V. BHM3EHRKE

4. fE

(1) #EE (definite)
TEERE2EE & MEEEHRR T 2 3BT RO 261

(2) %\ (probable)
FEEROIEL (1) 2 &4 6HBU LD 54

5. BELRLIBENMR

(1) HmEkEmM (10,000 21 BLE)
(2) M/hR3ghn (400,000 41 LLLE)
(3) FRikITHE
(4) CRPs&MM

6. EHIZHT

(1) vz F—AFERE

(2) 7 LIvF — A SEE M A 45
(3) BERGEMZ RS &

(4) NIgsmmE A&

7. BERIE

(1) MR THRME, IHaSAE. DHAFY, VEBESO 4 >omic
DEIND,

(2) BRIICT, IRPREFONEOBEEOREL KBS 55EE, 0. VHHERE
SNCESO RN T RIS 2iEEY 23 5,

(3) BHVEBOREBIIEIEME % 24 5 /A0 2 R L RE RO L BRITE 2,

K2 BEMSREBRES SCERBENSRMEROERENME (BEELAMME KRS . 1998%)
FALGREMRIICL 2 LREBROBWMEELHETAEAICOVT, BEEELUTO 5

FEIZOHRT 5,

1B, A7 04 FE2EURENHZEOMREZV LIZEREL LT 1 EULRIRIRE L.
W%ﬁ%ﬁlﬁ%ﬁﬁ%%bfﬁﬁéﬁﬁi%&<%%%%K%é%%o(m%%%ﬁ\
BEFEA, PUEBERESRE 2 EICL 2B BIMT - T L)

2E. AT A PEEECRENGIREOEREL TN EE S LEL T2, BERE
LEBHESFELCOEMTH Y, MR LCHEEBICIBO 2w EE,

3E. MEAECELMIHE (B M. O B 8. BLE20) v LatE (K
R, EEEH., HILERE, BRAELY) 2AL, LELEBRICI D AKT 2
ABEICHE U7 R R 2 LABHE I T 2 e L EL L. BHAERICKES
LTV BEBE, BEBEOREIELDa~f OMh i R0 5,

4EE, BaROBRE ERTRICRCEDIERFE (BARL, BRAL, WMLEHMm., K
MRS, ERRE LMD KM HEEE, NREEL ) 2w LI A0E (BErkg
T &) BRD O, REMGIREL G OMERIGBEE 2 LATHEIC T 2 145
ELBEE L, Dad o T ARGE, BIC-HABEFEL, AEEECEEOD L BE,
lBaFE EDREIE2 D a~f OO 5,

SEE. ERLATENMEMESE (BRe, (A&, IWHERL, BHEE  DaEE, M
LEFH, Wik WEE, FRehy) LEERAME (EEFELE. DICLY)
BV, ARZECHMELGETEEL DR PO TAMELEL L, BELFEIZLL
HEESZLTWBEEE, I, NLEWN, EERIRE. BEREL 0BT
EUEETLBEDEI NS, BEEEOREIIEIDa~f O hrED 2,
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V. BgmH%3EDKERX

EL. UTowshhrzilnsdl L

a.
b.

RO P ]

g

i H 1M <0 P B MBI A0 & ) BB O A e 7 & PaC %60~ 70Torr.
New York Heart Association (NYHA) 2 EO.LAEMEL RS, (LB LEIEME CAIEE,
DEME) CAE)) . BSMLEES AV S TIERT (02mVELE) 012U ERED 5.

L MEY L7 F o EDR.5~4.9mg/d DB AL,
. TR DA250.09~ 02D EE.

. Biex & 2 ME L Eote - BRI

. RRMRREEIC LD 1 FoOBEEE (H3) .

PRSI L 2 BEDFRE (70 4)

F2. UTowih2r2@805 2 &

a.
b. NYHA 3 ED.LAESEES 380, i X ECTR60% L £, LEM LRI OHESE, W7

Tw - o a o

it 1 %0 R MR 2R 12 & D) R SEEE DR AL 7 5% Pa02%80~59Torr.

Oy, 2EMLFOEE oy 7, LEME (HE) . ATR—AX—7—DEED, AN
22Ol EwERD 5.

. MiES V7 F o EHS.0~7.9mg/dlDE AL,
. TEROM I OF0H%0.02~0.08DHITEE.

1 oF - BRI L O ARENZ BT 2 BT

. ARREEEEIC L B 2 OBEERE (B513)

M EEEIC L 5 LWFRE (5773) .

E3. LTOVFhhzaons L

(o]

RO T ]

L B R BB MR A X ) S EOMNE AL % B, PaO:A850Torr i
. NYHA 4 EOLARSME DD, W X# ECTRE60% D -, LER EREIBME LHEZE. M7

Oy, 2EMDEOREZRETOy s, LEME (HE) . ALR—ZAXA-H—-0KE, OMN
2L EEED S,

L iE 7 L7 F = EHBOmg/dI EOEAE.

. TERAZHLI OFIAS0.01 LN T DR IEE.

. 2B EOF - RBE & D RIS B S I

. RRREEEICL A 3B Lo E (H5H3) o S LR TP RO IeEE (B2

BF) .

. BmEEEC L AEERE ()2 LT .

9. REIL?

(1) sMRERORE (K1)

RO T, THE DO, AF V7L F=vorilg /HOMEY 3 HEMITY 50 &
BEELT, 7L P2y r60~40mg/ HE 8 AMES T 5, FERC, EEGIZIIRENRZE (¢
SUARRT 7 I FPTHFFAT) &1 ~2mg kg B) 26HEEGT5, BREATSLRLIE,
AF04 FEFBEL, RICHBEIHFA 2 F LT 5,

—291—



V. BEHsEHRE

7OV AR

i

- 10-Smg/B

~— 8W
(VOVAFRE: L AFNVTURZ T 1 g, SHEEGER NS

X
o0
=

v

A

48~96W

DOIRAT IR AIT AT

12~24W
1 RS RERR OFEERNEEE

(2) BMERIEDARE

RO MO, VEIZIE, BT L TWARETIGIT 472012, 7L F=vr »15~10mg/ H
35956, X, MEONPERZER ISR EICE L, MEREHSR (vaxs—Ehd), mEiEs
(F7URS 7TV 8HRE), FIMEE] (VT rF ok E) 285325, BRICLEST 5,
(3) 0ty

TEETEOFAE I LIREN & HLEHMm - 2030k %2, IR E A T IPR2
., BESOFEIEREERELEZT) . BEHO ﬁPT{Z CREMEEEREEICH LTI ANEY T

2y %fT9.

10. F&id?

PNOF I, BIER3 r BUADBRICI AL IAFKEC, AHPEFB S 2 O NEESES R
NiE, FOBOBBIZLBWBIFCH L, A7 FERBIHIEOGRIC L B 5 FEFEERIZ0% T
Hho FURISELEE, BAE, WEHEETH 5,

XH W AR
A g5
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V Eﬁﬁ&%%%%ﬁlﬁlmﬁ

—“— MlCI‘OSCOpIC Pﬂlyangutls, MPA

. BEMEENSRMER CE 7
BENLMENKE LANCARME A5 2 LA OPNE ) SHML LR ETH Do MBIEIR, B4l
IS NE RE RO, L CRENDBBRIHEETH L,

2. \EHEIE?
MPADE AL 20 Vs, MPA% & ANCABLEME DBEARIZBTEHBERIIF2T0ANTH S,
EEAEICITR L., R LEILE v, H/NLE DL 2 7k 18 4 % FROMPO-ANCA R B RIZED 5,

3. R - BRERRIE?

MPAD FiFE R M1, PN L BRI SRR E A 505, BEFEEE BRI E KIC & 5 SRETE
B & RVEMERTZS - BRI 2 RAREEIR (I - BUEREE) Ch b, tofh, WRECERE, KE. K
T, SRMEBMELES COMBERERES 2D, RETIE, RLTTE. CRPEYE, HIMEKMI, K
BE. RILEGR, BMIRE, FHR, BEHiEET. MPO-ANCAR T, BAlMAERIC L ) BIHIE
%, IR ABEANERE A S,

4, ZWilL?
SR I, B 7 BRERAEIR L TR L B0 BUTEERE LISRT. PN, O ANCABS®IIE %
EDEHNEET D, PNEDOHEZ R 2 ITRT,

%1 BEMBENSRENEROBEESE (HAMNEXIF=. 19985F)

