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EHIHIZE (CYC) & MR O §f RS O B AR
HINY, P, HEHRECEISP0EEZH B L0,
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L DOHL GBM FifE DR EEHKNIC T, Bido 52 i
R & pR CORIBRIC BT 3 5, IMEECHuR L IR ©
$990 %, BHRZ DK 40 %IZEFTH B LI TVLBY,
Lockwood &%, S% 7NV 7S v&4EHIE L LT, 4L/HD
A% EH 2 8% LI IES GBM Fufd i »IEw
69 % £ THEfT S %, 772 LIBI&apEcik s 77
S VCEBL R RICHT IS S 300~400 mL % FE &
BT LI 7u b a— 20 Tw39,
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BT BIC K B GIBRERED OB WG I TWV B,
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BFEBHLIZC W, 70 ARiE, HR 12~15
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bo ZDI2%, MHFEEDE=S) 7 HEKE
WEHTH 5.

yra) AAOMERICL D, FRIEIPHIE I
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MEDLDH Y, HIRAIHE L 22EA 1L benefit/risk
PEEL, A vT74—sFaver bbb EER
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& T, DO EO RPGN EF OMEH 5, EE
DME~ — I — ICHEGHRAREIT RIC X 2048 %M
L, MPO-ANCA %, PR3-ANCA #!, i GBM
PURR, RIBHAHE, ZToficaEL, T,
HEBHETRLTNAS.

WA - RERIEE

BEABHEETUHEREERNEMAIEICL S
RPGN 1,772 BlOJR B, fEBIER, ¥, EHER
PRI-44 R T. BDBLEVIHED, pauci-im-
mune B O — R A FREREARREBE LT
D, KT MPA Thor®, Biidkiics
T4, BERERIISHRE L LEE BRTOR
SEFIAEM LTz, FRFNCE BRI R B
K% ABE, BROBRFETOLFREREICS
VT ik pauci-immune B AR R BRI 4%
NEDLDCEHEETHHI LML TWEY,
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L LadbgR e bEREIBWTNE, &
ETOREDDHo .

&R WG - E~ — A — OB TR
+r, ROI-450 L) Chb. TORTHESS
%13, HAEDO MPO-ANCABHMDZ 83
%. ANCA BpiEfis o MPO-ANCA BBl o b
WA, B TIA 60%2, KREK 72%1TH L
HAEIT 0% U EEBRKRERESELRL, 2
ERIZOWTIRBEASH TRV, BEDXEDY
ZEREEY, RERTO2 EPREEhTn 5,
RPGN & ZW 85 BEOFIER D F 4 WL
TETBY, MEY—I-REOERICL 2E
PHEEINS.

2
#

[ AR

¥ B AR O

a. MENKRMROVBAE

3 B4R Bowman 2 2 B UL L O M E R
BEhbb0EEHRINDL. DX % Bow-
man ER OB, BEERAY ¥y
EE Lo MNEREOEIBIZL Y, REBRER
BHERESEPRCBETAZ 0BT S.
D& R MBEEORIEE, Bl GBM SURE T,
ViGBM itk L R B EEBEDO 4B a7 v
a3 $§ NC1 F x4 ¥ OHEZRIAL & O UREN A
IS w259 5. ¥ 72 pauci-immune 2 Bw
TREENH & LT, KEMER TOMEMELE
HINER L OB ERAFIIRETH 5. RIEES
RECIBRIMBE T OFRIBEAHR, SREKERIT
TR & NI RBEEE RO RBRMAHRE L TORRE
WKHEHETL. CoOKBICLY, BRIMEORED
AFLLI—F =L LTHOLAF IV, burr
REFETLYA ML R EWRED, MR
DOFEMEALBEREN S, FOE, WEMEE
intercellular adhesion molecule-1(ICAM-1),
vascular cell adhesion molecule-1(VCAM-1) %
SOEZ ST OFEH, IL-1, platelet activating
factor (PAF) %z £ D X F 4 L. — ¥ — < monocyte
chemotactic protein—1{(MCP-1), IL-8, fractalkine
LEDrEHA VEERSWT B LI BT B
LB, S HIERR T 2 07 7 — JOREKEA

