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| EBEFTED IR T2 BES
4. SEBETIEER (RPGN) S4B FHR*

1 BRIVt R

B2 S8 H ORGE THEBEEMET L, BA
EIZE LB R E 2 EMEIT YR % (Rapidly progres-
sive glomerulonephritis : RPGN) & FE&, FLaEE A
ZFR1IIRT,

RPGNORE#ZE & 2 bDD% 1%, MBI
A Z B0 5, X512, AR Z B0 5
A, REEANDOWLEWDINY — 2 TR2O X H 125
$i9 % o pauci-immune % O BB % FE B R 25 (i
% 4%) (microscopic polyangitis; MPA) %%
MPO-$t & W £kl i3 & PL 1A (anti neutrophilic
cytoplasmic antibody : ANCA) A3k % 7R3 DS
H\Ve FHRBAMSINWINRZ RO 5 2 0% <, ik
MERMIAEZ RO LN, REAOFREIIHkLY TH
b0 HOHA X, EFEHLVIRERL T2,

10O WETHEROREZ ELITHRE

1. ¥AREEDHERD 5ND—RIEER
IgA BHE
RFEMF B AT RIEE R (REAER)
REEE

2. BEDBHELIER (BB EEEDHDEN)
HEMOPIRER
Vv NER
BEERRRER
FFRICKDER

3. REHIRE
V=T RBR (REESRLEER)
HPHREER (REESHTER)
FEMERZRMER (pauci-immune 2Y)
Wegener AZFESE (pauci-immune 2Y)
Goodpasture iEfEEF (RIREY)
oUZ507Y VIEIC K DBR

2 BEARERIBOER

— ML, EAARTEE 50 % DL E o SRERIRICEE
DL, A REEER 2% (crescentic glomerulo-
nephritis) & W\, fREFPNIEIEZ 580 554, B
AR L v o BRIMICIME 2 LT =~
DIEAERD L, EHERPART, BHAEMD AT
TERVRHETESRROLGED H LD, HHET
HoTLTELMY, HEMEIT) ZENETL
W,

FEEL IV BT B oo 2P AR R 2 2 a3 7L L,
BRI T4 & ORBRE ALREEZRLTVDLH (T
3), WIFRIZLTHI{EZ L7 F =¥ A4mg/dL
MR ERLREOMBOBEDEHL %0, B
BEATARUHPEIC 2 D 97\,

3 MEREREICEENDKRE

MAF 2813, MEDORFEWWEZ LML T80
RETH L, RENZMEROZMNIZ, BLEIRE,
PBHEIIR 25,  AEEITEZ FEBIR S, Wegener W3 i
JiE, Churg-Strauss e 5 #, 8 82 & 4%,
Henoch-Shénlein 38355 TH 5 A%, H L < MPAN

R2OFABFERZERDDERE, RIKEDIgGIFE
DREINY —VTHEE

1) pauci-immune pattern (Z%ZTER)
AR RIMER (MPA), Wegener REFIEAE, 455
MEBEER, BT LILF—ERNSF R meER

2) immune-complex pattern (REESHAER)
IV—T2EBR, KPURMER, BRPGRREBR, JUF
JOJUYVIMEICKDBR, HRMEREEEEENITE

3) linear pattern ($RIKLEEY)
Goodpasture iEfRE¥, MEERFAER

PE 2 o v WS i P B IR 4% (classical polyarteritis
nodosa; PN) 7 & b ¥ 572, Chapel Hill & i T
Jennette 512 & 0 MR % L & 5 HIHE 5 HED %
shiz (1),

T/, LSRR ENIANCAOF L Z O
FOHEIZL VITRT A IME %% FHT 5 2 LA
BET, CRPREDRIENST XA —F DHlEE & H I

]R3 O FABEMRIEERORIEFT R TOHHE (RURETIHE

RIEIRBE D2 RERIEET) —BRL&E]

LARTAE | RAES -

w27 | T o HABE | g
0 T UL
1 <30 R B2 E
2 30~50 | iR R
3 50~ 80 g B E
4 >80

* RED T « T /A REFEZERDHDARIRGEEE (COXIFHFEDHEH

DI < FRBEMZEBDIENDIITIFIELY)

RIBEXAIT7 N ERT D EBTFRANRDIEALVD, BIBEFREER
KEHDEGICKDEBLDNTVD

E1

LIRORBEFHTH 5o

4 ANCABHEER

N

RPGN®JFEEE# /R L, ANCAXHHB T 2% % T
Hb, HEEHEIILZVWERELTEHEINTY S,
19984F, ANCA OWIEDRBERISIZR ), LDl
HCTOMETED L) o722 LS, BB khi%
HELS L7z,

ANCAIZIZ K& {2212 hIFTMPO & PR3IZHF
THPRE DD Y, RIFPTORBMEZRIZMPO-ANCA
Pt A% v, MPA TiEMPO-ANCA S % 2
ENEL, BHO—BIE s (R4),

MPA @ X 9 7 small-vessel vasculitis (SVV) D i
IRBBEIIZEETHLH, LA TRWEEDS
v (5, 6).

