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BiNh3 LGlUitomgErurs) v LT,
IgA % IgM DitE & H P HOEF TRD 75,
IgA B LU IgM B0 ihF IR Th b, £72,
EHPERERMICE 7 4 7 YOREPBEI N
5.

IgG 3 X U° C3 OFIRILHE T IRME B EB I D
b, BEERVE IS -7V a3\ B0/ T
DEMFHE~OLBETH Y, ENRHECES
BETRADNEVT EHE.

c. BEFEREMR

GBM DKz, BE, SEEGEIBEINL.
SREREPREMB O R 2 B0, W T RER
LY BMAL, GBMAKTOETHEEIXMICL
5. kIR B MIR R R OE R HIEE, RERD
BEVBAONS. BEFEELEYIIEERDL
Nz, REREM MR I MED 5 W IdBE
L, RREICE 7 4 7)) 4T, If/MRIeE, B
BB EFBREINLZENH B,

HRZ

a. XHFBEHEMR
NEVFY)VEEY U T =Y, 74TV
i, MR R ARSI R & A ) BliRa S i iR A3 R
BREIND.

b. REREBFR

MM ERE IgG, CIB LU 7471 Y OfRK
HLVEIHROUEEVEDOLNS.

c. BEFEREFRR

MREKEOWE, EESALNS, T/,
RUZHBEIGRE BEL BRI
PEESNS.

#L GBM #ii 14 E RPGN, Goodpasture fE
53308

MEZRRAEITTHL GBM #iEa s h, #
BRI oG D RFBE~ORIRILE 245 1A
AR R IRAE 25 % BT GBM HUFRLA BRI 4
L, SHIICTHITHMImZ DT 3 B E
24 534 % Goodpasture JEERH & 95,
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a. i é& RPGN ERHZRARICET 3%
B (MBS OiF5
OBEMIER 2 F M % (MPO-ANCA B ifi 4%
%), @Wegener P13l (PR3-ANCA BIE A %)
®Churg-Strauss EBEHE (7 VAV X MW ERE
HimE %), @&Fhx) 7= b—7 X (SLE),
®% DD M5 #IE % (Henoch-Schénlein 238
%, Behcet¥®, EHEHIV V=TS, 72U 47w
7 ViIE), ©FHMEO- =V T IViRE)
b. BRIEICTUEAMEBARRMERER A
BREERTHRBOHE
DM EE 89 % F 1% & (MPO-ANCA B iy
% %), @ Wegener P 3 i (PR3-ANCA 4 3 fy
HR), OBEMHMBERKEETR @ Churg-
Strauss EEBE (7 UV F-URFELEK),
(& SLE, ® Henoch-Schonlein 8B, IgA BYE,
DSBS AREET %, BEMRKEEL, ORRK
SRERRTEALRE OB RN A 55 AR E
c. BIREAELEICTIEGRIREEEET
BB OHER
OR#E, @SLE, @7 3InAf F—V 2,
@Alport SEBERE (BB ML), ©RIRE FLHREL),
@B FF —B (IFIFRARE F I —), OB
Bk, AL 5T M FEE OREIOTY) VB
SHILEE, BMEMILEE, EHILEE, Odense

deposit disease

ik L7z ibliReE s & O mEEssimik e
MAE DRI BEZERIFLETH S, RPEDL
EHT % BT, BRAEINT HBRRRS
PRI L OIHEBREIMIT S WA, T O
LH - EIERIR 2 L o—iiEEk, BiERID L
AR RARR, HAHR, SERO KH
B ASHIR) bEETH 5.

SRS

BAMY O GBME RPGN i1, ZHIRH LY
BROWE ST b I— VD &) RIBEREREE
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1

AFEA P REER
(MP 500~1,000 mg/H X 3 B &%)
+

#EE ORBOBEEEXFOAF
(PSL 0.6~1.0 mg/ke/R)
@B
(CY 25~100 mg/B)

1 GBM HL (5%
RPGN fE{REY
1
MEILT7FE>60mg/d
ke
8 TR > 50 %
Ino YES]
Mg E « YES { FERSt }
+

NO
RIFEYAE

RII-43 #i GBM #i{48) RPGN OFEIAEIEST (B4, RPGN Rigs X b Bk

PSL: 7V F=vay, CY:¥Y27uakA773F
(x84 X vEiA)