-~
(o



#£1I-44 RPGN OfRE, 47, THER

4. BEETERREE R/ BIEEE RIS %

RE EGH % | MAE: %) | FHES = SD
—RE
R AR R IREE R :
Pt GBM HiREI ¥ B A EEE R 81 46 1:119 5534 =+ 1824
RIEE A AR R AR BRI % 35 20 1:084 5514 = 2012
pauci-immune 745 42.0 1:1.07 64.29 = 1441
RAEE B ARERREREE £ 31 17 1:158 5932 = 1872
ok VN 28 16 1:086 6073 = 2097
FREBBE M RRIET R
YRR TE MR BR IR 52 15 0.8 1:015 5080 = 2442
B 5 0.3 1:067 4420 + 2486
IgA B 43 24 1:037 414 = 2128
FETgA BIA Y 7 MBI ARRIEE & 8 0.5 1:075 5288 + 2133
Z DD — R BREE 5 3 0.2 1:050 4133 + 3338
M
Goodpasture SEfEE 27 15 1:080 6070 = 1531
&MY 7 b—F A (SLE) 66 37 1:214 3917 + 1653
Wegener WFIEIE 46 26 1:067 5158 + 1761
SESEN S R B % (MPA) 344 194 1:121 6624 + 1294
EDMOEFENE I E 4 15 038 1:114 6007 == 1770
EPREE K 36 2.0 1:089 4714 = 2452
yNFrus) v 12 0.7 1:200 5842 + 1663
Mgy v <F 24 14 1:3.00 6021 + 1298
EEEE 3 0.2 1:050 6133 = 404
FOMOEGERE 40 23 1:344 4875 = 2025
BE
R R PRI & 10 0.6 1:067 4920 + 2653
BRI OHER, T v v PEE 6 03 1:1.00 5014 + 2270
CRIFFEYANA 2 0.1 1:000 6800 = 000
F Dt 20 11 1:011 5765 + 1471
R4 10 06 1:150 6040 = 1586
Z Oty 17 1.0 1:143 4900 =+ 2596
ANER 100 56 1:126 6232 + 1837
2% 1,772 1000 1:1.09
RM-45 BERGICAHAME~Y —H —FIREY & FHER
B
1998 FELIFT 1999~2001 & 2002 FELIRE
EGIE  THERGEE) (EH ERERGR | EGHR FHERE)
MPO-ANCA # RPGN 424 59.98 182 62.27 390 65.13
# GBM 143! RPGN 52 5542 24 58.50 30 62.07
PR3~-ANCA & RPGN 32 56.69 12 61.83 25 64.72
RPGN JEf £k 883 57.61 318 62.58 565 64.27

~NOFRAERL, SFLER 7T T —ER ma
trix metalloproteinases D HIZ X b, MEED
BikE~E D din®,

2

b. #E - HBROBE

KREENICHEA L2707 7 —YiFELD
tissue factor (TF) Z &M L, MR MBEEE R
OIEBALIZE Y 74 7Y Y OWREERTY. KK

85
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R @ TF 2 X 5 MBS EROEMAIC & ) B
EN7e7 4 7)) Vi, Bk L - MEEES S Bow-
man ERANEHET A, 20X 5 2 RBFOER
S O ) 12 TF & tissue factor pathway inhibi-
tor (TFPD) & D85 » 2 X W FAFI ST 3™,
c. HRAMF A AEOHK

MEBE DR #EC & ) Bowman BEPICHTH L 72
747 v MCP-1, MIP-la %z &EDrEHh A
Ytk w707 7— Y Bowman RO
Bt~y 77— VOMBEYIMEENS. $:
P AT AR I B A MR ENE
E R RIRT AHMBEIRE WMEEh TS M
Batk 2 BARPAICIEE L7z T Ml Bowman
OWBIZHEE L, BENOLKEOWR” &R
BME,rOO<T T 77— Y RRMEFMIED Bow-
man ERAOEEE FH P & 52 Bowman
BROT 47 R @7y —=Y, T
Ml X LIRS, IL-1 % TNF-a 2 &
RIEDOW R L RERAN O F M OREE X O
AR RS 5. T 72 bR IR AR X
DEASNaT—FUickh, Mt
Rt A RN B L, S HICTGR-B I
L0, bEMRaoB AL S, M A S
NEEREHET DY,

B =ik, wERR

MEERE LTI, B AEFRNE AER
B BB EOEHMOIEFRIERE D HIE
BINKETH B, BERTHETET, F,
REE, BB ETHRROBRICBRINS
Fr VARBEICLARRABANER LD, B
BOHEEREBRBEOATORRILEFEDOR
WRAFIOMMERRTAEZAHLEZLNS,
BAER T, IRZE 2 b oEFI ML T 5,
¥ B ROBRERR TR, EERIETTOR
RchE 2 L7 F= ORI ED, RU%ERT
ENFLEREE-oTWAE. RTRIE, BBHRIE
WEMNEBEOBRED 55D, MRELFETHS.
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E£-46 FHRRD DD RPGN BEEAE

L. RRREE(EE LTWRPEAR, FIER)

9. eGFR<50 ml/4/1.73 m’

3. CRP & RILIEE

FRO1~3 B0 5%E, RPGNOEWE LT, FHEM
BEAOZBEED L. L, EEBTERE T T
B IEETIE, BREDERI LW EEHRET L. 1k,
MR OO BRI BB L ERERE g
bhagaicd, 1~2BEEUNCIES VT F = s
E# L, eGFR 23E T 5.