1. EEER

(1) SUREITHREERE £

(2) FidiMm, &L <IZBEEMERK

(3) B . AFLISL ORGSR | B, FHIMm, WbEHn, SREEMERE L
2. FEHMEARA

HEIIR - B - MR IR O8I, & JE o K MRS
3. FERARR

(1) MPO-ANCAR 4

(2) CRPRIE

(3) EHR - bk, BUN, ME7 L7 F = ED LR

(4) MEMXETR REEE (Wit | EEEME
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V. BREN S EDE S

4. 0 =
(1) #E3£ (definite)
(a) FEREEO 2EB L L2 L, AT RS0 f)
(b) EEEHED(1BLU(2) % &0 2 HEM L% L. MPO-ANCA D47 1
(2) Z&\v» (probable)
(a) EEHfEFHED IEE &7 16
(b) FEJEED 1HH & MPO-ANCARS 4 D5l
5. &RZW
(1) HEHHLEBRE
(2) wx¥F—HEERE
(3) TUVUF—MEFERERES (Fry—2 - 2T AEER)
(4) 7y RS2 F v —fEERE
6. BEHIE
(1) EEEEOMIT S 1~ 2 BN BITRE (% QR FRERE) 230 565% 0,
(2) EZEMFE(L). (NI EHBI TR, 2OMOFI TR WETRL—FH%F3 5,
(3) % { DIEFITMPO-ANCAD Il T B BIE T M & 4T L CEBT 2,
(4) BEREFBEHRIETAE, BETLH2H 5,
(5) HEHBEZEBRA L BMENSRNEROMES £ 2 ITRT,

K2 EHM S RENRK &SRS RME R OESH

= | EEE SRR A BRSNS RIS &
)
WEEDY 17 BEETEBIR 2 A VA 1 5
SEMAE D A X B /NI (B4 ABBNEHAR)
v xR L E/NED R
BRERAT R, A
EREFEE R = Z0
B ILE EAR i
Bt 1 i Zu
i i )
% i b
MPO-ANCA Bt it
BIREY CNDIRE. B7) & #L
DI BIRER 3 /i3 i

5. BEESHEE ?

TEI L REIRAICET S,

6. /Al ?

PNIZEEL AT O A FEERS LEEIMFERE Iy 270527 7 3 F) OfABEEITb L, B
RO I, EHI OB B, BEERERDO) 27 OBRE ED-DICY 7 Ok A7 7 3 N Mg
ERGEE. V708277 I FOMRBIZETEFAFT) Y AP MVEF— b, V70X KEYy »
(CyA) 2 EFHV SN D 1, 2 (P50, P.52) ICANCARIE M 4 0 AR o & RYFE 8 % 7,
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V. By EEmNDE X

7. F&IE?

FHRIIAET, BICBHE 1 ELURORERN TV, F7250RIZRGEAE, b, EreThb,

Bt OARFZ T B EEREICES VTS RBIRE & EREN S RN EROEG TRICET
LEERR LR, WO LEMHOREEISGNI 2L, ZORMOBETFEETH L, X,
TSNS R MAB RO RE T D 05, SoEIHH 2 08 L/ESI A Lo ZIERIT. Ea T
BARKBLCALE (M2), B2 Tdd 2 PSREMGH =0 H L Cai L2 0ERD, Ear Tk
PENTVERETH o720 L L, #58, HSWMIEETH Y | H5ERIZELSEORBEED
HHEIEEBBEIECZEPRUTDH S,

XE B ik
A HL

BAFSE (%)

100
7LV F—HAFEELE £AGA)
7 7 — AFEEWG)
EWIE ) v < FMRA)
SHMEEAY 5 M E K(IMPA)
50 4

é 1KO 1‘5 yrs
EFFEH

1 EMSENSROEROESTFERE—MOMER & DR

TS (%)
100y,

B D (n=132)

501 B H 8 L(n=85)
0 5 10 15 20 yrs
EFEH
2 FEMSEMISRMERICH T A RENGRIHEAREOEEICKIIEDTROLE
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A8k 2002 ; 44(2) : 55-82.

SEELT PR SO B DB R

DRAEAT MR B RBEREHER AR E A &

AT B O B SRR SR S T B s B T 2 B SE - R W
B OFA RERFRFE NEERE - W - RBRRRE

HEEAAFBEYS - BHR
B REARESRESTE

RIERFEFPARERE - W0 - RBHEE

BRIERE - BRAR
NUER  FEAZERESRAE

BT BB RSN ARIETEREE M T 5 BEPE - BARIE (EHEE

ARERE SHREEFRE 1R
AE E EZLRmERS 1N
BERF— EMAFERTE 1HE
SAER  EfegiRbipil

I F BERCFERAFERE 4 NE

PRI

HEEARRER S - 2R EEE)

MR F R FEG RS FR AR - BT - fF - WOWRBRRIE

LHME TRERBSFEMAFREAZREEE Y5 —
At HREESERAYE « BIEAE
THRXE FRAFRFERES R ST REERS

FHREHE REKZERIE 4 AR
R

RIGARFE LB R B IR
ki BHBRERZFERE L5 —

HHEE RRERARFENEFERvY 5 —BER

I

| = I
B EEETEE EE T 2 BEME (AR
REBRY FFHEAN) SEETIE S RAERRE (rapidly  progres-
sive nephritic syndrome, rapidly progressive glomerulone-
phritis : RPGN) 538l (GHEFFF0HE  FAR INUER)
%, FRSEELD, bPEHK BT 2AHETHET LD
IR EBRIREHER 2 6 Pie 7 — 9 R~ AL S B &
UCEBERANER 7 > — MRERMITLTE 2, 351
R 12 £ X D RPGN OBRIGEHER I H72 D, BEE
< RPGN ZHHESHERBETI R B2 2 ML, Rit%
ERTER, AMTHINETORTEOREL LT,

HEI I 5 RPOGN 0%, T, 2ZWiisst, B
Hro o RrER R R T, JODEEH TR 3 6E
KaOEHTHD, SHELLHET, HEULNLETDH
5, FCBEREhE oW T, BTN RSESER BN
ELT YT YREDPSDT — 5 N—AThHY, HEH
FIERK D72 % O evidence level i1V H DTl vy, 2%
LI S HERR AR O BT % MBS IREER 72 ¥ ORE T o
L0, WEEHCOWTOFHEBLETH L EEZ LR

o BEESEHRIIOWT Y, SHOWETRIBAL, L1
7Ty vaF y 7SNl RPGN OBRisst # BT N %
ThreEIOND,
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56

I 1. HAEm RPGN OIFE !

1, BiE - BR

AT RBREB AL, WHOIL D, (b2 w
RN TS 2 RIRWINER, BAK, &I, e
TT5EFRLEREIEEESNTWSY, RPGN i3HEH
ST 13 B0 LRI I D S SRR D Bk D
TRk 2 700 5 IESnE A I A R BR4E B &K (necrotizing
crescentic glomerulonephritis) BHEHKTH 5, L L,
A HIER M RBREE £ 42 b RPGN OIRIKEEE % 72
CrERL DY, HIROERERL L, BREORFAE
By, A BHEEEOERMI L D BE TR
THEITT 2 EB IR RPGN & L TR D b,
SEO7 v — MU, REEBRBREES, SRES
hizgW O LEEETH B,

1) #oE»o8H AORRTERB TR’ ®TT 5,

2) MER(E < BEMSNILR, ARPMIMEKRS Roh
%), BAR, FOERMAE, BROEL EOBLAMRTR
PRD B,

Pl o 2 8E %37 3R 2 K191 RPGN E Z# L
T2EDFEBREBZE/mRN 67 vy — MRERRC L
DINEL 72,

2. & ¥

B T B P A e Ea e A T o — e B
ETHAREE L IABEORETE, £EOTEERK

14
(%)
12

10

358

LRI

19

80 1990 1991 1992 1993 1994 1995
RS

BE 235 2RI OB AR TH L i REE O 30 BLL B
BT £ 6> B 413, 1990 £ 1 L 1994 51k 1.6
L T, B 1989 £ RO B A B i
SHRMEB L UVBETR BT 2 2EH RSN T2
RPGN fEfl (8P RPGN, FAKEREE L LHHES
hTw3bo)oh®ERE X U FLIF P ERM IEE 54 (and
neutrophil cytoplasmic antibody, LLF ANCA) R 14 iE #1
¥, Hi%ER{EEERE (glomerular basement membrane, LA
T GBM) kB MERI 271, 6,120 BlOFEFIERE H,