RTZVLEVIH L. —F, BRFABRRATTTIC
BEOBINSEN, BRE, FERICCERLRYP
BHEBREROES T, EREORELZR/RLL
BHREECH Y, mREE EROERITELS
CENEFLWEENRTWED, BELRYES, Ik
WHEERIETH ) BHEEESLBRWEE L E
BlEEUECREZRRY, DOETIERIEERHD
50 At E BV 21T, WRRNERRERI TG
7V T7F 7]l meg/dl & REOEILT T
BEOEBBOKTEARLTCBY, SoICE4ER
TOFHEEBERTBRE 776% L BRT, HEME
RO R VIEFINKEE HD TS & v ) BIRAS
H549. LhL, 20X REFOFTHREN
SOMBEE L, WEMRFERIZ R A b
fakch by, HEOBMEILIBRECTHIUL, B
BOBETAAMIIFEINTEY, TRERYE
B % 4T U CIEBI AL CIRBEIS O R Ik % 772
THIENET LW,

ANCA, %12 MPO-ANCA * 0 tBHEFITD
P #ICE LT, LANZP GBM ik BLmE HAE
BHEERR TRV ERE STV, EF
CBWTIE, TEBYEREH GBM Bk Bk
PRER & FRRICEFRIZTRTH Y, FERRIE
BALBETHLEELLRTHAE™,
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BEANEEETHEREECET 5 HAENRE
RPGN ##4& Tk, RidOBFESZ T 2 T
GBM ik RPGN DR # iRt 2 3RE L T 5 (B
M-43)*. .
a. MIEXHEE

FRYEBRh OB GBM Pk OBy 2 brFE % H
B L, #hofEIfEEL b THITES N
5. 1976 41 Lockwood © &, &Il $EAHRHRE,
BOBBREAT VA FERERE & REIH %
(YyrukA77 3 VM 5037 FFFT
YR o 3EERHFHLEZOBEMEZ R
w7 ZoBEosuba—wig, 5% 7T VT3
VEABHREE LT, 4/AOMmMAERE L EH 28
B, v LIRS GBM PSS IEEALT 5 £ ¢
WAT$ 5, 7272 UHHmEREITIiE 5% 7V 73
VOEH LI, FEEES LT 300~400 ml 2
MARBICHEE L TWAY, £MmiEsciige: st
DFEE LT, ZEFERBIMAERE double filtra-
tion plasma pheresis(DFPP) R 70254 ¥ A%
T M & B REEEREOAME D RE ST,
FEERRIC X VBB T T b a— VR RO ERIC
EADBODDH L. 2720, Ty T AEEHEL
BRFIbTHTHY, 1985 4 D Johnson 5 D
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T, IEHRRE AT B CRMATRE & L
L. HiGBM HUANEGICHEL, ARICHERE
HHEELTWDE?, BEOHELEDEL L, L
HATHIRE T EREOR 0% ICEMTHEH L &
hCwa®,

L Ladts, EAETIRARBBREIINY
2 MRS HOR B D A MR E S WREMIR R
LLTHESILTWASDOD, bAFETIHKARLL
TIRBBESNZETH S 2 & 2 2BEICE W TEHR
ZHHLEND L.

b. BIBREEATOANR

EHCEISERNCIE, BIBREATOA FRER
E(AF ATV F=vywa r500~1000mg/Hx3
H RS & ifTH, BREL LTV F=vH
v 06~10mg/kg/ B &5 35, Dk B8%
KA OHREBEZWRMT . BEM T, BIBK
HRA7Fu{ FREREZRS - VLBELT LI5S
WH5.

c. RIEIIHIEE

B EE AT 04 FREHFEOATIEFRPA
+4, b LLBEIBREATOA FiIRGBDWIE
T ARERITTI, SUBMIRISEOM RS 21T
FT ML, BE VI/UKRAT 7 IR 2B~
100 mg/H, TR 7%F4+ 7Y 50~100 mg/
BOHE5 24T .

d. FRIVMRE, REER

HI/MEE(DEY ¥E— )V, BBRYFETR
) RPEREE (AN v, TNT 7 ) V) BRI
HEROERL LTEMTHS. L L, Good
pasture FEER TIRITHIMOMBEL £ { Bkt
Mo, HECHARSTHILENRDS.