723 eGFR WE X, bHED CFRATH L TRER
w3,

fiE7 L7 = (CHOfRIBRETIT) 2 L.
eGFR{(ml/%/1.73 m?) = 194 x Age " xCr ™ (Z& X T h
12 %0.739)

#-47 RPGN REERBEEs

1. BEA 5P HOZBATREICERENETT 5 (5
EORN, BEORS, ZOMOERET -5 2§
5 5).

9. MR (% < IRBEEMIUR, FICIRMILR), EHIR,
FMERIE, BRI AL S OB RERFREZ D 5.

3 BEOMEREL EALVIEE P RERERRETR
FEAE L A VRS ERERECERBE e
CTREICLY, BokEE, THEOES, K
BR REEERYOFzv Ly, BEETE
LOENEEDT, BAWCHET 5.

e
| e

EHRAOEEN

mgem AL L awEmTIRYERD
72> @ RPGN Z#ifgst] (RI-46), B X UHEK
B P R A B AT O [RPGN FEE B Wiaet | (R
M-47) 1 & Y B & BIGRRRE RS, &
B, [RI% B0 7@ RPGN BHiissr 0B e
SOV T, EEOBEERERE(CKD) DR
S0V RICHEY, WEZLVTF=VTiRES,
eGFR TOFHliZ BEH T & L E R, RI467
TLLHETOFETH S, EHKILEHO
RPGN 2554 2101, BHESEHHEETH -
THH B RIERERESHBL, BopIE
YerE L IR R D REFTREED BHE, HIHVIEE
S B Th o ThHBIAREERIC L2
AR T IO, BB CREAY O 2IEY
BECEEORMAN Y BEL L, BRESICS
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#£T-48 HEMROZA7IICL ZEEFREREEHE

227 | AEREE Cr i WREOEE CRP & BaHRAT R B 2;:”

0 <3 <59 % <26 mg/dl I 1T o~z

1 3~6 60~69 2.6~10 mg/dl I 3~5

2 6=Cr 0= H 10 mg/dli< Jitg 6~7

3 EN I\ 8~9
) RPGN 28D N B IEFICOWTiE, BEWYIZ —
BREUPIEREE~OMN 5 RT3 T2, i

101
JE

G 0sl BRFRRIERE T (n—456)
o, BRBEMERKMEICS T, RPGN 2 06l

r*s—;.g - z % 3 UEA 5 {5. '
@ﬁﬁﬁmf:?r(ﬁm g)c ?I%ﬁ%, FREI T % $04_ -
LHPAT) . BRSNS~ — 7 — Ry R by (h=759)
HTH55, RERELEICHREYES 2. 02} e T =S
BOCHMSE L AT S, ANCA 2%, 3 GBM ool ARBERN(n=4) (h=325)
PR L b ICHEN TOERATERTH ), 1 0 w900 150 200 ma
BEFIBDDIEERTNEETHL. T/, T % COME(E)

TR ) BAKRZITV, LAKOBER, %A
FORM IR, MR, AN, BER
ERMEREDIRENY % 5fi3 252,

BT, EEROFMLIT). IEROERE
#F i 12 1 Birmingham Vasculitis Activity Score
(BVAS) % &5 Tb 555, b ED RPGN
BRET A SRR S N7z B BR R E 498 (3R 1-48) T,
RPGN DA G FHOF MM A TIETH 2 (R
1-39),

FIERBOWRE L LTiE, EfloEE 5
% ANCA %% RPGN, #i GBM #i{&% RPGN 7z
ETHRAIEEEATOA FEaBEmmEsE i
W, PURERIC L 2 BRI ARIEN AL 4 5.
COX D LEWEREICMA, FEBNIE UL
FLRE L EWTbNAZ M. b, B
BWT, bAEO RPGN 12K 3 2 Mz
BB OWTI, V=T AERICES RPGN ©
AIRBBIS T D Y, 2 DMOFE CIIRRES
NCThb. ERFOMRIIOVTIE, BHELER
ERTICEST, BBAICBOTLRALIOH
B L D A5 04 N R o5 REe ki

i
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-39 RPGN OERFKEEENESTF%

BIREFIEIPI~ORITICH 5N, ANCA OB
HIBREIC X 2 B BB L0 PR SRR EDR
ETE, ETMRHANOMEIERETEL L b E L
bNBHDD, SHOIL G IRABRLETSH
5% 7721, RPGN O REIZZ Ik R U°, i
BHESR BHCIZDD0VEETE. 20k
BEATIE, REWRBRER CRERE RS2
BEbdY, FEEBOBENMELESINS.

| R

DAED RPGN EFIE, E&FH% BFHe
bYENHA DN, 2002 £ UEOEFTIE6 A
AR 86.1% T THEL.. 6 P HBEREED
1998 4E LLET OFAEBI D 73.3% %> & 2002 48 LU 0 i
PITIE 818% & T E L /- (RI-49). wER T
X MPO-ANCA %! RPGN DE4ED A G718, &
FROUEBVDHL,ITHHDOD, HomETIX
BEOWEHERICLETLL0ME V. THEKERD
BRERLBEORVIDTH LY, BiIlEHE
DHFEOB VDI ETOBBREEIIFET & H



