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AWML, Aim & BEMIE CTH  SCHREFE, BAFBE IC L > TER I DEZEFEOMERE
&1 (PR 1446 A 17 BERR, Ak 16 SFEEeIE, Pk 17 £—HdiE, Ak 19 £ 250IE) .
RO~V X EE (2008 FRLGT) IHE- TEMBT 5. AR DEEHE) (24720, o
MR DRICBWTCII S MMBEEELZESORRBEZ T L L L7585, BB IEOFTRT 5
Bk, T FIRMAERR & U CHIZEE R RIS L, TR EORROMEEEZES ORI LS
5.

AT, MEBEEZES CAROEONLRENPANNEZEZIEL, HYEL Y XEB LY
AEEIC L B+ Rdil 21T, BEOHBEERICLARELZXETES. BEOREICEEY KT
TEEILNDIAIESCEEMEDERNPELN & &0, BEOREBICHEL MET X9 L EE
STEEOEENMTOID & &1, HONITEREBL L, FRIZBMTI20ENIHOVWTHREDER
EYOMERT DL L EHIC, FRCHHEEELEESOAR LB CRIBNACELEDOLET 2T, BE
DHRFREZHED.

T EE AR R EAL SRR TAI &N D, BEEFIDOBRE ID SEORnRIIEBTFT —4
E L CIRIERREFEDRAT — RREDO SINZP CEMHR THRE TS, T—F IO OWI-4E
TRETHZLET D, BF T —XIZOWTUINARAT— RRED SN P CTERT S, &EOR
NAY — FIEANEREEBEENEET 5, BAFREETIITEKER (SRR EEHE Y
vHE—) ETB.

[FAE S BB E ~ D fERR-CAFILE ]

AW DOIREFT#E L OUE SN DK T — 2 1%, B SIS T 5 A Ot SR B OHELE S
LHREDEKELIEE X TTTON Db DO THY , ENADOEFEY oA T —a VICEBT5HE
ThbD, RFFRICBIMUTIZZ LI DBE~OFRFIZE LTL, EABROBHERH T HNE,
[fERoARFI RT3 5 ]

BABHROF L 72 EOFEFERPREE UL, FIEEEER TS HEEMIEY) 7208 21T 5
LEBITRREER L OEFMEFEEZ B ICESCHIIRET D,

14. FEHZDORTF

WHEDEMI R D MALE (PHEEEZ, EEEZEL0ABIEDEL, #tIhET
— &, WEHRITHER, EOMT —& OFFEMEEZRIET 5 OICHERERE E 21358 eE2 L) 1TMAE
WMEHEBRTENMAYE L, HIEEED b ERICEETS.

15. R E I D - BHE

FER BT O\, B ORELZ T BRI A L @EHRESCEREN -2 < F UHWIC
2%, BEEMLICE > THEITIE, A OV EEE A2 LT 25 [ Al B8 B AR FR O S N
WZTxIRd 5,

16. FHISNDERE (HBE OAH)
KTUTBENTETH Y, BEIIH - EREEOAMITA L.

17. R &
AN BB, JE A BE BRI R BRI 7E S 22 A M M8 R I B3 2 TR JE BRI A2
fTEn7mrseBEmhae L v it 5,

18. RRBRSEHEE K UM 7 15

ABFFE D ERITIE A J7 B8 B VER T IRDF JE S 2 BEA M M R (BT 2 SRR R & LAR SR
SR (MILIRZERE - ok - AOWMARENRISE) 2FEREEME T 5. SMERER R L O
HEEMITBIR 1I2Rd.

MREE, T2 EHEETOEERE TRicks<.
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i IS EIRKEFM BRI BlPR =R
TR B2 BRKZEMERE B E3=
PN TEAT GRKZFMEREE BN RNCEA
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FHRFIH
I. ANCA BEEIMER DB L ORHr

1) ANCA BEELM R D5E
Churg-Strauss JEERE (CSS), Wegener PIZEESE (WG), BEMSEEAIZFME R (MPA), BFRBAIMmE
%% (RLV), HiBRRAMEZ (PLV) O 5EEEAMILCTHE L 95 ANCA BEMER L L, &1 TR
L7zEsMEegHnER (PSY) OEREMIETEREBRERREETAZ ENLETHD.