RENRE

BHRZICELTE, MEZVTFVERED
RSRRERDEEMROBEL LTEETH 5.
Jiti I VS BYPEERA & L C, Mg, BOER X MRAT R,
MY AH, MiLEfER Eck Y, Thonl
#%2 b o THBEDROHEEZIT).

A G AT TR B B AR SE B
RPGN HBE DR, RPGN BHIRE ORAT - ¥
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Fio kb, bHETIZ MPO-ANCA & RPGN #
Y RPGN OB B XL UEGFHRIIEELTW
5. L L7%d6, HGBM HifsE RPGN 2/
LT, BBIUEaTHE DIGEEORRRE
CBWTHIEE A LHENR (RRE LTTFER
BREBRTHY, EBHBROLE, ZHEAH OB
s EMEMIBREORE, il 2ERERE~
KSR BBIPBLETH LY.
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» 2O TPERER A 25 rapidly progressive glomerulonephritis (RPGN) IR (% < iXBRBEMIIL
R, FRICHAIRGIER) , BAK, MR Rk, BAELE) 2 EOBREORRR
fEvy, $oHEA 5800 B OB TRBICERBO BN T 2MRERN L ERIND.

SRPGN 0 5 5T, HiREREEEME glomerular basement membrane (GBM) AN BETH D,
RPGN & Jiifhiifl & 23 2 &3 4%B3 3 B—MEH 25 & A T Goodpasture JEBER & KT, Hiith
Ifi % 52 75\ 354 % i GBM HifhBl RPGN & %\ M idHi GBM HifAZl A BRIk ER & &
T ARSI HY O TG,

o HAE TN ENAKEE N Th Y, JEERBREF TR BT 3 BETROT ¥

br— VI & 2 b AED RPGN KEFIC 3531 T, Goodpasture FEREE L 1.5% , Mt % HEb v
Hi GBM HiAZLRERAAE 2213 5% & (50 T3 IC T ¥4 (F2-1).

8 ZDT VI — Mok?eMEZFFR LN SV, BIETREELFRICZVESh
TWBA, bHETORFERTHERIT 50 mTH L HRNERREL W FRANO TV,

RiE, Rk

................................................

82 BREHEM ¢35-37 12— FERTWANEI S -5 VD o3 1D C RO non-collage-
nous 1 (NC1) F x4 V#8412 Goodpasture U (GP $ilf) MEFHETS. 610X DOERT, C
RIBOBEITH 5 36 HD7 IV BEREL NAROBRMIZH 57 3/ BEEY, GPHFOLY
F—TehoTWBZEMEHINTVS (K 2-1).

e AEBPIC BT, B GP HEO Y b — 7 NCL FA A YEARLOHAICIEEhTY
%, 2% hidden antigen DREIZ L >THD, FODPEMEEVEDEELLNTWVS,
UL, BOME (A VILZYyay), WANEEWE EieE, WEIRESE), Rk
BT k B0 REMEORE R BRI & 3 AAEEMOMEAE LB L EOIE b - THE
W USRI S oh, FIAEAIEZ 28D LHfllch T 5,

498-12464 2. SOEETHERIREBR
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DI EOSIBETEBNEREOIRERE (I FA, it SRETHENEREOZEES.
B 2002 KO —HHE)