RPGN E#IIE 453 41T, 1993 EFERETHAL TS Y
DD, 1989 EE T4 TH-ol b DB 1995 F LI
0% EZED TS, O/, Hi GBM HifkB it RPGN
13 69 Bl 4 &, ANCA 8 RPGN {3 212 i D 8R4 =
BT W5, 1 GBM FiikE RPGN |13 b IR RERIE D
TENI A v b O, ANCA 53 RPGN 13 1993 & L
BagicEmLTwas, 72, BEETREERCET S
TR AN 0TI L 5 1998 £ | £ by
E o RPGN I & 5 # b 2 2 B & $id 1,500 A (1,300~
1,600 A) LHEEF I TV 5, FERDAGIE 62 SRR T,
PEBErE L, R1IZhWEDO RPGN EFIOERKRE
T r R L UL, FERSER S N9, pauci-immune
R FRTER M R BRI 48 T 1P fE 61.3+15.8 5% (PR
5 65 3%, B 6~8874%), BEAM BN % 5 1% & (micro-
scopic polyangiitis, LA MPA) T 65.6411.1 k% (HHRAE
68 5%, FHH14~878) L BEE L% %, HlGBM Hifk

40
35
30
25

20

15

10

1996 1997 1998 1999

B ANCABER) R 1T SO RE
0 $GBMULAR R ST AT YL T ST IR

—E— Ri®

1 BAEESSHATSICHT SENEE DS & BT B RERROFEER
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£ 1 bAEOREETERMERBOBRREY K, Bkl RERER

TS

EBIE (%) (= : %) FIERFERS
— R
B AR REREBR
H GBM ST B AR MR IR B A 36 50 1:0.94 52.56+16.96
REESHEE A AEEMRIRETR 24 .4 1:0.92 50.75%20.92
Pauci-immune %3t B AR BRI £ 283 39.6 [:1.24 61.26%+15.75
REEE AR MERERAB L 14 2.0 1:1.17 59.86%17.96
DEEREE L —RIEF A AR ERIREE & 9 1.3 1:0.14 63.22+17.02
FRAGRHE AT RBEBEL
BB 2 0.3 1:0.33 56.78+22.68
PRAEIETE MR ERIR B & 9 1.3 1:1.00 59.00+4.24
IgA BYE 19 2.7 1:0.50 36.53+18.99
FEIBA B X § o ) LB R R B & 4 0.6 1:2.00 53.75%16.34
E DO —RERIREB & I 0.1 1:0.00 57.00
254
Goodpasture fif fR 3% I 1.5 1:1.75 49.36+14.36
EEUTYFIF—-F2Z 42 5.9 1:1.85 37.07+14.20
Wegener (A3 }E4E 18 2.5 1:0.89 44.06%15.50
SEEBM S ROE R 127 7.8 1:1.25 65.57%11.07
t DOROEITHIE R 3 0.4 1:0.50 62.33+54.92
HERHE L 17 24 1:0.60 46.82+20.75
syForn o miE 2 0.3 1:1.00 54.50£4.95
I2MERAE Y T v F 14 2.0 1:2.50 58.36%15.56
BiEE 2 0.3 1:0.00 62.50+4.95
DO REMERE 16 2.2 1:2.75 39.00+24.47
BRGME
BEH R AMRIREET L 8 f.1 1:0.33 42.38%25.16
-3 | 0.t 1:0.00 73.00
C ERT % ! 0.0 1:0.00 68.00
t DAL BT B 13 1.8 1:0.08 54.92+16.6!
LA 6 0.8 1:2.00 52.50%14.73
Dt 7 1.0 1:2.50 43.29%23.07
8 26 3.6 1:1.18 64.50*18.3I
&tk 715 100.0 I:t.11 57.08%18.13

GBM : glomerular basement membrane

B AR R BT 4 T 1 52.6+17.0 5 (h o fE 54
%, WEPH 10~79 %), Goodpasture Ji & B T i3 49.4 1+ 14.4
W (PRAE 49 5%, FIPH 23~71 ) TH D, HEBRIZL->THi
B FEH b RPGN BEXN B, BE*ET 5, #
ME2ETIIESE L1 LI TCEERETHD,
pauci-immune £ BAB M ABREE 4 - MPA & 4 5
L 11 12~13THhH 38, BBV F < b —F A%
EBLZORDOEND DL H B,

FESHED RPGN & H43E O RPGN D L7z DMK
29T hH B, BKTIEHT GBM HifkH RPGN (Goodpasture
EREE &) I HREE T, BHEERE O RE ik f]

DEEN D, pauci-immune BN B AT MR ERER 412,
BUKRT b b2 ERRE, SRS 0¥ RS REE L0
68~82 %% (55 T\ 51010,

3. % B

HHED RPGN #ITH b % v» pauci-immune ¥ F {4
M A RRIA T % % MPA T3, I3EH i ANCA 3 L1
VIS E 22 2 E B S X 5T 512719, ANCA
Bxg /= VEFEL: b MFREROBEE SR X 2
/84 — 5 cytoplasmic ANCA (BLF, ¢~ANCA) & peri-
nuclear ANCA (JI'F, p-ANCA)IZ4ME& N 2, c-ANCA
DIZHIHI 2 proteinase-3(LA T, PR TH B DL,
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% 2 BEETEERERBOBRRRE CEE | BAE DR

W EASBMEY Heilman 9 Keller 59  Andrassy 57 Levy H®  Angangco
(3B F) (1999 %) (1987 ) (1989E) (1991 %) (1994 F) (1994 F)

P GBM kB ¥ B AT R BET X 47(6.5) 13(20.3) 9(19.6) 3(7.9) 7(14.8) 10(12.2)
GRS RHE Y A TR BB R 24(3.4)
Pauci-immune B2 A &R BRIEREREE & 283(39.6)  15(23.4) 28(60.9) 4(8.3) 10(12.2)
St DD —K MR B AT RMERIREE X 23(3.2)
A ETE % 3 —RMESREEE & 35(4.9) 4(6.3) 1(2.2) 2(5.3) 10(12.2)
AEMIYFV -T2 42(5.9) 3(6.5) 3(7.9) 3(6.3) 2(2.4)
Wegener FIZFIEE 18(2.5) 6(9.4) 2(4.3) 13(34.2) 11(22.9) 2(2.4)
SEMESMI S RMER 127(17.8)  10(15.6) 7(18.4) 12(25.0) 25(30.5)
St DOEEIEHEME K 3(0.4) 13(20.3)  2(4.3) 2(4.2)
WHREE X 17(2.4) 2(3.1) 1(2.2) 5(13.2) 4(8.3) 14(17.1)
sYyAsnary)rmiE 2(0.3) 1(2.1) 1(1.2)
BHEm Y vF 14(2.0) 4(4.9)
DO E MRS 18(2.5) 1(1.6) 3(6.3) 1(1.2)
% g 23(3.2) 5(13.2) 1(2.1) 3(3.7)
A 6(0.8)

F 0t 33(4.6)
215 715(100.0) 64 18 38 44 72

* Goodpasture JEERE % & ¢, GBM : glomerular basement membrane ()Y:%

(A} MPO- ANCABIZEATIEE Je i (5 HE

3ogts MP+0CS+CY
Rl Rl 129% BRI & IR
(n=240)
(B) HICBMYCATI R AT e B
0OCS+CY- others

0cs
{t/
5% , MP +0CS
7%
40% MP+0CS~CY
6 32% ) -
*(;g(‘é%?—i Ij‘rl'l.l: %) BEIHEAT S AR

(n=44)
2 AEEETHTRERBOVEIERAE L USRS

MP : methylprednisolone pulse therapy, OCS : oral corticosteroids, CY : cyclophosphamide
p-ANCA & ¥ 7 # #9 1 J& 1d myeloperoxydase(l T,
MPO)T#H b, PR3-ANCA i3 Wegener J3E[EfE, MPO-
ANCA X MPA % pauci-immune Y 22 5 {47 i M % BR (4
BATLELEEE 2599, Zh b ANCABLED
RPGN &, &ITRELMA S > ORI L U MPO ®

