,

F 4 EREEE 70 MU EEWS, FEF & FHIEETEEDS L EERH S OB
HeFHENBIBREEET,

TEHEFEVBTRTH -7 (T 11), 74 GBM JikEl 71278, IEEDBBEOESRICL b 5T 2 0EAICE{L
RPGN T, @ FROETORERIRH 20D, BF 2, CHIZBWTHIEERD 55.9 BURGYETH > 7 (&

BIIVWELELOTCRRTH-7- (R4, |9, 10), RFGN  12),
BEOHCRRIZEED S BT 3 bR/ TH-
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1.0
0.9 BRA : 1999~20015  CHf : 20024 LIf&
% 081
Z 08
%o
064 AR * 1998 % LIAT
0‘5- T T T T T
0.00 6.00 12.00 18.00 24.00
AREBHRORE (A)
b
1.04
09 BHf : 1999~2001%
/ CHA : 20024 LIFE
5 091 M
pA
% 0.7
0.6 AHR 19985 LI
0.51

0.00 6.00 12.00 18.00 24.00

AERBROEE ()
2 RAEETUHBRERBSGOTFROKER

R Y9 RBRETEBRERRKCETIEnTE

6 718 12 A8 24 18
HFREAH % |BEEFAR w | BEREAR %

— ik
0 GBM P B AT R /B\ % ?9 83.5 29 80.5 28 80.5
CEREB A ! 8 88.9 15 88.9 15 825
CHf 22 81.1 14 81.1 14 81.1
Pauci-immune 3 B 4 ¥ A HB 342 81.1 254 76.2 230 72.4
A ER R 455 B #5 147 845 113 81.5 103 75.6
cH 240 89.7 165 87.4 134 82.1

g
AHA 14 71.4 g 63.5 6 54.4
Goodpasture fiEfEEE B HH 5 60.0 3 60.0 3 60.0
CHA 8 62.5 5 375 1 37.5
A HB 50 85.9 42 85.9 42 83.8
2EETUFI A —FX B HA 5 60.0 3 60.0 3 60.0
CHl 10 90.0 9 90.0 8 78.8
A HA 23 78.3 18 78.3 18 78.3
Wegener PIZFIBAE B #A 9 66.7 6 66.7 5 53.3
CHA 13 67.7 8 67.7 6 67.7
A HA 157 68.4 102 65.7 90 61.2
BEMENZ RIME S B H8 57 77.9 39 77.9 37 73.6
C #8 126 82.6 81 79.3 57 73.3
AHf 883 79.2 643 75.5 586 72.0
EnSd B £ 321 80.1 228 78.3 211 72.8
cH 556 86.1 365 82.8 281 77.7

#:AHI& BHEET p<0.05 $:AH& CHETp<0.05 &:BHi& CHIET p<0.05
GBM : glomerular basement membrane
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REGETHER SIEBRBEOBEET B R(R)

® 10 BEETEBRERBICETIETFR

6 7 H 12 78 24 HA
BRER % | BEREFAER % |BHREMAHR %
—RiE
31 44.7 12 44.7 11 44.7
# GBM FiARL A M
FEREE B HA 17 58.8 8 58.8 8 51.5
C 18 48.5 8 48.8 8 41.6
A 320 72. 1 70.9 175 66.7
Pauci-immune B3 B &R L ﬁﬁ =4 BY
M TR 267 B HA 137 87.9 99 85.2 87 79.8
CHf 233 83.1 136 81.0 134 75.2
25M
AHA 8 60.0 3 40.0 2 40.0
Goodpasture FEREES B A 2 0.0 0 0.0 0 0.0
C 5 20.0 1 0.0 0 0.0
AR 47 89.1 39 86.8 38 84.4
25T FIYN—TX B HA 3 66.7 2 66.7 1 66.7
C A 11 80.8 8 80.8 8 80.8
AHA 20 85.0 15 85.0 15 85.0
Wegener PIZEIESE B #A 7 85.7 5 85.7 4 85.7
C 12 83.3 7 83.3 5 83.3
AHA 144 74.0 81 72.1 72 69.9
BEHENS RmE xS B HA 53 88.0 32 85.1 29 85.1
C 118 89.0 71 89.0 50 87.0
A A 812 73.3 483 71.9 442 68.7
fHs B A 288 81.3 183 78.6 163 75.4
C 521 81.8 296 80.5 226 76.7

#: AHiE BHIREIT p<0.05 $:AHI& CHIET p<0.05 &:BHiE& CHIET p<0.05
GBM : glomerular basement membrane

1.04 TR
CEP : 2002 LIR%
0.8+
BHA : 1999~2001%F
A 0.6 -
5 AR : 1998 LU
% 0.4 , ,
Number of the patient at risk
AHl 00347 250 236 226 215
BHA 136 104 96 85 78
CHl oo 341 215 164 122 91
6 18 24

12
w5 (R)