BRPRREY FEGIE (%%g;) HAEDER
1 GBM AR B RIREE R 36 50% /| 1:094 | 526%17.0
T %E?ﬁéﬁf@ﬁéﬁ%%iﬁﬁéﬁﬂmgﬁ 24 3.4% | 1 ‘10.92 50.8+20.9
BRI pauci-immune R AATEARMRIREER | 283 39.6% | 1:1.24 | 61.3£157
REEIF AR RIREER 14 20% | 1:1.17 | 59.9%18.0
= DEEFREE— R B AR B 9 13% | 1:014 | 63.2%17.0
’/@ g2 2 03%]| 1:033 | 5684227
LTS PR IEIEME R IR A 9 1.3% | 1 1.00 | 59.0%4.2
SR I9A B 19 27% 1} 1:050 | 365+19.0
FE (gA BIX T 0 LIEFEERIRA BN 4 06%| 1:200 | 53.8%16.3
TOMD—REERERIAE R 1 0.1% | 1:000 | 57.0
Goodpasture JE{EE; 11 15% | 1:175 | 49.4%144
EHUTUFY TR 42 59% | 1:1.85 | 37.1%14.2
Wegener PNEFAEIE 18 25% | 1:0.89 | 44.1%£155
BEHEERS RMER 127 17.8% | 1:1.25 | 65.6::11.1
P ZOROFFEMER 3 04% 1| 1:050 | 6231549
SRBHRMEERN 17 249% | 1:060 | 46.820.7
SUF 707U IE 2 03%1 1:1.00 | 54.5%50
BUEmU oY T 14 209 1:250 | 58.4%156
EitER 2 03% | 1:000 | 625%50
TDMDEEHESE 16 229! 1:275 | 39.0+245
REERME AR BN 8 11% | 1:033 | 42.44252
oL B5 i 0.1% | 1:0.00 | 73.0
C BUFRR 1 0.19% | 1:0.00 | 68.0
CTOMDRPMEEE 13 1.8% | 1:0.08 | 549+166
B 6 0.8% | 1:2.00 | 52.5%+14.7
ZDh 7 1.0% | 1:250 | 4333231
T 26 36% | 1:1.18 | 64.5+183
=K 715 100.0% | 1:111 | 57.1+18.1

GBM: glomerular basement membrane

e DN RERIG I, bbb MluBEE#EERNOREZNREE L U TAEIhTO2R, Py %
BHEREETNLY Y ZOHMES GP HURKISHY T MlaOfFES &5 6 MltEEEEERZ I T
WREA DTS5 Z L IZRETHEL ko T 5,

e BRI, 5 GBM SUBDBBEBEADEA & #0012 iFhEk, V) VS8R Bk - v o077 -
Vs EOREMBAHBRMIIREL, 2O ZhoREETIYA a4y, BEEBRE A
BURRER M, BERLE LS5 L, BHMIEREOME, BRBEOWMANMELEEDLELS
NT05, BRRETE, RERKREEEOMAE % H.0 & LT, Bowman 28 LRIl 85 H 5]

I.& @ 49812464
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MADTIS KA1 »F Q\¥9//'\

THHEELTWS

2EONCIF X1 >

_\;:>////@tﬁﬁgbfwé
./_/GBMﬁﬁi ./:\.

CRumEl X
ISKAA _§bﬁ/ﬂ§1_ IV§~_37‘*7/&3¢!40{5§§) NCiFA1>

l ﬁGBM?ILﬁ(

IVHO5—-4a38 GP#E
| RIRFREEBICSIIPVEIS—S VT & GP R

R Sh, Ml EARSERENS.

d BRPREERR

1) BUSRAEIR
CRPEOREGITAN FEEA P RE R & L OBTRES, FREEAS Y UBFIE 1~2 86
AR ohd.

2) BER

EITAEGITIIRARD, WRNIREET 25468565,
SHEAOREBOEARLAD oh, SEOEEAMEIIES Z B XNTEAN,

498-12464 2. ERETERREER | 127
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eFRIKFEMRE LT, RPGN #2¥T 5 Z & %00, BB RERE, Fv v AREHR, @HENE
BRE, 2 70— VRERHOVWThEETS548 55,
e RIER T CILEEOEFREERZIET LTV AR 2L, $TITKRHBERAEICE S T4
WCBRBEEREZET2BE61H 5.
3) BHEER
® 5 GBM HUAFAIERIREE 408 1/3~2/3 ILIWE RO 5h 5.
® FRE & MIRIFERANCHFET 5 &, BREDRA 1/3, MR 1/3, mEHREE, wbo
% Goodpasture JERFF M 1/3 L S T3,
e iR E & 619 53848 (Goodpasture JEMBRE) 1%, Mg, WAIMZ £ DRl M PEEE 4 £ OFRIRES
FERAEED 5B,
o FHREHERIZBCE» SR H A, BERIZETLTED OIS,
e KEDOMM Ml TREREIFEAL LAY, MBEEINELINLZILLEHS.
& B RYFT R b ISP, IRKREOEM 7 F O A Y, BEEOMKREDRBARF 7 /) —¥ i
LEIFHRLD S,
4) Z0fth
e &AM, B, FE, BHi%k, hERD, 5, FE, REEE