PR3 2MErhER® MERDKE I T S h, ANCA ERGL
T, FFhER « BEROBEACTEMRFORLZ & 721, M
TNEHE R EEL, RERGEEREOBED ¥ A EERK
BEITEELLNT LI,
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F 3 brEHOREE RERBLIZETS
FEEA

R TEBIE (%)
REChd 96(50.0)
BB IS AR E R A 33(17.2)
) e 66(34.4)
AR % 68(35.4)
FEHRBIZHE )RR 23(12.0)
BREREATES 21(10.9)
fafa 28(14.6)
Bbd 12(6.3)
2 EfETF Hm 4(2.1)
I o ML RE 19(9.9)
S OBEE 2(1.0)
HAEE Hm 16(8.3)
% HEETE 13(6.8)
St 33(17.2)
B 192(27.7%%)

* SERSEHEEIC L B,
* ()RR REETHEREGRRSENCS
TRRETEROES

4, & &
KEEOWEAREEL TR, BIBKERNVE VBK L4
SEIRIZE, PO/AMIGE, PRRESRC & 5 S RIGHR gEhi
K ER B FEPIIG CIMEsSE sk E05Thh s Z kb
bb, F2iT, bPEHOFTHEBERZDBERRICBT 2
MPO-ANCA % RPGN, # GBM Jitsf RPGN g5
o7 vy —rEHck hBo i ERICITh R
WRAE, RENHREOBERSTRT,

5. F #

RPGN I, 32.6 B BEAFHEPICEICICE D HEF BT
BEEHT, 35 RSB & 26.9 %0 HE H Rk
FEICHE 3. ZECHREE LT 50.0 %D BESBREFEIC L 2
bOT, MBRIMESSLIMEIHEI X 53ETH 594 %2 b
DIEL, DX, B, HESRRJOEGHIEIC X 5FETH
DBENT EWFE SN B9(R3), RPGN DfEEF D55
FWRD» S DEMTERERLIEONBRITH 2, B EH
D% Vs MPO-ANCA #U RPGN 37453541 6 & A 4K
T42%, | FEFEETO0REBY CFRTIRThHo7, %
7 BFPH#E2 R LMK 4ETH 2, MPO-ANCA
RPGN QB FRITEEMGER 6 # A BLEET699%TH
LDxtL, HiGBM Hifk% RPGN 0 B4 ERIZ 6 4 B
RRT259% B TRRTH o7z,