1.0 BEFi&
CHA : 2002FLIfE
0.8
4 061 BHA : 1999~20014
= AHR 1998 F LIFi
E 0.4+ , .
Number of the patient at risk
A#f 0o2]347 185 176 164 156
BHR 136 87 79 69 63
CHA 0.0 341 177 133 97 72
0 6 12 18 24
RERE ()

3 ANCA BHEREFETHERREERDTRIER

n.mme&5ﬁ$~_ J7k

1. RPGN D= &iRkE
A. RPGN QFEB &4

RPGN (3385EM: A (AT R BRI B R 2 25 % D234
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RITH 5", LAEIDRHISETT 3 1co0, Ml
O RRHERIREME, X SR AR L e B, RAEMIIER
MEBDZZ LS, R WS EME B
THIELDH B, WU TROHED A X LHED
AR B HIINE NI - 35 % BURICFED 2 DADEED



% 11 SEEBEREHNT—REFTIV)ICLZEE,

13

BRicEEZEX AT

A Bt
¥
HR (95 % CI) p HR (95 % CI) p
FH5 (I8 © <59 /%)
60~69 % 220 (1.54-3.16) 0.000 | 1.38 (0.99-1.92) 0.056
>70 % 3.32 (2.35-4.68) 0.000 | 1.20 (0.85-1.68) 0.301
MR (8 - 5B) 1.14  (0.91-1.42) 0265 | 092 (0.71-1.19) 0.536
PR Z (HER « 48) 1.94 (1.51-2.48) 0.000 | 0.83 (0.63-1.10) 0.199
TER AR 098 (0.90-1.07) 0.621 | 0.98 (0.89-1.08) 0.725
mEZ L7 F = (8. © <3mg/dL)
3~6 mg/dL 1.85 (1.39-2.47) 0.000 | 3.26 (2.17-4.90) 0.000
>6 mg/dL 2,53 (1.88-3.38) 0.000 | 11.77 (7.96-17.40) 0.000
;% CRP (X{H : <2.6 mg/dL)
2.6~10 mg/dL 095 (0.73-1.24) 0.717 | 0.72 (0.53-0.98) 0.036
>10mg/dL 146 (1.10-1.95) 0.010 | 1.22  (0.88-1.69) 0.243
ANCA B34 (5358 : PR3-ANCA Eih)
MPO-ANCA Bt 0.69 (0.42-1.14) 0.144 | 1.50 (0.79-2.83) 0.214
ANCA Bt 059 (0.29-1.18) 0.135 | 1.72  (0.74-3.96) 0.205
ANCA, #1 GBM #iiiFiGM 0.61 (0.30-1.24) 0.173 | 3.27 (1.50-7.11) 0.003
1.01 (n=106) 0.91 (n=80)
0.91 : 19984 LIF| 0.81
BEH 1999~2001 % 0.71 -
2 nal 2| AHf : 19985 LIAT
i 0.8 5
=2
= H 0.6 .
= B = BHA : 1999~20014
# 0.7 &= /
0.51 " _
CHA : 2002F LIF% — / |
0.6 0.41 \ —
CHA : 20024 LIfE
0.51 0.31
0.00 10.00 20.00 30.00 40.00 50.00 0.00 10.000 20.00 30.00 40.00 50.00

T TOHE (B)

MEREE TOHE (A)

4 #i GBM MEBRRRETERREBRXDFE DML

b5, RAE - FETIE, IREERPHEEORIE SEM
HEREHRD S, AT U7 EH I RIE O oMl
DIFHEALDIFRD 6 N5, FOLHUEETIX, ZOIEEICKD,
GBS DREEE < X 2 X AHBRA O ERRILE
(granular pattern), {REFEENDHLIRILF (linear pattern),
X N RIEEEERDOVE % 589 22\ (pauci-immune) B A H3
W, LEREMMITR, X0 ANCA, ¥ GBM ik, i
DNA ¥iffk, REEEHEL & D IiE#RHEEZ kL <,

pauci-immune 4 RPGN, #i GBM #if&%! RPGN (Goodpas-
ture AEMRREZ &), SEREE AR RPGN 0 3 DK &
1, ¥ 51T pauci-immune 713 MPO-ANCA B RPGN
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(MPA % &¥r) & PR3-ANCA Btk RPGN (WG % &),

ANCA F&PERLIR RIS X 11517, pauci-immune o) 75 5>
12, Bl D AICBRFE U CHAE T % — X1 pauci-immune Y
AT S & (BRI % renal-limited vasculitis :

RLV) &, 25 DIMERIC K 2 RIEZMHED MPA IS0
TE e, L LEDNS, YUY RLV LM SN TEREF
7S, EIRE ECTEDAN OIE KT RFE R X B 5EH

BOLEISTHEET LI LBASNTEYD, RLV &
MPA DR, SEICOWTIEHE L 23285 3,

B. RE#F, FAGERERE
SEE AR RPGN Tl, Wi o fZE i &4 (DNA-