AR, SHIC ANCA OMEAE Jo L72As, JE#k,
CRP LA OYED H Y, FEREMPNIZEGSE & D
FRDIDZIWZ K VD THMPENDRES S H 5. B

EMMLE

28 B I BRI 5

Schénlein-Henoch %31 5%

BRMIUA IO NAE

\ SAMSSH9 PN [MPA] ‘

‘ Wegener AZFIEAE (WG)

‘ ‘ Churg-Strauss fE1& 2 (AGA)

L ]
| wmPN | @mEnER |
L

ERBIRY (KB RERE)
E et e % (RIEEBIAR %)

Jennette 5(C KD MEREIREFD I FE (1994 £)

115



116 SHE3EOBLERCRMCELIBERR

[ XBEFFRDZHODROFICHEDBRE/ 4. 2uRETHEBREF B AN 117

KT, MEROWEEE % 5FMi 9 % Birmingham
vasculitis activity score (BVAS) (F5, 6, 122 H~
ZH) PPHI N TS, BFIHH%Z O BEHEH9
HHIZR->TEBY, TOL) SR REEmHED D
LIEDBBHTRETH L, 4B, FREOIME %
bdHbo CRPEEDRFER—H—D LFHIT% L,
SEER, MR b R &, B (I HMEE
HIIMLER) DADIEBI S B % o IR D FHRAZL

=7, PNiZ—#WIZ TRV IEOMELTH D,
RERMRIIEE AR, ANCADHBLIZ
MiewbhTwa,

] 40 BEHBENZRMEXNOZIELE (BAEMERI IS
1998)

1) EEER
a. SUERETHERIRIEER
b. FitHm, U < (REIEMERA
c. B- WS ORERER &5, R, SHEEERm %
FMEBEHRENTTE
2) TEEBFAR  MER - EMME - ZEMMEMEFIRDIEIE,
MEREDRNAE AT
3) EEREMR
a. MPO-ANCARZ%
b. CRPZ%
c. E|HER-MFR, BUN, MBEILF7F_UEDLR
d. ERXH#RATR =R (FhfRHm), REE 4NN
4) ¥IE
@ £ (definite)
OXEER2IEEM L ZEBIZL, HBEBFENEREDH
@FEEREDa. BXUV'b. ZZH2IBEM EEHIZL,
MPO-ANCA DBz 4D F)*!
@ 5L\ (probable)
O EEREHRD 3IBEZE R o> 255
@ EEJERD 11HE & MPO-ANCA BZHEDH] *2

* 1 R

% 2 RPGN + ANCA BB I AEHETIE MPARELBI C 18D (BIRBEY)
(BB EERPMRSERSRMAEEIAMMER(ICEI A
Wz - V. BMENSEMER, EAMEMERDZHEY =17 )b, p9-21,
2002)

5 Goodpasture fE{&E & 51 GBM B3R

Goodpasture 281919412, BHBELAEZET 51K
MFI O Z S Lz 2 LISk T %,

O PR GRS DIV T — 5 12
519 %) Bufk (ELISA %) 2Btk cd b, @i,
® ARETEBRZETIHA Y KRNI
Goodpasture JEEHE & E3% T 5o ML % F2D 7,
IF CEIEBEIZIH- 72 IgGOMIRIE A % 720 (F2),
FHREREE %% 2T 556 % PIGBME &K & I
ATWS, EYeR toxic agent |2 & B FLEEDOMEAD
FlE&T2 0, BRI L CHCHAED EE SR
%o MPO-ANCA & HUBEEHL R & b (2B o % 6]
bdh, HEEET L,

2 © i GBM BEXFIOMEREHIADA (HAHEE)

RERAEIRIEITA > TlgGHHRIRICB M TH D

[ XE] Wegener NSFIEIE(C & 2 BREE(F, FERFICFAEN

OMRER (LB LR DORFEERTENLER WX REE,
CT CHEERHRZE)

@=FOH/\ENERIROZEFEEMERX (E(ICE SRR - lREE)

OBRRDDVIGAFEMERIREERX FAKERMEER) Z2F
W& T 2.PR-3 ANCABRIEN ESEE CH Do AFBTIFHAE
EMEWVWEEZ 5N TVD N, Wegener B IEJE T MPO-
ANCABZHD C EBH D, EWICIFIRZET &, FRERE
LTI, RRE - FRERER BRIKEELHERE L) %0,
BEEFNERICIEDEVN, FBEEBITEENEMT D
cLibnNThsd

BERFTR

EIMEIRE Z R BIFEO T 2 DI EHKRTH Y, Mtk A, BT AA, SRS HT 5
Nho FAKEEURIE, —MBIRIEL F L L) ICERELORED @ X, Mk 258d§ 5 & &b IZHlie
MBI L, A RIS TED S MR TE, S S ICIEBHETEN & T OB 2 2L d 5. FHAKIZK
v Y RRIKROBIE D e, RERIIREEDBEET 2 2 LAURIR S, ERRBE TR 2N 2 LT

HTELRWRETH 5,

(ZHHF)