59

10
09 ~
08 -
#
&
# 0.7
06 -
05 -
T T T T T
0 6 12 18 24
BB mE ()
HGBMEATIRPGN
------------ MPQ- ANCAKIRPGN
w= e === PR3- ANCAEIRPGN
WANCABERIRPGN
~~~~~~~~~~~ —K{ERPGN{ LZRPGN % B <)
— « = TRMERPGN(LFERPGN# R <)
3 BEETHERERBICIBIIAEHTE
GBM : glomerular basement membrane, MPO : myeloperoxidase,
PR3 ! proteinase 3, ANCA ! antineutrophil cytoplasmic antibody,
RPGN : rapidly progressive glomerulonephritis
1.0 -
0.8 = i T T et i ¢ e ¢ o o £ s o
" ;_::,,,""""':'::::;..:::::.;- ------ Finirenres
Q_;‘, 06 = i
H
B
04 = _\L_\_‘
0.2 =
0 =
T T T T T
0 6 12 18 24
AEREEAIRE(F)
e FGBMELERIRPGN
MPO-ANCAXIRPGN
PR3- ANCA#IRPGN
M ANCAB P AIRPGN
— RERPGN (L FLRPGNZ [ 4)
o e RERPGN (EZIRPGN % 15:<)

X4 mEETHERERBCISIT2B4ETH
GBM : glomerular basement membrane, MPO : myeloperoxidase,
PR3 ! proteinase 3, ANCA : antineutrophil cytoplasmic antibody,
RPGN ! rapidly progressive glomerulonephritis

| wss

1. BoMREL#E
RPGN O F#HWED - D12 13, BHERBEDRE

¥

nER
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R 5 BERETHEERRREESTRE

® 4 2EETHERERFFRR O HOBEES
2%

1) RETR (& LTIRPEBRK, AR
2) MBI LTPFoUoLERELYN b ERE(RISR)
3) CRP B{ERHRILITE (X 10 BH8)

EREO N~ ERHBHE,
HFYRIEA~OZR EED D,
1L, BRBRERRE L ERATRELRE TR, BRE
DEBHE W EEFERT S,

BE, BURMEOSH, BHEBRICE BRUERE
BEASEHLNALBEIZE, I~ BAFMRICNES LT F
U EEBRT S,

[RPGN W& LT, B

1) #ErS¥H AOBBTERCERENETT 3.
(BEOER, BX0OKY, tOMOBRET—5 &
2T 5, )

2) MRR(H CISEERSMME, £nICHEBMNLK), ER
R, B, PRIMAMELEOBRERTR 2RO S,

3) BEORBEREL EHHEVEEPRRREKRRETRAR
PELRL WS IBRERPERBERRE CTX
XizsY, BovA X, BREVES, HEERS, K
FRELroFzyricdl, EEBER2L 0B+ ED
T, BEHICHET 5,

% 6 MEYHV—H—Il & 2 EETHERERROLE

REBSEE A% (%) mME¥H~—h—
MPO-ANCA B! 2R ITIE B LIRS 345(48.3) MPO-ANCA
i GBM {44 B SR A 1714 B RE R AT 45(6.3) 7 GBM fifk
LEMITYFIEF—TR 42(5.9) 1 DNA 4k
ANCA F&% pauci-immune B S HGEITIHEB RAEMREE  33(4.6) L
PR 3-ANCA B ST B RAE RET 24(3.4) PR 3-ANCA
AEESHEBEEITHER RIERR" 24(3.4) %EEEHR

*REMTYTFIP—TRER(,
basement membrane, PR 3 : proteinase 3

#i1z RPGN 25\, BERZ&DIHREZE B L URE
DITAE A B B PR I E e BT B Z LB E
BEThb, DD, EEEETEEREECHET 2 HEN
%2 RPGN SR& TR, BREBREM Lk EMATIC
[RPGN R#IFR Do DBWiiEst | (R B XU, BERE
B PEZEMABN 1 OTRPGN ReEZWifast ) (R 5) 2R L
72o

[RPGN RHI% B 0 7- » 02 Wi T, MR, EH
R, MERZ Y OBAERFR PR, Rl v7
FoUoBREREROTEEEL D bERME(-BICBRERC
LAl s v F =y OEEEREE 1.2mg/dl BT, &
# 1.0 mg/d! LIF, Jaffé Ci 5S4 1.3 mg/dl BIT,
Limg/dl LR TH 2)T, »OEEMEORIERR WL
CRPE B v LR 230 5458, [RPGN DL
VLI LT, BREHMAEEEECENT 2L 2ED T
Wz, BUHBERLK L2 ERT BHERERESERETER
we R, BT I~ 2BEMRKnE v = ERE
BRL, PLTHEEOD S L SRR EEREMER
HBRWEN T RETH D, 861, T RO RPGN %
R, BEESEEEATHoTYH, LiTash
hroh- BEMRERAER 2R, BOrCBPHEL 3E%

MPO : myeloperoxidase,

GBM : glomerular

ZREFFREESIBE, DHVRIEKEFRRPEBETH> T
bR LB AT X 2 BHEEEET T, BHMaEE R
EAS I HVEEYEEOEM R EIBER Y, BK
#iBic X b RPGN 238 b N B ERIC D T, FRRI
BB RSB~ OEN 2T I RETH 5,

X 47, [RPGN REEZWHEst i & Y RPGN OREER
WixiT5, RRGNOEHIC b H 5 LD, BHEMERMA
LA, BEORZEOMIZ L ARET — 5 ORERIC &
D, SBECBBEEOELEE LI L EERT LA LN
DETHD, iz, BEREOFZENL L, BEOEE
g5 — ¥ PIEEL Z VSR, BOBTERES CTR
HWEDBOYA X, FEER, BRECES, Tofiy
5, BEMCEEERE X 0ERETHH, AIRZRDE
SRR FEITL, FEERW B & ORERZE 2175, RPGN
OFEFPWOBH I IMEFRH~ -2 — bR LTHL
5hz, i, ANCA 3 GBM JiiE» RRHEL &2 D,
& 5179 DNA Hithk, EEERL EOMESL L UBER
FREM®KLT, R6DLSHET L LHWETD
%, ¥6 05 T MPO-ANCA 5t @ pauci-immune
B H AR M REREE & & MPA & #2 U T MPO-
ANCA % RPGN, PR3-ANCA [ % o pauci-immune &I
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(A) HEMBTRA27

LRI e o

g RHIE - R
R i o

0 &L
1 <30 % Atk [
2 30-50 % pcbagiliobed a3
3 50-80 % A HE
4 >80%
BRI - 74 ) )4 FERR AL
(B) WHEAIRZERmYSHE
WRABEN wr a7 sepm FALAP ()
il % & &
StageI 26 307 835 817 778
Stagel  7-8 24 670 633 580
Stagell  9-10 73 543 543 50.7
(C) MBS RWIR OB L7 g
10
@ 081
& 06
34
B 04 4
e Stage T
e — Szl
0- — Stagell
0 10 20 30 4 5 60
FREBSHN(A)

5 EREHEGFREOR 27 HBBAE

61

AR B R BRIK B 4 & Wegener I3 J/E # 8 U T
PR3-ANCA # RPGN, i GBM $i&#I¥ A AR M LBk
B # & Goodpasture fif f& £ % 8 U T ¥ GBM #i & &
RPGN & LT, JWBISGEB L VHER2RLTH 2, 0
% T b MPO-ANCA # RPGN i3 RPGN o [FEE & L
TRLEWHUTH D, BRIELNS L, WBEE, Tk
DRTHRLHEEE % 2,

2, EEEESE

BEE Y 2 BEBOHE BRBERFRIVEHTH
%, BEEETHEBERE T 2 /AP RPGN 45}
BT 7 — VRE X 5bHEDO RPGN OB MRS,
2o, FARERE(BERICE DES Wi fBkEH
DFFEEBH T 5 LRG0 A, 72770, (R -
747V 4 FEBEHR R0 B RERE L [ H &R
TLREREIE T 3), FARKED, BEEREORES 7
NEhAa7L, KEBRLOBITERERSL 72 (E
5)o BIEHI & bERZ IR T BN T 28, BreBamaE
KITh NI BERFIRIC & D B O TR HET 2
ZEPTED, 35 IFHML B LR LOFE I B RE
P R.@ grading & staging 4348 % v 2 (R T) ',

gl ETFRIIRSZEELS 2 3BFELTE, #
BHRR O BHAE, T8, WREOEE, KEFREORE

R T REETEERIERBCS T 2450 - BEFEOESENRTE

index for grade (G)

Index for stage(S)

ERHTE Matrical increase shown in :

XY X LGFE (BBIRE) ALy LEERE

A Y X LR XY F) LA

T T UER S EERRIL

TRIFFETE SEHEL
MERRDER

Gen(0-3) Sen(0-3)

Variable
EREE
= BIRE

=T ERADEY

Matrical increase shown in :

SBGEEEO KR RERER—V B EORE
RIEHRR foiEmBo 2 B 4K
A=V ERimiaEsE HRtEE Y B iR
HRfatEY B ARF A {ARIRE ST A
BV BERBOWR - WR  RRASORMEMBONE - BA
Gex(0-3) Sex(0-3)
Glomerular grade and stage Gg(0-6) Sg(0-6)
RIBERERE BiE FREME DB
HmAE R B o gL
PRARER o PR
Interstitial grade and stage Gint(0-3) Sint(0-3)
Total grade and stage G(0-9) S(0-9)

Gen : intracapillary grade, Sen : intracapillary stage, Gex : extracapillary grade, Sex : extracapillary stage,