2) ANCA BEELfE R DB MW

CSS, WG, MPA, RLV, PLV @ 5 ¥EEDOZWIE, Watts HAMEME L7- ANCA BN A& 28 3 X OV EitE %
SRR DOSIEFIEICHE L TITH . 272 L, AFEITIE PLVIINE IR TWRWD T, TOREO
- OEEMICHILE AR~ — I —Z2BMLTWS., ZOHETLITY XL%X 1 15RT. 228,
TN Y X NI ARPFGE TIIRR & 72 6 WERIEZRBIIRE S KOS BERELERNEEINT
W5,

@ Churg-Strauss JEfEREE (CSS)
F 2B IVEIITRTKEY 7 ~F %4 (ACR) 3 5 VML Lanham 0 CSS 4 FEFLUE &1 7= ¢ H & % CSS
EZWT .

@ VWegener RIZEEEE (WG)
CSS MR ENTHBE T, RAITT ACR D WG EREEZR T 60, 602 OoEEEIR
X733 5 [Z7” 9 Chapel Hill Consensus Conference (CHCC) D WG #HFkPT A E LN DA
We LB L. WTIIZHEYE LARVWEETY, CHCC O MPAFERFTRLZ TR L, % 6 1T W6 LA
v —HA—EHTHHO, ILITHBEITRITZR S THOWGHRHA~—I—05H Y, ANCA BED & DX W6
LW 5.

® FEMERNLSRInMER (MPA), BFRFE! ANCA BIEME A (RLV) 3L OUFRRE ANCA BEEE M1
&%k (PLV)

CSS BIL WG B == BE T, AIMERIZ L 28, Wiz L OlifsslEERERE & 3 5 D CHCC D MPA

WREFT AR H Y, 6 D W A~ —T—D720 b D% MPA L 2Hrd 5. MRET RO 72 W EI121T,

#6 DBMERD D WIMMERNA~—D =059, ANCABHED S D% MPA LW 5. D

T, Bk, HDHWIEIMOILICMERRREEZBOH D ANCA BHEDOBRE L, TNZN RV EBXIW
PLV & 2Hr7 5.
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®1 EFERESFELEROESR"

UTD3SDEE (4, B, O 29_THATHOERBMELFELERL EBTD

(A) JEMEAH ANCA BEEME K FE - IIEEMESRBIIRRICKHEOTH D0, HDHWIEF
BLlinzZ b

AR AT I 2 D3RR S AU T WDIUSIERSCEEIZF & LW b O ThIuE L.
FERRFRIREBA 3 22 W B RSO 1 TR0 72 b O TR T SR 6 7200,

@)UT®%E®5B&&<&%IO%%ET5 &

1. ﬁ%ﬁ%uwMéhtm RE TSI ZFEMRZE
M JANNTERFEME R EREB R BB ED. AFEEREZIZKEY v~ FER

(Amerlcan College of Rheumatology ; ACR) O Wegener RIZEEIE/SFEIELHET
ERINTWAHLDETH  MERED D WIXEINR - MEIRO MEE B & miE
FEIR T ORI ZEREMERSERT R,