280 W EREHR
E-49 RPGN O&éHFi&, BT

678 1258 24 hA 6 7R 12 »H 24 "R
R (%) AEEE(%) EEE%) | | BEEE%) BEHEE®%) BEFER©®)
1998 LI
RPGN £:fk 883 79.2 755 72 812 733 719 687
#{ GBM 52 799 778 733 39 478 444 444
MPO-ANCA 424 756 725 686 392 743 72.3 694
PR3-ANCA 32 781 716 716 27 852 85.2 85.2
ANCA Pt pauci | 46 737 639 639 45 69.8 69.8 66.9
SLE 50 859 859 838 47 89.1 86.8 844
RE AR 27 80.2 76.2 72 24 56.7 56.7 56.7
1999~2001 £
RPGN 44k 321 80.1 783 728 288 813 786 754
#i GBM 24 82.1 82.1 773 18 50 50 50
MPO-ANCA 183 817 799 737 166 874 85 814
PR3-ANCA 12 75 75 65.6 10 90 90 90
ANCA Bt pauci | 30 815 815 815 29 925 925 925
SLE 5 60 60 60 4 66.7 66.7 66.7
RIEEA KR 3 66.7 66.7 66.7 3 100 100 100
2002 E£LIEE
RPGN &fk 562 86.1 82.8 777 411 818 805 767
Hi GBM 30 82.8 71 71 23 4638 4638 41
MPO-ANCA 385 85.9 832 793 361 85.7 838 798
PR3-ANCA 25 716 716 59.7 22 805 805 805
ANCA Btk pauci | 28 918 86.1 704 26 755 755 64.8
SLE 11 9 90 788 11 80.8 80.8 808
S E AR 6 75 75 75 6 85.7 85.7 85.7
®£0-50 FETEE
1998 FE LI 1999~2001 £ 2002 LB

HRBEHN) 884 321 568
FETRBRE(N) 351(39.71%) 110(34.27%) 102(17.96%)
SEIREBIBEER (H) (B (A)) 59.4(0.0~213.6) 36.8(0.0~98.8) 175(00~59.2)
f3: 3 169(48.1%) 42(38.2%) 57(55.9%)
DIC 57(16.2%) 18(164%) 16(15.7%)
A2 102(29.1%) 27(245%) 25(245%)
TR TER 5E 109(31.1%) 20(18.2%) 28(27.5%)
BB RE 32(9.1%) 5(4.5%) 4(39%)
MBI 37(105%) 16(145%) 20(19.6%)
fgiokisdiil 48(137%) 8(7.3%) 12(11.8%)
Bt 18(5.1%) 5(4.5%) 4(39%)
< H T i 4(1.1%) 1(0.9%) 2(2.0%)
3 o iR A 35(10.0%) 14(12.7%) 6(5.9%)
S LEE 3(0.9%) 6(5.5%) 1(1.0%)
AL il 33(9.4%) 15(13.6%) 7(69%)
MOF 36(10.3%) 17(155%) 12(11.8%)
Dt 17(4.8%) 27(24.5%) 16{15.7%)

ECH D, LA L%HSIGBM FufEE RPGN L2 ONRERTH - 1208, FEEORBEEOER
i, ARFROETORBEEIROL 00, B  CHEbLT, ZToMmICEbidz L, 2002 %
FHRIZVEIFEDOTARETH S (RI-49). £ PLEO S B> T b FEE D 559% DS REHIE T
7 RPGN BZ O T ERE L, #Ekd O BRIE I »o7(EI-50). bHEDRPGN OFREREL
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4 BIEETIEARAE L/ AT AE A 28]
£I-51 AEEBEER
P | EEn] 50 | % |B5B] b0 | % |mEw | ToERm| om
MPO-ANCA BERPGN | 996 852 297 349 847 147 174 195 157 0~8
#i GBM & RPGN 106 87 23 264 95 11 116 18 1 0~1
PR3-ANCA &! RPGN 69 55 15 273 58 15 259 15 1.67 0~3
RPGN fEf &6 1772 | 1471 448 305 | 1483 246 16.6 331 159 0~8

TibE\ ANCA BEME 413, D8B®EIc
DIESRIEBEDO Y ba— b LiIFLIEERT
BIENFMONTWS. BE, BROMEL LT,
A D ANCA titer (i) DRFEBWE= Y — D&
HEUTRRT 2MEFH SN TWE2Y HhaE
® RPGN EBFNZBWTH, MPO-ANCA 38 M
EJ OB PR3-ANCA BE M4 4512 B 2
HEERTH 272 (RI-51)". 20ERE LTiE,
¥#iZ MPO-ANCA B RPGN IZEED b, Fik
DYEIHE D REBEOIOMMAH 505, ik
&, BRI B CTREIHIE, B0y ok
AT77IFRRESE LR, 2704 FoifEs
BLABHREDT ANV FRBEBRENTbRIBED
ZrAbNB. AFuA FEMTOMEBERICLY,
MERICL D REFROI > Fa—uhmEe L
%o>TH, ANCA DREMALDE S R wiER %
B, BROSLLIOFTHEEL, DHBESED