Gg : glomerular grade, Sg : glomerular stage, Gint : interstitial grade, Sint : interstitial stage

(OTHK 18 & V) RZBIE)
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(A) BIRFEATT

& 8 AEETHBRERRICET 2TRER

) i S i%
WS yuLTFS T Y Wik CRPR:
(mg/dl) (mg/dl)
0 <30 <60 4 <26
1 30=[1<60 60-69 26-10.0
2 =6.0 =70 r<3 >100
3 ENHE
RO EE
(B) EERFWEREE
nggﬂg w7 R HAEFEE (%)
648 122 247 A
Grade 1 0~2 175 85.7 85.0 850
Gradell 3~5 205 72 74.3 725
Grade Il 6~7 101 59.2 50.0 46.4
GradelV 8~9 30 538 43.0 36.9
(C) BeRZMEEREF A i
1.0 -l e,
0.8 -
H
A 06 - .
04 e Grade I
0.2 - —- Grade [l
"""" Gradell
0- == GradelV
T T T T T
0 6 12 18 24

RERBENE (A)
6 BEERATROA 7L EEEDE

HEETHL I EBSHHLE, ThSOBERFIRERaT
LU EEEAE 2R 6 2R T, RPGN BE O TRE
O S0RIZMH 2hL e LT BEESETH 5. RPGN D
LR BWTRESHRRC L) BHREESVSEED S bIT
WETEEL, BBEERT 4 P EOREHEE
ERT 50, FIREEMHcs 3, iREzEo
e & B REOEE R ERRE - FHEIES RO 6N 5,

3. £ R

RPGN O#IFER & L TR, BEL R, 8RTE,
EEELEER, BEES & OREN S BRERPZEHT
bho, BEDBIBEIRDZ L X TEACFR S IZIMER -
EARBITH-7-, RPGN W ENZEREZ L, BE
FERD &40 5 RPGN OZ Wi %175 O 13 TREETH %,
%7z, BHHERE U T30 X Gy eMiadim, ME
ML EOMREDEHFINE v, TREREREICE
LTz,

4, BEMR

SHETTEEREFOETOREELLT, ME7 V7 F=

RIBRAE IR MR REEM 5.6%
2B E R 44.0% REBIE 3.5
FE 42.6
BB 32.1 FMEIR
ESUERAER 26.2 IR X EER 23.1%
RO - BHATE 16.7 REETE - BEIR 16.9
ZL - et 15.4 RE MR & 14.6
HE R 1.8 Fififa ) i 1.2

%8 9.1

BRI - RFTR TFum - L 8.1
2hE 35.6% RiftEEE 6.9
MAEEMEAR 23.1 iR R 5.5

+ AR DRE 5.3
PR AR BY I AR 12.2 I3 5.2
2R - IR 8.5

F 70— tERE 8.

(=]

xR 9 ARETHERERBICETSMBENES L7 FI
EemMES L7 F L LREE

MBELE WLFILTF
SLTFE DU ERER
(mg/dl) (mg/dl/week)
— Rk
I GBM AR 2 R E T 7.07+4.21 1,106+ |.394
B R B
REBSHRFBAERE 4.04+2.82 0.478%1.30
MERBREB R
Pauci-immune F 34 B 4& 4.63+3.22 0.524+0.855
Fo R MR IR B R
B
LHBMET)FTF—FR 2.72+1.89  0.586+0.80
Wegener B3 IEfE 3.84+3.24  0.466=%1.258
FEHBENSRLEX 4.54+3.13  0.763+1.336
2 4.45%+3.29  0.535%1.005

GBM : glomerular basement membrane

VREOELEEL DO LFEETRLLOPRI T
b2, BREGMERBR~OENE, 3§ TIzmEs v
F =R 445 mg/dl FTHEITLTED, #4720 05
mg/dl QEETERERH L, LrL, HEFHOESE
P 7 v = CESEL R TR LV ESRE LR
ERTIENSVES, EELID LEET, BRI L
THEREPAD SN RRE 2L 5T RILE 72
B, BEIC LY ERHEECEND D I LB EESLET
b2, TOMORETFR T, BYEORENRE L THRE
DFER L VIE CRP OFES%  OEFMTHD 51D
(3510), BEBKRETHIIIBDBRETEY A XRBEE
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RIERBIC BT DS RERARRER R

=1
e RESE HbfE MECRPE Nexs
L TPFE i (e/dl)
(mg/dD) (g/8)  (mm/hr) (mg/d g

— R
i GBM HifA 8 SRS TIE B R 1R 7.1%4.2 2.1£3.0 105+44 8.5+7.2 8.8%1.7
REESHE Y AR RERREE X 4.0+2.8 I.7£1.1  93+37 2.8+3.8 9.3%+1.9
Pauci-immune 243 B4 B RIREB L 4.6+3.2 1.9%£1.9  94+43 5.2%5.6 8.6%x2.7
tDO—RMES B AT RIERIREBX 4.0+3.5 3.5+2.6 53%34 1.2+2.0 11.0%x2.3

25
Goodpasture fE{REE 8.0+4.3 3.7£3.2 82%45 8.2+8.1 7.5 1.1
EHMTYFTF—FR 2.7+1.9 5.6+4.1  79+49 1.3+3.0 8.6%2.|
Wegener NI [EfE 3.8%+3.2 0.8+£0.5 92+28  9.6%1l.1 9.2+1.9
PSRN S RONER 4,5+3.1 1.9%£3.1 9540 8.8+7.9 8.3+1.7
et 4.5+3.3 2.4+2.9 89+44 5.6%6.7 8.842.0

GBM : glomerular basement membrane

} 11 [UEEETHBERERBICE > EBERREMR
E 3 N A -
— Rt _
M GBM AR ZHRETHE 3 " 17 31
RAEEIREY
SRESHE Y A AT AR | 6 16 23
Pauci-immune B4 B4AF St 39 37 182 258
IgA BHE 3 4 10 17
fad= 13
Goodpasture JE{&E 2 0 8 10
EEMIFTF—F2R 0 9 30 39
Wegener I IEHE 3 3 12 18
EMBHSRMER 10 23 8 I8
HHAEMEAX 3 ! 12 16
a5t 64 94 372 530
(%) 2.1 17.7 70.2 100.0
—
JEXEBEER 87.90 %

GBM : glomerular basement membrane

HBHVIZEARL Tz (F 1),

T 72, ANCA ORIE X RPGN % 5E - 72810 13N E
BEXL2, X121 RPGN iz 517 5 ANCA OEHE%
R ANCAY 72 % 2 2B L Tk, MPO-ANCA &
PR3-ANCA OBMHEEEVHENE & L VE TS »IcE
b, b s E Tk PR3-ANCA & 4 RPGN £ (& MPO-
ANCA 5t RPGN BEH O I0%R % 5D 2 @S %
VDI Y, Bk O 5 T 1k PR3-ANCA B4 RPGN

Blid ANCA BHFILAED 30 %~62 %% & 8 21920, #5 iz
H B E O MPA T3 MPO-ANCA B HM 23 95.5% T H 5
DT L, ESE T i MPA 0 28~50 %45 PR3I-ANCA
BEThH s L vibh T 3189 e s ) PR3-
ANCA B3 MPO-ANCA B4R & il U BB ICEE
F0E L, BERPIRTHEGHEOE VL O, AFERR
PEBOBMRE LR DEFAS L wbRT WA, H
FFRICDOWTIE PR3-ANCA THEW E T AL L FET
HEHETIHREOBH L, INOEBEROMEEIIEL
HBERECBT A TROBVICLRBIATWE LD L
Zoh, ENEOWHREHE, BEERERT 29 2 TE
BEPLETH 5,

5. BHHE, EREBMOITE
BIEOEEBGENGIEFETH 720, BIBIHEDH
RICHEEBLETH 5. BRI BIEA, &6HE2R
Bizkrdiz, £z, REBOBBEEFOFEGHEOE
BE LT, RERAEOEROHE, BAER iR
%), MEr v 7 F=4H, M CRPERRE, RFRE,
HOH 4 (ANCA, 51 GBM Hik) o Fiikfl, B iask
FMRZYOREEVEETH 2 (R M), BHEED TR
BRI S WRLEBERFRRIMZ, M7 v 7 F=v o
BoOWHBLERTH %,

L REEEe

1. —REFEEICN T 545
RPGN O FHBE I 1d B R B LR 2 B %=
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+® 12 SEETHEREREIC ST 3Rl ER A EER

P+C+ P+C—~ P—C+ P—C— #33 (P+) /b
(%)

— R4

% AR BERIREE X

P GBM FRB 3 B AR AL SRER R B & 0 3 o} 26 29 10.3

SR E SRR B AT AR RIREE X 0 8 I 8 17 47.1

Pauci-immune B3 B AT B HRIEE & 22 204 5 28 259 87.3

SRS B AR RMERERAEE X 0 I 0 0 I 100.0

DERREES— R F A AR RER B X | 2 I 2 6 50.0

/BT 23 228 7 64 322 78.0
£ BATE & ) REEF X

FE AT MR BRI B K 0 0 0 6 6 0.0

B EE 0 | 0 | 2 50.0

lgh BIE 0 | 0 13 14 7.1

JE 1gA B A 2 Ky LETEMERIREE K 0 1 0 2 3 33.3

DD —RIERIFEB X 0 0 0 0 0

INEF 0 3 0 22 25 12.0
ET 23 231 7 86 347 73.2
&5

Goodpasture fEfREF i | 0 8 10 20.0
SHEMTYTFY TR 0 7 i 21 29 24,1
Wegener B3 AESE 0 3 1 2 16 18.8
SAMBMZRMER 3 102 i 4 110 95.5
t DA OFETMEME K 0 I 0 ] I 100.0
BRI X 0 0 0 14 14 0.0
syFoaTY IIE 0 0 0 | i 0.0