2. ANCA 5%
MPO-ANCA = 7= 1% PR3-ANCA 23T 5
3. MERB L ORFEEN TR RE I N5 LT ORI 2 mERT R

- PR BRI & 5 SR B
- MEER MR MBS E 72 IEENNEER) (2 X DKL R EARKRT

R,
- BEFEER & MOER oD CT F 7213 MR 12 X ARG H%E & KB RE

4. IFEREREEZ (O10%E72i3>1.5%x10° / L)

©) EBEEHRATAIMOEBRDORNT L, BIZUTOEBREZRATE S

1. M fEE

2. Wmﬁ(B” C ?W@%HW,FK,ﬁ%%MWﬁ*)

3. HHIMME R (B RSV, TubAFFTITIL, Tarll) ) —Lirs
te)

4. WML (BERY o~ T, SLE, L= — 72 U USEERE, A HER)

5. NR—F = v MR, BEKEBRKE, EMREEIRSE, JIER, AEES U7
07U UME, YT A Y s~y RERBER, HU GBM Hrik B E R B

6. MERELEE (2 VAT —/VERIE, calciphylaxis, BIEREY VIBE
PURIE RS, L ERSIRIE)

7. Yoo R—T R

R BHDHWVITREARMERD IgATEB LY = — T A2 -~ vREHFR %, 72
PLGBM TiE DR HIE 7 AR F v —EREREEZSREOFTR THD. L, Igh HfkiE
&P GBM JUiATT ANCA BEIEIME R CTHIBODL I ENHY, vx—r T Ay /) vk
mrkﬁ/Fﬂx%yMﬁﬁﬁwﬁﬂm@ﬁw@%ﬁﬁﬁﬁé.

EN DO RFR TIEIW T OREERIZ 3T ELISA 3T MPO-ANCA ¥ 7= 1% PR3-ANCA DHIE DN AIRE T &H
B 17 9w IEHRIEIZ X B ANCA OFEf LR L=,
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B1 ANCA BEMBASIETNVTY XA (Watts et al. ARD 2007 % —EBikZE)

PSV (£ 1) OEKZH

ACR £721% Lanham @ CSS E# (F2. £3) IIAHK

v AYAY-4
A .
CSS ACR DO WG HEEE (F4) T
Wz
v
CHCC @ WG IZEE T DT R, (385)
YRS

XV CHCC @ MPA IZ&%3 2 kT 7. C
WG HRA~—2— (&6) HY

WG .
A\ AY-4
o MR L
Y we kB —h—8 0
PR3 & %\ 3 MPO-ANCA [
NS
C NERIC AT B BRI X ORI
Y wa e —m—7 L
MPA AT
R SRRAT BL72 L
iR SR Ty WGRA~—7—72 L
(& 5\ 3 S - IS AR~ — I — b Y
DI R E PR3 & %\ id MPO-ANCA 4
B I 5 EE)

AAY-4

w RS EITE S FEAR
SIHEREE
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#2 KEY v~F%% (ACR) @ Churg-Strauss SEMEREDSFRERE"

AHEHE T

1. | Mk il 2 WITERRFICA BN D CEAMDOEE D 7 H OREE.

2. | HERERIEZIE F I BR Ay B 3 1 2 AFBREREE I > 10%.

3. | HMREED D | 2SR E RICERY 5 EAREEE, ZRMEEMREEEDH DWW
WIEZRMRR | IR MREE G Rbb 0 —T /Ay R TRGM).

4. | iR GEEE | &g nERICERT B8 D 5 Wi —'Eo MR EE R

) T XHMe (EEMREITE E20Y)
5. | Bl BMED D WITIBMER| R £ 72 TR OBETE, &5V RS

D X BT H BN D IREALET AL,

6. | MBI~ | IR, MENRD 5 IHERIR O AR I I T E SRR~ D 4
S BRER IR 1 FRERIZIE 27850 5.

S¥EE, FER 6 EA T R &b 4THA L ENGRD BN DA, Churg-Strauss SEERE L HIET 5.
A OEEAMb T 4B UL RO, E 85. 0%, SFEE 99.7%ThH 5.

3 3 Lanham @ Churg-Strauss JEfRFED SR EAEY

HEYEHH

it JE.