BRETHZ B RENREORS 2479 2 L0
TRPVLEEEZ LN D,
Xk
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RPGN O W C, SiGBM P BHETH b,
RPGN t iM% 232581 38R T 588
F12 B 7% AT Goodpasture JEFEE & IR OF, FiH
% D% wEE % 5 GBM JifbE! RPGN & %
WidPt GBM HUREE B R R R Je b T
BB —RICHOR TV S,
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pasture 12X W, 4 ¥ 7 VTV FHRATEIC i
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NARGERERNMGFEBEETIERRBBERE

% Goodpasture SEBREE LTHRE LY. HET
i, Bl E4E S RPGN, VbW 2 RE D MIEE
E#E121%, Goodpasture JE M # LAt iC, ANCA
REE AR BRI 7 & OBEFEM IS K, RBEREE
%, W—TABREEDFETLIEPHL DL
7Y, FIIBAIz X9 ISH GBM HUERE A OFEH
% b o T Goodpasture FEFEE B X UH GBM Hiff
%I RPGN O ZHridiThh 5.

KEPLOHFICLBHE, AND10HADLY
#05 NOFFERTH Y, —RIZIFmeERE S



4. BIRETHRREE R/ RARBRBEEBEAGR 2E TR R EB 4 & Goodpasture FEEEE

NTW5b—FT, #BHNE,SIETEREED 5% 55
A GBMPIABRPGN CThH b L Wi HiEd H
%Y, bAETHEBENRLERLENTEY,
By EE T TERECET A HAEMEOT v
r— PREIC L B bV E® RPGN ERICBWT,
Goodpasture JEBERE L 1.5%, Wit 2 tEbh 2w
i GBM #iABI RPGN i3 5% Z HO TV AT X
HW(RI-S2)'Y, Zo7rr—bhicksbeHE
IZIEE UL Eicg v, BAECIEESEDL
EHICE WL SN TWER, bPETORERTF
BAEENT 50 AT & MBI FIE & v ) I
BHLITWE, /2, bPFEORPGNIZBW
THE OB\ MPO-ANCA M ARBREF kL 1k
B9 5L, P GBM PR E RPGN @ FiEF#id
RREVERNCH S, L LIS, BEOHKE
A TRIEFRIIRACERILLTYWAE Z L4
LT o T\ AT,

W e

o
=

RIRGFEEE & Goodpasture iR

GBM B o M AR M & S % 8 9 Rk
R LR AR & & b IR BRI B R & B
L, IEEEEE U CEAROMMICEELZE
RlLTws, BEFEMEBEICBWT, GBM
BEBHEERELCBY, EEAL DHLERRE,
g, WEMRE LI TS, GBM Ol%
LT, NBags—Fy, VEas—7 2y, ~
SVHBTOF ANy, SI=Zv, UV
FU, FATHARIF VR LI VBRI TY
A, VRIS -7 idiBIREEZ B L5,
FITRERB AL, WAERRBIZIEEIIANT
VBT TS N LTwS.

VB2 —7 36 ED o #ilal (V) ~ab
(V)IDILD3IED, bEARCEXEDE
TERENRTVS, DNADLSHEEINRD o8l
DETIJBREE Y7 FARTF FegdTH
1L700 & 3 hTwb, o8 DpT/#EEE Gly-
Xaa-Yaa D7 I VEHOBIHIRERLEN P25 E
WIS FAL e, WERICEVETT -5
YEALUBEBY, CRHEDFEIT—F U FAA
> 1%, non-collagenous 1{NC1 ¥ 2 £ ), N&K
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RI-52 HHFEIICHT 58 GBM HER RPGN &

Goodpasture FEfREF DB B

1 GBM HLikE!
EE REBABX | Goodpasture
(FRZEEED TEGR
TWHM)
JEBIEL 36 11
RPGN {2 5% 5 E14 (%) 5 15
HEG &) 1:094 1:175
FHERCEHHE - ER | 526 £ 170 | 494 = 144
fR2) (&)
WEFR
REHE(g/B) 2.1 = 30 37 32
REE (%)
(=) 0 0
() 0 0
(1+) 0 0
2+) 8 10
(3+) 92 90
migrLvrs=> 71+ 42 80 = 43
(mg/dh
~NEZFTE Y (g/dl) 88 = 17 75+ 11
FRULAE (mm /W) 105 + 44 82 + 45
135 CRP (mg/dl) 85+ 72 82 = 81
EHEMBEFN~Y—F—
DR (%)
i GBM #Hitk 94.1 1000
P-ANCA 103 200
C-ANCA 0.0 100
IR 2N 118 273
HL DNA Hitk 0.0 22.2
REF R
2 AT (%) 771 821
¥ BT >50% O 88 100:0
FEFI (%)
BOYEEL A ERE
(%)
Mtk 61 71
SR 26 14
AR 13 14
mMERFREET HIE 3 17
(%)
FRANE BV RZE (%)
L 6 17
B 6 17
R 47 0
BE 41