HMRMFEAE AT RERIC2EEEBZ 5 LRMREENISEZED

A NET R :ﬂi’_. ; PN

3 © R B 5 & ERGRIR(E (PAS &)

4 © fHRAMEF AIF L ERCRIRE (R Y YV VRE)

BFDCIERIKEBEDHOSNDD, XD ICIFFRRTERZ
R, MOV E EFlamD MEIEL TS

B 1 O e SR “ N
e X '.‘:" 2" .‘.,':r'l 1::- _ﬂ}:‘.' !i';ﬂ“, J :_'_c: -
e 5 ;W . o

%

1 & ERRERE (PASM-HE )

5© HREEE+ A

FIF2EMECHEEFRATERZSRD. REREFDFNICAHIC
KRICHZ D

6 © fHRaME A5 & EBGRIRE (PAS &)

RERGEERFIETU, TZOREZIROE M2t REZ580
B0 FREDRC PAM G HEOMREN BB R D DREILFRHEN

ARIKAFHUDEB (CEFARER - BRI SlER Didr 5N, ESHTIF
R RENER SN D DD
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> HRRRRHEEE A 4 MRS M A MRAEER D EETED

i e LS | -,

£ L - L1 " l
8 © HERSHEIEE B AP B (PAS )
(PASRRE) SRR B 8 U T R B A, C RS DR

FRFICEHEEAEERSDBML, REEFBEISEVRR MHiH SN, tubular patten ZE I ARIKETEH S
RO, BEANOHISEIFERELOTVD

i

A -

FafRitE S B AFFR (PASM-HE &)

9 © fhfasRHE It B4R R (PASRE) 10 © 4

2EEDOEINBIEC L EICREREOMBANEELRNBE L PAM 14 DEEBREMIRANEER D DHBAEOHICHIRLDD
5, EF tubular pattenZ2 LTS B, ARKEISEBELTWVD

bR R AT BEEEE L THREEBTEDIHNDELTES

REFIFER U, € DEEICRHEEDFRAZ5R0 0. FREEF FREBFREIE LD DD DEH &, Mgt RIERRRILDEED©
BRI LDDHDD, RKGEBEFRBILLDDHS BB CDXDICTEIDE/IMAICBENTE, FRAE3IEDHEFRF
HFUBBHETIEE L, JBEL TSI EBEN

FREIFHRELE L, RIREFEREEEOETLTVD

BRRIEEREDRD SN D. E NDARKGFFBEDRMEAE L
BIEULD D& D, £ EDARIRFIS MR, SR B ED L
TWD. ADRIKFEHREFR G SRHEEFEREDEHR LT
nad
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b F BB RIRAE R ORFEMREICIRE 5 B8E, FAGFOEMRICEILEEET RE

15 © IRFEIERERIANFRR (PASRE)

T T 1--'\._,.-'
w.:x:.\.,
} L-

““.
-,

I 16 © BRFEMERIKERFIR (R v vV J%@)

BASDEFBEICEE O TOEWVD, ROV E ERIRDIL
5 ERDDHFS5ND RIEDHRDERC, O {EHH5N,
T4 TUVOHE EBITRIREEERIZ D SN DR
RETHD

17 O IRFEMERIRERA R (W v VU RB)
SEMEOENHBIBZRD, RIREICEFFDCT« TU VA
HULTWS

RIRERITED T« TU /A FRIEND 2 DDARINE(CERD

N, ARREEMRME A@“be‘%ﬁlﬁI&éﬂﬂi%aﬁ@%b‘:zﬁéo
T4 TU /A REFEDOHIRICIATD. HFELUTHEAEDERSE
N2, REHVER - BERZHROIRIBE INODERELZRE
U TEHEIND

18 @ A IFMETOMENR (VY YV VRE)

b REGBRHEORSEMELL»PORFICHASN, FREHFTEOOHIRE

219 @ ﬁﬂ'ﬁ%ﬂ?ﬁswﬁﬁ vy Js.’é%)

ARERIADIBIRMEMER (F£) E T« T/ A RIEFR =R B
() D' EFICERHHND

RIEER K D BRI P REMENR DY VEIEANERHT DY,
BEBEOMHEBZE D KD ICUEVIC ERMIBNMETEL. 2
HERKEED

721 @ EﬁE‘I!t‘F‘BRﬁSAFﬁE RyvVUZEeE)

RIRGFEBDORDICHRET LT+ TU VBB LTL
B B¥DE ERNESNEIELDDH . FRMBEMICEDRIIC
(&, ARREBEEROMHICKDEDEITLTVD

20 @ B2 HE BRI E S BT ERER AR
RyvVUReE)

4EIDRIRAED DB, EL1EIIFFREFEARERNTRD S5SNI

V), E RDARRATIFHIEMEFAAENEIRL TS, A EDRIK

HET 1 TUVHHEUEBAENTED DD D, A FDRIKAE

[FRIRAE T NTHENHETETIEFT > TS

722 @ iS?E Is*..‘F‘BRiﬂSQPﬁE (PASM -HE %E'.)

RIRAREEAMAL (RE)., T4 TJUVBTE LTV,
PAMBE CTH D EBERDEIHN DN D PT
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