1) FR&E (& 2-2)

e IfilfR . AREARET (++) DILEoMIR. RIbHE TEFARIMLER

eEHK: MADEEOEAR. bHAEIZH T, 12O EHREAPEMEIX Goodpasture fERERE
T3.7g/H, Rz b GBM FAELRIREE SRR CIE 21g/BTh o %,

@ HIFEPR : ARIBRFA:, SmEkMA:, BN MAE, BAEL2 02 BRI

2) MRKE (% 2-2)

e MVERFRERRE, MFE 2 V7 F=VBE: bAEICBWT, FIRROENE s V7 F =V E
13 Goodpasture fEMEH T 8.0 mg/dl, Mt 2 fEb v Hi GBM ELREREE RIERI T 7.1 mg/dl
EVTNEEEEZR LTV, £z, il GBM JURELRIREE REFICKB T 2 E s V7 F= v
BD LF#EEE 1.1 mg/dl/ETdH D 8D RPGN (il 2 13, pauci-immune & RPGN OB 4 0.5 mg/
difE) LR UEBBEORFIILD W THS.

& RIEH B VT RIMMISERT 5/ EREEAREE N

o RN L IEFT R M S, M/AMRES, KLJTE, M CRP SiE

e MVERER, MFE7 L7 I V{EHE

eIMVERIES v 7Y v, FMEIERIES 2\ UIZEERM

e ¥t GBM Hifk: ARBIZRHENARENR. BE G 75 2

® HisF MR E itk (ANCA) : T GBM HUiARIRMER S RERID 30~40% 28 CHtE. i ANCA
BERERAE 2D 10%55 15 GBM Hitk 25tk
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HHEDH GBM HAT RPGN DRSS KUTRIBSRNE R FA,
. SRETESRNERBORERS. BB, 2002 £H 8w

71 GBM A BLRIRAEE N
RER *f(]'% ﬁg}gﬁizi i’:};\ Goodpasture fEREE
TEGIE 36 11
RPGN LD EIA 5% 1.5%
HE B w0 1:0.94 1:1.75
itk (FOELEERE) (B 52.6£17.0 49.4t14.4
BERR
RERE (¢/B) 2.1%3.0 3.7+3.2
PR
(=) 0% 0%
() 0 0
(+) 0 0
(++) 8 10
(++-+) 92 90
MEZ VTP F = (mg/d) 7.1+42 8.0+43
~NEFOEY (g/d) 8.8%+1.7 7.5%1.1
LB (mm/B) 10544 82+45
;& CRP (mg/dl) 8.5%7.2 8.2+8.1
BRMEFNT—H—DBMEER
1 GBM itk 94.1% 100.0%
P-ANCA 10.3 200
C-ANCA 0.0 10.0
T2 IINES 11.8 27.3
1 DNA 3% 0.0 22.2
JREFTR
EIELSiAES 77.1% 82.1%
$ BEEATER > 509% DR 88% 100%
BHEBAEBARE
e 61% 71%
FRMERRE 26 14
HRAEE 13 14
MEXMREET DHEH 3% 17%
RAEHERE
TL 69 17%
8E 6 17
hiEE 47 0
(=) 41 67

s Y wv b { FREF, PilshlR, 1 DNA Fitk, 2 VA7) VK
3) EHRIRE
OBIEREHE X 4%, CT A8ZE _
5 JiiF9 2 & MR IR AS 2 BER 200 U IS BHIDRLIR , A5 ERIR O BER R B iR

498-12464 2. EEETHEARERAEN | 129
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1| Goodpasture JERBEF DBEREICHAE