IFERERIEZLIE (O1.5x10° / L)

M RITHR T D 2 ifgs Ll OldasiEE

HE b, EFRCSTEE S TCEW-TI54E, Churg-Strauss JEMERE L HIET 5.

oo | no |

#F4 KEY v<FHE (ACR) D Wegener PIZEIEIE D4y EE AL UE"

HYEEH ERE

1. | 2HAWVTAERKE | BREdD 25 WITEREDNNIEE, bEEs 5
VNI S DO FEE.

2. | JER X M LR E R FEEG, EEMERE, H5WITZEROFEEE R X
R,

3. | JRibi&E FRUICHRIZ B TSRO MR (> FRIER 5 {8/ EfER 1
HEF) D WILRIMERMAEZED 5.

4. | SR HRIEEOFE | BIREERN, M B EE g ER @R E 7213

] EK) [CRZFEEAZED H.

SHEE, ERRAERTRDZRLE S 2HAU ERRD OND5E, Wegener REFIEEE L HET 5. H
HoOREA M7 2 HE L EFEOIE, RRE 88.2%, RrRE 92.05TH 5.
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% 5 Chapel Hill Consensus Conference (CHCC) ¢ ANCA BHEIMERDHIHE EFE

RRA EE
Wegener BYZEFERE (WG) 1. ROEIZR A R ZEEME R ERT A
2. /e RRLAE OFEFNE ME R (IR BRIEB RN &
CHBID).
Churg-Strauss #E & B 1. SKOBIZRT DMk % 2 HGRD 5 WEFREMERIERT R
(CsS) 2. /I - HBLIMAE DEBEFEME M 2%
3. WS & AFBRERIEZNE.
BB 2 % M E K 1. BMME, NBIR, NERIRO /IS - BB & D EESEE I
(MPA) BRT, REBAAEILEIID WG D WDITZERD R,

(b -

TELME OBEEME R ETBO DL ENH D, EIEMK

REREBRN LS AL, fOEBMMERS LIZLIEA L

n5.)

NE & AR, EMIE, MBIR, 5 X OMBIIRIC 7275 5 EE AR BIRR S C b 5.

TARTOEB 2T bOEFRECHET L.

®6 MERORA~—I—

& 5

RE~—H—

Wegener HIZFHESE
(k- TREDRFEH:
RAE)

1.

4. 3 7 Hzilz D8NRI R,

[ FEPE D FHR MR, FEEIERZE & 5V 2R
A DFTRLD, MiEGRE T 1 A 282 TFE
T5 (RREESEMEERE SR S D)

SUE SR

1y A28z 2 &R & BIE, HD5WITEDIEE,
RER D DVITIAR
R AR

IR EBOIER > 5 VITRIE (AfEE)

7 TRz

i n o 7o IR R B R R

BiER CREREER)

ARIMER AL 2 £ 5 MR
MR T 2+l LR E & o R

Jifi i & 9¢ - (Rt H i 3 Jk
UMV E PR %)

S A R

R, Wi & 2 VM RE MR THERR S U7 i
Hi

HER X #d 2T CT MRS & 0 Bl S L7 E M
Filige (RRGLIEPEEANME MR E 72 & O OJRRIC K 5
MEVERTR, FMEEMRENSERIShD Z L)

LIHEARBO bNISE, IERICK DEGEE LHETS.

EN CTORBEHRETENEE STV RWEDBMERDOER 2 DEBRMERITHIGR L.
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EABEEREEEIC L 5 MEROSIE!
KR TIE, BERESNIEBREZR 1 OTAITY XAEANTHEEITI N, e ChNEOREL
YEIZIR - TRl B ATV LR R 5.