EMEEEY VT F I 4 2 4 I 45.5
ENEE 0 | 0 | 2 50.0
tDfOEEHERE 0 3 | 5 9 33.3
st 5 122 i6 60 203 62.6
RSE

EER LG SRR ER 0 0 0 I [ 0.0
BRI DAL 0 0 0 0 0

BmsE, R2E 0 0 0 i [ 0.0
B BIFF R 0 0 0 0 0

C BIFFR 0 0 0 0 0

St DA O BAE 0 0 0 13 13 0.0
INET 0 0 0 15 i5 0.0
X | 4 0 | 6 83.3
St D1l 0 i 0 2 3 33.3
N8R 0 12 0 7 19 63.2
-1 0 13 0 9 22 53, |
o 29 370 23 171 593 67.3

P : perinuclear, C : cytoplasmic, GBM : glomerular basement membrane

ISRRL, HRLIBERPHGBT L I LEETH D,
BRI R E BEEORED DI EERR Y
OBFRABHAETH D, FEEBFELLIEEITRE
BACBREBEMEEERICHAN T 5.

2. BRBEPIEABRLICN Y BinRES
1) AEEHORE

RPGN Tit, RIEFHICHEBHZHEEETI 2
BrhL, UL, RPGN #RfET 5 BEIIEEHSE D

EDE

%<, SEiEEREs Y L 5 HRRRRETOREH LD
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R 13 [BETEETRERBICS S BRI

RotEE
BRARAE A BEFR
R B IEk
N 0F PR YA P AFOTAILRRESR
fife H 1KEL % MAE
EEEHm  ERn
friEE

MHEREREE - YRS
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R 4 SRETHBERERRICH T 2EBEEMOIEE
B FRAE IR BREFR

VISR & RARDBRARAE R ERRRER R
BHRE, BIChhEE (s mFIL7F
B X, B CTHER) ANCA HU44T

1 GBM HUiR1E

;% CRP &

FrRE

RFR

BRI R

GBM :

ANCA : antineutrophil cytoplasmic antibody,
glomerular basement membrane

R 15 MPO-ANCA BIuBE Tt BR R 51T 2 L Pk

mEs L7 . FRZE D =
AR B Fp PR 5,_/_% Al ;& CRP {& =7 mrEss ocSksE BEGE £h5%
= —_ n -
B mg/dl FREAO7 mg/k % %

(%) ( ) (me/dl) (mg/dl) %) i (mg/kg) (%) (%)

MP +QCS 120 64.3+11.7 50:68 5.5%2.9 6.6£6.3 55.8 7.1x1.4 0.83x0.26 67.8 75.0
0ocs 51 65.2+14.4 18:27 4.1%2.7 4.8%5,1 451 7.1%1.5 0.70%x0.24 86.2 86.2
MP+0CS+CY 28 65.3%£7.3 12:14 6.7%£3.3 10.2+9.7 75.0 6.9+1.2 1.01%0.31I 56.7 66.7
0Ccs+Cy 22 56.5+£20.7 9: 1| 4.3x2.5 2.6%+3.8 40.9 7.01.7 0.76%+0.30 85.0 75.6
Others 19 70.1x8.6 9:9 6.2%x3.7 4.2+5.8 42.1 7.6+1.8 50.7 82.2

MP : methylprednisolone pulse therapy, OCS : oral corticosteroids, CY : cyclophosphamide, MPO : myeloperoxidase, ANCA :

antineutrophil cytoplasmic antibody

BRBVODT, WHIZERGTERE BHEETREBIEL M
SWMBELEENTEPDPBERETH S, $7z, AEBIIHE
M RWERTLL D BHLREE 2 & 2ERNS W
By THE TIRABRE 20l & LIRS IE L A X
SRTHLRRWE, LizdioT, LT oEAMERESIEh
CETHHAWRIBEAETHY, EEOBBCHIz-T
B2 OFERIORKER, MREREZEETETH 2,
35107, PITRRLBERHIC - & o7, Hims
IR X 2MEEDLETH B,

7z, RPGN CRRLBOME L 2>, LIELITME
MR OFRPHBM &0 288050, BRUTR
<, 2HHERBROTE, IESLETHE, T0d, &
MEREE LT 5 RPGN 2 BW T, BEEBHEETE
RIS BRI E R 1 B3 2 B mse B L b
TERL & 117z [ ANCA BB K DREIES 12 8% L 75
TEMEE LV,

2) BEREHREDHE

O BEFEEETHEEEE BT % FHEHE RPGN 43
Beo7 7y — b lBE» S

HHPEOD RPGN D% & LT, MPO-ANCA % RPGN

BEEDOHIEHE HD T 5, MPA 2§ { ki RPGN
o I —REABREB LR I FF L 7z RPGN OEEE
DWTRERETNOFREORBEERICET 5, Li-so
T, A¥WFFHEEHZ, pauci-immune B2 H TS5 M R BR A
BRZOUFRMPAD K¥E % 5 » 5 MPO-ANCA &
RPGN % {0z iFE T # R RET L 72,

5 15 1 MPO-ANCA % RPGN ) #JHiiG =R F 1% %
Yo BEETRIIAT a4 FEDZ NSO s
PHEALZOWEELIT, OthesBEYTHRLARHAT, AF
TV RV ooV A (BUT, MP)FEsk &R OBIB & E &
NEVERLT, OCS)izy 7o 7xA 773 FULF,
CY) ZHRA L2 EEMP+OCS+CY #) 8 % iz RWTF
BARRTH B, BEYRTII Others B2 MBI Hh~TFy
EBTILB6R L EECEBH TH 3, — 5, MP+
OCS+CY HIIBBmHMBRoME 7 v 7 5 = »E, miE
CRPEL bBEBICEET, Lyd B5ESHHEERELT
BY, RVEEEORVEEWZ L, SEOT7 V7 —
ERAREBREGIOEBYENE LT, BEERAHEERM
EORE®L, R & WBBEOFER, SHEOERE YD
EERTFICIDBEIRINTWwS, LT, 20L3 7%
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B CIBEREOBE M5 R E 2 S
iz,

BlEd s, bHED RPGN O£ 7 — 5 O BEE B
DPOEBRFRICEERE L5 VAL L, BEOFE
e, MRl MAHEOES, HRERFBEGREEEEL CORTF
BERT ALK, MBI 2BREI 7Ty —2R
05~ BAERL USBRRET (MUF, 7 ) 7 HEg) Lz,
Thbb, 7V YTHEICBWTE, BT 5BENE
P07z 2BOBERT -y~ A oML, BEOF
BUS D, (60 AT, 60~69 %, TORLIE), A
(B), MEHHE R, BERABKEREMmEY V7
F=vomg/dl R L 6mg/dl L EYORFE2AWT,
T = N ANTHUEZL 2TV, EAROD R WED L
Blicdt U LEEEOSE T 2ER % L 5 —H OB &l
THI kb, T EMERLRL,

@ CBRER 5 & DIRET

Medline 3 & UEZFULEsEs 5[ RPGN or vasculitis or
crescentic glomerulonephritis |# & FAEE & U C XEARE
L, & &Z[therapy or prognosis | T D A&, fLoFistt
RPGN #[g\a27z 363 CHk 2B L, 2256 1 FlsHRkER
COMERRE PR EMET L, Z0RHT, ANCAKRE
DA X LB 1990 FRLIMED RPGN I3 3 WG X
HEBABWIBO TRONTED, SEHOBMN TR
ANCABREBEOHELERETHRENFE Uiz, Lo
T, pauci-immune &% %\ i3 M F AT R R ER K
B4 5 i MPA OREREDOIRE 20K, bHBET
1% FL#R B9 4> 72 v»> pauci-immune £ RPGN % 7R ¢ Wegener
L H % ik PR3I-ANCA BiEBlic & 28 88s %
ATREA R D RS LIRS L 7,

@ Evidence level & Grading level

KLREIREHE, b2 EO RPGN QBT —5, XK
BE, RO VCREBEOBRPELHER LI DTH
B, BIRD T &K, FEBEERNILWEETHD, L
HHEEZRARLED, LIELIEBSEN R &HE, ff%
FEREES 25, IRE TIOABBE LT & BT iR
BRIZIFEAERER TR, L2, HETECE
4 % evidence level DF W A ¥ 7 F ) ¥ A RHIM & Lo
R PO <, FNERERIC & 5 IRFER
O|ENRZ IR TWHICEE BV, LHrL%kss, RPGN
OREZREFRETH-> THORBEILCREY, —BOK
ReT 2020 ErEETH S, EHOBKIC KRG %
Bwzr 8 hpofifio—r 3570, BRO®ES
XU, SEDEFAZ % EEIC evidence level® (X 16)

&R 16 ABF-FRHICEET SHZEICH TS Evidence level O
T8

Evidence level

! PUCEH | POBEERBEREFRLE)IC
BL U ENEEE RO BIEALILE
ERERERER, Z7zlE, METEMBEZELRDL
hiid otk bonmMbrniERI HL (T
Yo 2 E N KRB L ERER AR R ER

Il Evidence level | MEH & [ LI L VEIES
1k L ERBR AR BR

i d A FYA AN ERELIILRERR
B, #1203, BAEALBBERRROY TS

— TR
v RS £ 1213, LB AF T HREHH
30 (10 FEBILAE)
v BB AEE & L WESFFR (10 ERILLE)
Vi IE IR 3T (10 FEBIR)

£ 17 WIRSHDEE - THALICEET S Grading level

NEH
Grading level

A evidence level | IZH% T 5 | DLW LER
ORERIERICE TV R

B evidence level || IZHEM T ZEBRERICED
(Rt

c evidence level Il ICAAX T ZHRBERICED