67

(3C#k4,5) & b —HUE]

WOSILTS FA 4 v ERRERE. ZThEho
7IBEBIINCL FAA 230, P TNy
7 X129, 7S KA 4 80 TH5.
NC1 FA A4 »id# 230 o7 I/ BAP D72 Y,
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1 GBM ik

GP LR

VIS4 a3 #

C Rl N IR

NIARA -
ZESHAEE NC1 kX412

(N@D:J-.—/f‘/aiﬂazl.aS #)
>/'
\._(#ft GBM 14
LA A

TS EAAL N
ANVASAN
\ .\—/
<N\

HI-40 ARIXGFEEEECHIZAT-FHFICEL
DEREE
(TR 7) & b —SheEs)

2O AT A VEERAL, LAKICERKE
ExED, MO BONCI FAL Y EHETS
BHEEETLH. ERICTS FAL VZ4HEOV A
FA4 VBREEES, HO DTS FAL VFEL
THRATLHBMEE2ETE. 20120, o ol
DEZELEAMEN S22 BERD), CERIFD
NCl FA AL V&S THAELZEHREERL, —
HFNEBDTS FAL VBT 4R pET Y, W
BREBET S, SHIZESEATITIEAE
b&h, NClFAAS VEETBLEAEELE
BL, BROWERBEEERLTCVIEbDEEZ
LT3 (RI-40)".
CHELPABELIRBRTANREIT - VO
o EOMAEDLEEIBREINTEY, alalal,
a3odas, a5abot O IFEESMOEN T 5,
S DM RS, BRI LICERoTw
5. o3adob 513 GBM @ E A (LR M),
R REEO oA L, BiiCldhilaze gk
CBELTWwS, ¥, odale2 i GBM @
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P AR S A L, A2 ¥ A RE,
Bowman ZREE, RHAEEEE EHLE0
HEBICBAEL, ababab 7T & Bowman 3
EE:RAEEEEO—FICAHAL TN,

RREFVIFRIZBWT, 1934 4 Masugi 12 &
D BEHERINE (A 70 P E Y VI 555K
BREFINV, WHbOLESER(FAT7O XY
RS X NP, 1956 4F1T Ortega & Mellors
L) EBBRECBWTEAERRES O Y o
A GBM i o THRUMRICIEE T4 Z L PR S h
7-%. 1964 4£, Scheer & Grossman {2 X H, k|
Goodpasture FEBEREIZ B W T S RIBROFT R AR
B RO ¥ 5 {21967 4F 1T Lerner, Glassock,
Dixon 52L& ) COBKIEEEZ 2T HE L YU
ya7z) viibsh, FiGBMAKTHLZ L
MBI L2, iz X D, Goodpasture REEEE
PH GBMBARIC L A5 D THH LT LD TIEY
w7 DRBACELTIC, REBE, SHNS
D THE L O GBM JLE %€ 7 VEIM PR
Bh, BRERICOIAREBOBRHIZZREFS
% LT X7 1984 4F |2 Wieslander & 2351 GBM
Pk o3 InHiE T®H 5 Goodpasture HLIE (GP Hi
F)OHEEZ I LOTHLITLY, 1988 4F Saus
S5k 2 BB RER 353713 —-F3hTnws
VEaS—5 D a3 CKEDNCL FAA
VIR GP RN EAET 5 Z L R LY.
EHIEDOHT, CRMDOEMICH S 36 /DT
IBBEL NKRORBICH LT I BIRE
A, GPHEOIE b—T e oTnhH I LB
PINTW5HEY,

1 GBM #ifk

BEERICBW T, #% GPHREOTY =7
IENCL FAA VEBGREOBECIIRINT
W5, % Y hidden antigen DIRBIZ R - THY,
ZFORORERETVWIOEEZLNTVS, L
ML, BYE ([ Y INT R E), RAEENE
WE (RS, TEMbRERY), BUER &L
DIHOREBROBENEL S LZ2OLY =T
ZH U RIBICBE S, HAREAIES
HHOLERMEINTVBEY, T/, BEREEDX
) BAREABRIRE 2 BT 5 RHEEBICBVT
b P GBM PO & BB HRE S TBY,
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R EE D RN E W O X 5 GBM
BECERT I F—TOBH, FRIESE
BIER~OBED, 5 GBM RADELIZES
LCWaEHERINTHEY, Alport IEEREOE
BHEESNTHGBM RO EENRE S TS
D, FH—EBOGPHELY b—7OBHEIC
HEEZOLNTWBY, —7%, H.GBM ¥tk &
ANCA DTEGHOERN D HFLET LI L0 5H,
ANCADPEERBEDFR L %2 o T, Bid&H
ROVBEEP SN ZBE LR STV S,