RS (PAM 242) AR (FITC BEE b 196 Fitk)
GBM HZY, 7 T ATH, MR E R 5 SR RIEE A o 196 SRS

< & ¥|Z air bronchogram %5 ,
ASER R E ISR 2 TN B T AL,
@OBEBEH, CTRE: EHKAVLUEKX

4) TRIZEBIRE

OBRE (%2-2)
@FEF IR R
CRERIRRZ . EMETEYE (b 2 W IR ARIEEE) REkEE R (X 2-2)
CoFE A BOREER . AR R — SRR A
CRER S EEIPESSEIERRZE . GBM WY, BAREE, 7 4 7)) VAR - #le, 2V ¥ U AR, Bow-
man FEANDZH
CORERIRERERE A RN O SSEMIGRE, £ hic 2EMa0 BB
PREREE B A ISITEY - REREER 5 IS O Cld k& 25 ks L
DRMERERZ: MEEE, BB, RMEZ%, 1T UEGCRIRMIEZEE, MERMEL
MERLE: REOZFEE A L, FhI/NERMBIIRO NEIEE CHBIRD 7 + 7Y /4 FEEE,
& % \W\EZ D R D ZEAEME R
RELEMR (X 2-3)
RERIRGRIBIEEIZID - 7= oG SURILE
C3 FERLIR 220 Ui 4 2 ik vi s
CEIMBRZEIZT 4 T = VR
CPRMEEENE GERLRAIE) 12 1gG, C3 #ukiheE

B i [3CoPY] 498-1246
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QETFIEMEEARR

~GBM OWH, IEE, 3EE(L

s REREARMIROEA, WK TEOFEREL

s REMEEMIDEROFUME, B, REEADT ¢ 7)) ViR, fvMRiie, RRsE

cEBETEELEDLL

OBRE

SEZPEMETR NEVFY VARSI 7=, 74 7Y ViFH, Filla b ERIRGETZE &
> fii e H 1L

- YL L PRI 1gG, C3, 74 TV /=¥ v OERS 5 VIIHRIEE

CEBTHEMETR MlaREROWE, IE. MERE, MEk, HEREL

5) ZDfth

SR EE AL TV AR, ZOREIC L DL OIFRRERETROBRESRDON S, MK

5 AN & BIEBRIER SRR A M, WIREEERE I 1 2 ITEEREOE T 5 &,

% 2-3 ABEHTHBNERHBHRROLOOBEHE F FA,
fth, SEETHENERERODEEL. BER. 2002 £D)

1) RAREE (X&UTHMERYPERR, PR
2) MBI UPFIUNEBELDD LS
3) CRP B{EPRIIEE

IO 1)~3) BRHZEE, [RPGN DL SUT, BEPYRRNOFEE
6D .

L, BERES S EENTANREE T, BREOERIEVWCEER
27D,

1w, SURREOSH, ENBERICHES BERTBREBENSRDNDSAIC
(&, 1~2 BELURICILEI U7 F U/ EEBRTS.

R 204 ERETUBNERBRTESIET (R FA . SRET
MENIEER O &R, BEE. 2002 £D)

1) $EH SENADBETRRCERENETI D (REDER, BEDKZ,
ZOMEOBEEHET — 5 ZHRT D).

2) IR (B < (SERMEEMmER, FNICPBRMMR) . AR, RMIRFIE, B
PR EOBERMRITEZRDHD.

3) BEORBERERE BEVSE PRERERRE TRMENE S NEVEARE
BRAERPBEESRBE, (THECELD, BOYAX, BREDERS, K
BER. RBHESLEOFTvolckD, BEBR2LOENEZDT, #
BlCHETS.

498-12464 2. AEETIERIREER | 131
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1) RPGN DEHfIEStT

O—RERBEIC T 52088
®RPGN D PAWEHI I MBS A RHICREA L, WHRAEET 3 I LAEETH 5, &
EFBEETERRENRIEERO RPGN OB EESH T, — KB (£ Wr 2 D DT E)
471 RPGN FHRR D 7= OBUT RS OB A REL TS (% 2-3).
QB RBEMEEREREIC T 2 BHTisst
© RPGN DORRIEEHTIRIB X W T\ 5 RPGN MEEWriget 2 25 L U CHEEBIN & 170 (R 2-4)
FEEEHN BN 2R ST 5.
2) #i GBM Hi{FB RPGN DK
© 1l GBM HufkfatE, RPGN, it 3 Mus % izl LREEZI 5175 .

1) JRERIESt
®RPGN D7/ TH RIS OH GBM 5 RPGN 13, 2UTRH & 0 38E B E BIRT 2 BB R

$%5.
@ RPGN DR FES T3, BABDWRKIG & FHh% M 2 I GBM HifkE! RPGN DRmRIgsH 4 12

BBLTWw3 (X 2-4).