QU = 7 —HWEELE
A FEFER
(1) E&GE (B) DER
E: & (Edads, i, #%8), R (R%W, fAET, REkzEl), 5 (FEL), OpE- \eEsE 08
B, EE, KGEM%E)
(2) Bt (L) DfER
Lo Mg, BRWK, PRk IR EE
(3) B (K) DEIR
MR, EER, BRICEITTA2EARE, HHE, it
(4) MERIZ L DR
O aFEk - &2 38°CLLE, 2 BELLE), KwERYD (6 4 ALWIZ6 kell )
@ NBEREEIR - L85, 2B Om), BRI, 3R, Mt ORmE BROE - DR,
MBI (rhafn - Tifn), MafEEs
B FEHHARRT A
(DB, L, K OEHMIfEE £ O BEFEME N ZFEME
(2) fayE 71 7 I e R I O EEBE M Y B RTE AR R
(3) /I~ + FMENR O BEFENE Py ZEREME M B A
C EERAEFR
Proteinase—-3 (PR-3) ANCA (HLY&HifEEE T cytoplasmic pattern, C-ANCA) 23ERIZGIMEE R~ .
D CHIE
(1) He3E (definite)
() F&3#E (B), B L), B K) oFhEh 1 EeERE & O EERERO 3 THE L EEZRTH]
b) F&E B), i L), & K, BRI 32TEEERD 2 HBEULERY, MEFALO, @, ©
» 1 EHB L EERTH
() F&3E (B), B (L), & K), mMBERICLDTEERD 1 HEUEEHEBTRO, @, @D 1
THELLEKRONC (PR-3) ANCA BB
(2) £\ (probable)
(a) F&E (B), i @), B K, mERCEDEEERD S B 2 HEL EOERZ /RS 4
(b) FZ3E (B), B (L), B K), mELICX s EEEROWTIL 1 EHE RO, RO, @,
@1 HEHZRTH
() k&3 (B), M L), & K), mMERICIDEEEROVNTNA 1 EHE L C (PR-3) ANCA 5
M % 9Bl

@ BEHMSEHSRLER
A EBEERE

(1) 20BE TR BRI &

(2) R, b L < IR

(3) B -+ LIS DGR - 4RBE, B2 FHif, VEBE I, ZFMEEMRERRE
B EEHARRT A
FHENIR - B - BN E ME RO EEIE, E JE P O RIEME DR
C EERATTR

(1) MPO-ANCA [

(2) CRP [t

(3) BER « MR, BUN, yE7 V7 F=EHOLF

(4) MOER X #RETRA - BERER (Wilatm), HEMERZ
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D CHE
(1) #e3E (definite)

(a) FEEMEO 2 HBL &2 L, MR R ASEEOH)

(b) FEEEOORV@%EED 2 HELL EZHZ L, MPO-ANCA 23E{E 15
(2) 8\ (probable)

(a) FEREMED 3 HB 27~

(b) FEEJEMED 1 THE & MPO-ANCA B H

@ TV AX—HRFEELER (BEFBEREEYE)
A EEERKRFTA
(1) KREXZMEE D B5VIET L —EE %
(2) GFERERE N
(3) MBI X DR (BB (38CLLE, 2 EMLLE), KRERED (6 238 LINIC 6kg LLE), £%
MEEARRE S, VHARR ML, SREE, ZBIEE (4%, WA, IR T)
B RS DR
FEFRQ), @DBETL, Q)MBRIETSH.
C =BT R
(1) AR E B 22 R B M & 4 5 M/ B O A ZEEME, E7/-137 0 7V o REFEM M
BROEIE
(2) Mm& SR ZEEDIFTE
D HIE
(1) #E52 (definite)

(a) FEFKRFTAD I LREEMEEH D WVIIT LA —ERE, FRREREINGS L OumE a2k 3
ERD TN EN—DOU LAR LFARHZ, EEMBITRO 1 HBA2W-35HE (7 LAY —REE
P )

(b) FEFERATR 3EE 2/~ L, BEBEOEMEZ R LE$4 (Chure-Strauss JEEEE)

(2) 8> (probable)
(a) FEFRIRFT R 1 THH B L OFEEMMBFT RO 1 THE 272784 (7 LA — MR EEEE M S 4)
(b) FEEERIRPT R 3TEE 2729708, BRI DM %R & 2\ 4 (Churg-Strauss JEMERL)

—108—