BENEE
BEWOERE LT, &8 & X EMMEe

# {2 ¥ #5 fK major histocompatibility complex
(MHC) % ¥, T+%bbe b E Il E human
leukocyte antigen(HLA) & O BE BRI T
$Y, HLA-DR2, ¥ |2 HLA-DRI5 & @ B # Hs
BEINTWAEY, FUkEERICEL TR, Mido
WEDPEZEO S B EEICER LRI b 725 8
NHEBOLEWEI N TS, BFE, HLHEEH»S
HLA-DR15 @ %  HLA-DRB1*1501 {2 8\ &
WDHDHZEPRESR, | allele I2B¥ 2 HiE
ERORL Z5E D S OWMEE- LD,

RIENE & EEE

DA SeiZ SUs TR, $ b bifapE ke
BORFHEBL LCTHEISRTWD, RER
BARESN Y by 2 ABETH IR L 3R
BOFHETHLIE, E5i213 G OEREK
ThHbH Fey ZHEMRIBEF V<Y RGP HE
BT VanNy beldichE T L CRESR
SN WE LN B LAER S h B SHGUs O
HF(ZOBERIELV LT ¥ —) dRREICE S
STHENH LI LR 0%, HlEEEREE
B2 CHREBEHBETLIZ L 3BETCIEELL
%o Twhb., F7:, Merkel 5 i3 Goodpasture
BRAEGI OKMEMAF T Y SRS GPHE & K
WTHZEEFHHELTEY, TY Vv HAERD
RIERUSIZ & 5 MBEERF ZHA L Tw 52,
BRI, HUGBM ko R EE~OHEEZ
|02, BRIk U UoNEk, BEkevrmT v —
Vi EORIEMBAMARITICREL, Sbice
NODPEET LA bh AL v, EEBRE BEHE
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REER LW, BERZ CLME L, EAme
DEE, REBEOMEIELL 0% ohC
Wwh,

BARBREICBC T, SREIREBE O 2L &
DI D 7 4 7 % Bowman FE~IR 4 2
& &I, SIEMMLA Bowman BEANBES 2
FHE L REMIIE A DX 7 s -y — %A
$AH5ZEIZL Y, Bowman 2 _F R AL o 185 A
FlaI&h, Mt EAEI BRI NS.

AR
AAE % MBEHERIC ST 2 & BIREWR

173, MtHmAEE 173, WEERE vwhw
% Goodpasture JEEBEAT1/3 & ¥ hTw3,

BIBRIELR, WIREAEL

FPRR OB TR L RE R REERZ &
DIATREGAY, FIEER %\ LIS 1~2 38R
BCRBD OB, ‘

BRER®

EITRER TR % 3%, RIRMMREZET 5
Bebdsd BLroBEOEARADLN, 5
EOBREAMMEICES = L AT, BHEE
L LT, RPGN 2235 Z L%, AlE
PHEMERE, T vV AREE, BWEERE A
70 —EEEROVTILIZET 540 5.
T, FBERT CUBEOTREREICHETLT
WABERI D%, TTICKRHBARIIESTWA
BEICIIRBEEREZZETHE40H 5.

R

Pt GBM HifEE RPGN D #5 1/3~2/3 12 KL
PROLNE, MKEZ AT 554 (Goodpas-
ture AEBRTE) 13, MUfE, WA 7 & oD il Y i %o K
e EOWREERFRD SN b, L 0BE, W
WMBFRERIGECRD S B A, BERICEITLTR
HoNs. KEOMBIMCIZERLPRALT R
O, MEEHEILEL SR EDH L. HEN
BT R RSP, IR B O 5 B OBIUE 30,
HEOMKREORAFT /) —EE2RDIEED
b5,

v
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ZOft

EHBEERRLEII L ZERFSHEICHD S
na. i, BE, ME% KEBRILREOEH
ERRRE, FHWE RERE2EPBOONS
ZENDA.

RRE

a. MK

TIZEFI TR % 3%, Rk CERRILEK
PRIMFHKAEDZD b b, BAEREHEETEE
REICHET ARAEMEOT vy — FRAKIZESD
AENZ BT 5 GBM Hik B RPGN fEFI T,
NERORBMREIC L A REMITEPC+H) UL
OB EE LT (EI-52)4°.
b. EBAR

fxOBREOBRARZRD, * 70— YERH
* BT AEFADRDOONE. DPEICBVT,
S O 3 R & B PR B 13 Goodpasture fE R
©37g/H, Witz b % i GBM HF R
RPGN EFITIE 21 g/ H TH o 72 (RI-52)*.
c. AR

FRIGEEN T, RIMBKHEEO A 7% &3 B LKA,
BRI AR, WRAEZ 0SB RAENEO L
naZENLw.