MGBMIL R
SEEITIEE AERE

1

M&7 L7 F = 1E>6.0mg/dl
EiE
FREHRER>50%

NO YES

YES
MY 1 R |

+ NO l
2504 RIL R
(MP 500~1 ,00019/5 X3H ) {RTFRAE

#EE OBDAIBKREXTOTFK
(PSL 0.6~1.0mg/kg/H)
@REHHE
(CY 25~100mg/H)

i1 GBM HifAE! RPGN DRSS DEN (R FA. f. SHEFTHBER
IERBFOREIEST. HEES. 2002 £0)
MP. XFILTL RZvOY, psL: ZLRZVOY, CY: YIORRAT 7 IR

132 l I.& W {GCOPY] 498- 12464
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2) MERATHEEOR
FRTERHOH GBM HAOREBM kL4 B & U, B0 ESiiRe: L &by THiT X
5.
L MAEAR B DIANC, T ERGR MRS double filtration plasma pheresis (DFPP) < fji
IREFEOFMMEEME S TS,
MESTRFEBEERE DR 0BIHENTH L L TS,
3) BIBRERFO1 R
BIERE AT a4 FAREEE (A FATL F=y Y 500~1,000mg/ H X3 HRER) Hefrik
BEEL LT, SV F=va Yy 06~1.0mg/kg/HE#E9 5,
CERERITIR, BIBREAT v PRBREE M - VREET S,
4) GarEHHIEE
CBIBRBE AT U4 PABREOATEMBESAAE L, BIFREZT 04 FRSEOWH
ICEEN T BIERICIE, RIBHIRIBRORES TS 2B,
vouRAT7y 3K 25~100mg/H, $5VE7¥FA+ 7Y Y 50~100 mg/H
5) JUIVREE, EEE
CHUEREER (~osY Y, UL T 7 U Y, HUlVMEE (DY gE-L, BBV I¥TRE)
RO E L AL fEREER D 5720, BEICHARS
6) it
KRB ARSI T 5 BRE
SRR EIIXT T B BRI B O B
FeE - EIERIRR & & 0 — Ry
CEEELIBC R B (BAKIR, EARR, 28k S K HIRPAKIHIR)

’ 7?3#. i’oh‘éf GBM ﬁﬁi*“ RPGN @ 6 # ABEFEI 25.9% CThH D, MPO-ANCA T¥

1.0~ EaTR 1.0r BEEFTHR
0.9r 0.8}
4 08} = 06})
i =
B 07} & 041
06} 0.2t
0.5+ ok
0 6 12 18 24 0 6 12 18 24
RBE=mE (B) gz dE (A)

i GBM A8 RGN DT (B HA., . EETHEENIERHDZE
88t BB 2002 £O—THE)

498-12464 2. SEETIEAREEER
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RPGN © 69.9% & It L 2 bOTARRTH 3 (X 2-5).

® RS T CICREOBARER, MRHI, BERTRELYAREREOER T,
HREOWELR/S I LIWETH b, Mk k> MBI ZRRITEZL 5 ZEAZFE LY,

® HORIE-FEIE T & ) BIRBEREE 25 LB el & B OBOR & 3R 2 0, DA E T RESR
B2 50 BN E B D A0, VIR I ETE 2 L 7 F = VI 7.1 mg/dl & RFEOERIE S
TIREOHBEOETERLTED, X5 ICBERTOFYFARERE 776%ERBETSH
D, BEMRE LD KEFINKEE EHDTNS,

BS54 Goodpasture fEMREECH 9 B MERATHEE & (RSB

RPGN DEIERDMRBEIC LD &, ANCA BEBERDE - EmFHRINTFHEZHS—I3T, Goodpas-
ture AEIRBDE - EHFRIGAETHRBLEETHD. DHABECHBNT, MEBTRECEDMRBREIC
SHBERERG, MM/ MREAMESREER, BIMERESEERE, RICRREBUOE 280TUTT
TR, EEBBIBEOHTHD, Goodpasture FEERCH T 2 MEETREE IS RRBEINZZIT TULE
). Goodpasture iEREEDE - £ TROWEDCHICITERVES (EE) ~DIETREEDREHH
SOEBANEBEETHLHH, EHOERBRS TIHFHSETNAETBIRT S LBFHE UL, AEOESE
HIHTRUNMIEL, BLOENBETE—RIILEEASE UTRODON TV RRERETI DL, b
DETORRHREBELORINEEND.

o
»

134 I. 498-12464
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4

YEREBR Y . . . R
B ANCA Bﬁ@%‘)\k antineutrophil cytoplasmic antibody-associated glomerulonephritis

« §ijTH D Goodpasture FEMRERF & AR, BIREO F EERREG I BURMET % 7% rapidly progres-
sive glomerulonephritis (RPGN) T3 1, UIXUIEIHEZE 4 &0 LINSERH 4 BT 5.