(R¥ it 2

D evidence level VLA EIZHE X T 2 ERIERIC

ETVR#EELOCLIEER

BHRRT S LRI, HESHORE DM X (grading
level) (R 1) DR EETT o7, EBOEBE H> T,
B2 OEMOBEEZ 22U L, MGEEHHCREEE Y
Mz 5_ETH5,

3) MPO-ANCA & RPGN OAE

M2 i 2EFETREBERBC LT R T v —
N FRESRE R - & RPGN 0 = ERELIC 3 2 PIHRARE /i ¢t
B & U RPGN flicid LIThb h - S s 2 = Lz,
AT SN REERAF VL RV o w80 AR
MP ) (EER#ICHAER A F LTV =V o>
500~1,000 mg/H, 3 H EESE, SfEHE CRORETK
BRIV E CEHRE (OCS) 268 TfT5 MP+0OCS, &6 12
vra7x A7 7 E PR EDREMFEECY) 2Nz
MP+OCS+CY, OCS ##, % & (112 OCS iz CY % /I
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(A) Bt (B) _R7Y > ¥
TN—7 Group 1 Group 2 P TN—"7 Group 1 Group 2 P
W 0cs Mpiocs W W i 0cs wprocs  HE
R Ed 51 120 FEM 3 43 43
i (%) 652+144 64.3+117 0.28 £ (%) 639150 645%95 055
PRI (S 14 18: 27 50 : 68 0.78 HERI(B 1 A) 1522 22121 0.34
%2 L7 F = Sl (mg/dD) 41+27 55%29 0.004 M 7 V7 F = Vi (mg/dl) 42427 48426 018
1% CRP A (mg/dl) 48=51 6.6+63 0.13 iECRPHE (mg/dl) 44+49 49%55 087
Bli 5 28 AT SR (%) 45.1% 55.8% 0.20 BiRED G RHE (%) 44.2% 44.2% 1.00
AR E A o7 71%15 71x14 084 MR EN A 27 7216 71£14 0.82
OCS#5-# (mg/kg/R) 0.70+0.24 083+026  0.004 OCS#% 51 (mg/kg/H) 0.71+0.23 0.72+021 0.77
HAFH AR H LA
104 - 109 e
08 0.8 1 K
ﬁ 06 ﬁ 06
- 4 o]
04 ~— Group 1 0 —— Group 1
o2d e Group 2 02 4 +---- Group 2
p=0.072¢ p=08007
0 0
T T T T T T T T T T
0 6 12 18 24 0 6 12 18 24
¥ORBEHM B FRBIEHIN (B)
B BT B AR
107 = 1.0 4 e,
0.8 1 " 0.8
w. 064 + 06
& &
#r 044 i 04+
024 ~— Group 1 0.2 — Group 1
p=00647 .. Group 2 p=0855% .- Group 2
0 04
1 T T T T T T T T T
0 6 12 18 24 0 6 12 18 24

RBEsE (])

BB (]

7 MPO-ANCA RIS ETHEERFEMRBOTHISREICE T B AFLTL F 2/ 02/ R | OCS only vs. MP+0OCS
OCS : oral corticosteroids, MP : methylprednisolone pulse therapy

A7z OCS+CY WL ET LB TE L, bRED
FEBRBZEMERIC BT 5 RPGN EG OGB4
ELTHR, BEOFESNT 0B LOBERICB VT,
MPEE»FEKE L, ZDHOCS 251, 251 CY
ERETLIEBREEEZLATVS, LpLEns,
EEOBFHESI OB W T, BEYE, S4ER Y
ZHIEL, MPEE®Tb I OCS B ThRIES L3ty
ERGIEIMHE R HAT 2 COBRMEShTEY, B
SIEBI D e > TI MPIFEMSHETE N TW 3 DI1E 62%D
BEREEE - TWi,

% CCHRIREEI &L D IEEIE 2 PO SRS LTz,

O MP FEOBEL (OCS Bl MP+OCS ¥ LK)
X7 OCS 8k J U MP k2 L - BE O BRE
T, o7 IERBOHRELE, Kaplan-Meier &

& B ETFRMHEREN 0BT BL VLG THRE, B

g, _7VERBOLE TR, BB TR MPET
BRGNS 7 V7 F = VB EBCEETHD, EEY
72D DOCSHERLMPHTHELSE TH -7z, Hi
HBORRTIEMPHTERETR £ FREVEL
HERRshiz, —F, BEEELS UV IZOCSHE5ES
HoELRT ) I TOHETE, BT, EHFHRED
MERZER 2L, ZOWRFD» S I3 MP BRI & 33
RIEAD S5 Nk hoiz, MP# 5 X MPO-ANCA #
RPGN OHFIHIBEICB W T 0% FOBEICHTS R, |
FOBRSEIAF AL F=Y oy 500~1,000mg/H o 3
BEgs 1 7—nel, 27 —ARITSR TV, &
e MPRZER T LI BEDEI S NL DS OBfliks
LT®DOCS 258 T\wiz, KEEOHFEFRET L0
BHEET R, BIUEER S L OBEEEERI bEEEN
Ko,
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% 18 SEETUBRERBICSITZ AFNTL P/ /ar L REE

FeaREER id
WEE  BEE  EAR — - R Fvidence e
BEAE IEBIE levels
1982 Couser 38 MP +0CS 28/38 (74 %) TE v
1989 Bolton & 29 MP+0CS 35 MP+0CS T 20/25 ffl »* 2k 2, v BB ATRE L 0 B BE N
ocs 5 0CS T2/5 flghzE MP+0CS T 14/19 BIZXF L,

0CS Tif 0/3 3

1998 Takeda & 46 MP-+0CS 27

BME TEmBE THERENY v

W, BITEITE MPEBETHEIC

BHeE A R E

2000 EEFEE 7] MP +0CS 120

6Hh BEFEIIMPHOCS T v
75.0 %, OCS T86.2%

B8 T MP ARG IC
$ETFR, BTFREBT
RIEMA RO T,

2001 EBEHBE 86 MP+0CS 43

65 B EHEEEIMP+OCS T n
87.7%, OCS T88.7%

R7) 2T TIEREE R
ICEERDOL o T,

MP : methylprednisolone pulse therapy, OCS : oral corticosteroids, CY : cyclophosphamide, 1S : immunosuppressants

WEOBBERECET (&R B L 5 &, 19704
ot s MPEEDSHITE RS XDk, TABRDE
FICBHEE R X UV EGTROWENR S h (evidence level
V)™, B EN BT B EHIRREREED 60 BLL iz A
HOBRERD 5 EEBREREA IO L, MPEEZHE
T2l EDISBOBETCEREORZLRD S L
 3RE & T 7 o 77 (evidence level [V) 29, b SE» & D
Takeda & D4 (evidence level V)% &%, MP koD
BRI LD, BREORELNLNE I ERRL TV,
L Ledis, Zhsn@ikoxiid ANCA i & 5iKH
SERTbAT, B3, 4RLIIEL, BRKRHES»
124> PR3-ANCA & RPGN %% { & A T\ 5 AJEEMES
FEET & 7TV, MPO-ANCA & RPGN 1>\ %, OCS
Bz A MP B 217> THSRIOKRA » 5 I3 F A%
M & iz o 7 (evidence level IV), L L, BEY
BrEb¥lR7 ) v SHBROFBER» S, MP BEEHEITIC
I RRERESH IR L A EHTFRELETENTH
D (evidence level IIl), Zh & TOHOMREDREREORE
H 5 IR EHAEEEOSTIISRIR 2R T 2 |ESZ IR
TWwb 2k, 35EHREBROFBEEERE T, FHicM
370 GegE I - PIARFERE R HITT 5 2 L 3Bk o 7
Wk EEIOND, LT, BRATOMP#EE
OFRITHREOHEIZ L Y, BEECBEESHAREH
FEBLOBREDOZ VL DR E, ESRIROEREL
EroNnb, LrL, REEEROEHME T SRS
BAERRE E R, SBROMEFETLH D,

@Oy r7u7xA 77 NEEOEEOCSHM &

0OCS+CY, MP+0OCS & MP+0OCS+CY o ti%)

OCS & OCS+CY Ol Tid, Bt cHE OCS
BB ERENL h o T, L LS, BEithE, ~
TV bEG TR, BRETRLOEEEZR S,
CY BIDFRIZOWTRHERT S 272 (R 8),

MP FEHERE(MP+OCS) £ Ch e DIBFICZHIZCY D
B 5202 728 (MP+OCS+CY) O g T, B
(F9A) SRS » I & 5 iz, RIFRERE 7 V7 5=
viE, 1% CRP ENEHE, H5»IEREHFREFIZ LI
LIFCY BWREINTBY, o IOHOBETIRA
EIOCSDBEELLS VI LN oz, 2D 2
BoOHME TR, EEAOS v CY HEROE »E
BEERRZVWLOOTFRARTH12, LLLEDS,
IBWRT X Iz, X7V T ETL, MPEERO 22
5 R BEEN (1B3FOER S HRER2H L, MFE
CRP b RO & b 8 mg/d! BLEDIER) = Hih
L T tRE 4 2 &, MP+OCS $E 53 1 b X MP+
OCS+CY DI ) BBEFRCAREZTZV OO, &
GEFEECRBEI VL EPHONE RN, B0
N7 S BOBKREEENOEGTRERT, bEMH
FHBRRTHLEEFNHIVEIZB W, MP+OCS+
CY L 2B REBECEGTRIWESE S 2D
moiz,

RPGN # & 7z MPA OEOHRERE L T, BERT
I OCS & CY OBtREEVLRERA L ZEZ 6N TE, L
L, #O L o7 Faucl & QBENEDE, 0CSTOD
MEEMTREERZ Yk DRBEEM O 2 v b o —n
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