MAARE

HRED HVITRIMICER T 2/ REERERER
M, FEENRIGERRE LTHIRES, W
W%, RETEREPRDONE I L,

MRELFRE

B E LY B9 A EMIC BT REER
(BUN) B, MiEZ L7 F =Y EESRDLR
5. bAECBWT, WEROFHMWES VT F
= v {# ¥ Goodpasture FEMEEE T 80 mg/dl, M
11 % £ b 7% P GBM P /& B RPGN JE #1 T i
7Timg/dlE wWTFh b EEERL TV (R
M-52)“9. ¥7=, #i GBM HuihEURERIEE JAE 6
B MBI LT F o vEOLREEER
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Lilmg/di/BTH Y, o RPGN(7z & 2 & pau-
ci-immune & RPGN ®¥4 13 05 mg/dl/38) & kb
BLUEEEOETELIVAMTH S,

A7 U—VPEEBZETAHEARSEZ I W
2, BEOCEARFETIEMIBNT, MK
EH, ME7TNVT I VEEFREDLND.

R

a. Ii& CRP

JR4S R 72 SERT R & LTl CRP SEAE
DHohs, bAEEICBWT, AFROFEHIME
CRP f#iiz Goodpasture JEMER C 82 mg/dl, Filith
I % £ 72 VB GBM PLiBUR BB RIEGI ¢
i 85mg/dl WFhbEMHEZRL TWA(E
m-52)*2.
b. Mi&E# GBM Hilk

KEBICEENZRETRTHY, BE G
7 5 AT TH 5. MiFHOH GBM Hffidin
BRIgGHo 1% BELERTVDEY. MiZIgA
AN L bHH, HEELARE, Rz
Bk b, radioimmunoassay (RIA) #, en-
zyme-linked immunosorbent assay (ELISA) 7
EORENRD LY, BEIHARIRRENE
Vb O ORKEDME C, RIA #:%° ELISA B RE,
BREE DICERLTNDY,
c. ANCA

BEREINEWD, EEEROEDE
ELTHIET A EEAHTHSL. L LLERDD,
HL GBM Pk B 5 BRA B SIE B 0 30~40% 2 &
T ANCA #BHTdH Y, i ANCA BIEREG
D 10% 5812 H0 GBM Pidk vt 2 B T &
AEE XN, ANCA L WEHEHOFENEHR
ERTWAEED,
d. ZOfh

gy a7y R MEwAESEEER R L
REBEMMLTWAS. BEIT7Y) OIS
ru—yHThs )< b4 FEF, FHAE,
PiDNA Bk, 704 7u7) vid@EERB IR
73720

EGRE

BB X 4, CT M I A & TR S
BRERA  LISHOIRLR, R EIROBER 7%
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=
[ I-41
SR LS, PAM Ret)

BEELTET 5. ®B#EE I air bronchogram %
A BEDD L. FRRIBPERERE IR N
TW5BZ EHREW.

BEEBEE CTRETE, BRoOKESKIE
HEHEVILVELAEE R LEXMEMZRT.

(6] zoft

MHREEZAHL TV EEEER, ZOREICLDY
4 OFFRBERRERT RORFENROONE. /2
EAE, A AT & A KB R MLAE R & R
A AMGE, FERASERAE I B 2 i oET
TENRHITONS.

M e

= |

BRE

a. XFHEMERR

HRERAEIT BN (B 5 VidE BB &
RAEEROBEET 5 (RI-41). SRIREREIZ
EHMRETZERREL L, 08D L WILEH
PEDBFEMERRE & E NS T 2 A RN %
5, RENZFEHEEREREL LT, GBM
WTZL, MBREE, T4 7Y VAT - R, XY UF
% LB, Bowman BENOBEH LR ERBH TSR
57, GBM OMEOBEICIFEHREAPENT
BY, CBEAICEAINS GBM ORR - &
L7-BF %2 HBICICRTE 5. WEDIES DI,
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1 GBM HARIE B AR R RAB A D

R E-42 #i GBM AR ERFHRERREERD
RIERERR HOBAEEE, FITCE#R
b b IgGHAg . BRI B AL RT)

BIRPSUFAMTCHLTHD. FERAEEHRT
AT 5P CHERaE D & M, 36
IR AR & 2 B, SRERARRE R B R
CREMBREEEZED ST &A% {, Bowman
ERECEHEMBINATAZ L H D, REEE
HARIIWE - BRSO DA QA TIIRE RELL
BaLhaw, BRKER»OEZ THHRER L
LALLM TH B, WHEWIZEBLRED
ST B L, B TROEED AT XY A
HEoMA, BHMIHRE R M MIE e H#5E
FRIRICEDDLEZZON TV,

FRASHE T, METE BEERPREEX
2D, EATLEATRRMEOEELHEO
MAELPBRE I NG,

MBI FRENRFEERAONSE Z LidR <,
/N ERM RO PEE L MElRD 7 1+ 7Y
4 FEEFE, & 5 Wi Z OFHE~OKIEMILEE
BEINLIILVH S,

b. ®RERBRRY

SHERMREBE IR - T IgG(RITM-42) 8 L UF C3
OFREESHEOONDL, GCBMUBHEL TS
A CIBRIEESRBL TV EVBE
TEBL, WELTWB [gGH¥ 77 7 R 1gGl,
IgGA B EERTH B, 13 A LDEFICBW T,
C3 IRk 22 v LIl 4 ARt & L TH