@ VAP FPERFIREE i antineutrophil cytoplasmic antibody (ANCA) BT & ¥ , myeloperoxydase
(MPO) %XIBHUR & 3% MPO-ANCA % RPGN & proteinase—3 (PR3) % XSHIE &3 % PR3-
ANCA ZU RPGN lZ-kAl 2 B3, MPO-ANCA #! RPGN OfFEHER L LT, HEMENZ RIS %
microscopic polyangitis (MPA), pauci-immune 0 A &M REREE 7% (BIRBAME % renal
limited vasculitis, RLV), ®7 L ¥ —PREFEMENE % (H 5\ ik Churg-Strauss FERE) »d
% . PR3-ANCA %! RPGN {Zid Wegener ISFBRES S N3,

& ANCA BB RPGN @ 5 5 PR3-ANCA #I RPGN 7% 30~60%12/E & L0 2BKEEE R AED | b
ME D RPGN & MPO-ANCA BB FETH 5. HH[ETH PR3-ANCA E! RPGN it MPO-
ANCA D 10% &K Th 5 (3 2-5).

o HAED MPA Tid MPO-ANCA [B1EM 95.5% TdH 2 Dizxt L, BRKEEE T3 MPA ® 30~50%
FEEE A PR3-ANCA FEETH 5.

e RLV TIZFEREFHb 61.3 5%, MPA T3 65.6 RL BWE TR TS (£ 2-6).

#RLV, MPA & 3 ICBRIbIE 10 1.25 BE EH Tz,

2 SATREGR M 5 2 ORIFIZ L PR3 & ¥ OMIBIENIZETET 5 ANCA M ISHUE AT Bk BLER
DERMEICHE L, ANCA & RIGL T, BMIEREDICOMFhIke BMERO BN CIESBED
Mtz &7z U, BHOEONKMIBEZEEL , REROBH, 6 M8 54% X727,

eFIRIC VT, REREENNERBOME RN D, REREEEBOWE A & OREERH
o AR E X7, REkESE 245 MPA, Wegener INEEIEIE, 7 LU ¥ — MRAISEEY:
I 41 Chapel Hill 1~/ & ¥ ¥ 228 (Janette JC, Falk RJ. Am J Kidney Dis. 1994) D&% i3/
BMERIEA L, NIMENREDOEERTH 50, hEMEMBINI 2L 855, BETE,
FIREINR, NERIBINR, wWABINR, SRERER, SAMEIAR, RS EMIE » 6 EIRR O/
M mE AR L, RO ERBIIR, Balks & OhRME I S RENBERI NI L0'% 5 (K
2-6).

FREENOBE SRR S COBBERT L LT, BYYE, %H|, MEXENHD, MPO-ANCA

[5TOBY] 498-12464 2. EEETHEARIEBR | 135
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136

DOE®D RPGN [CHIFD ANCABBHER (R FA, #l. SBETHESNERBEOD RS
B85, 2002 &0)

“ (P+) /%8
P+C+ P+C— P—C+ P-C-— e %)
— Rt
FABERERIRE BN
I GBM FUAREB AT RIRIE BN 0 3 0 26 29 10.3
SREGHREB ISR BN 0 8 ] 8 17 47.1
Pauci-immune BRERAEMMRIREBY 2 204 5 28 259 87.3
RO A BRI 0 11 0 11 100.0
DB R A AR MER IR SN 1 2 1 6 50.0
&t 23 228 7 64 322 78.0
FBHFEME#D AIABR
BRIEIETEME AR BN 0 0 0 6 6 0.0
PR 0 1 0 1 2 50.0
IgA BE 0 1 0 13 14 7.4
IE 1gA BUAT /470 [\ SETEMEAERA IR 0 1 0 2 333
TOMD—RMERIREEN 0 0 0 0
INEt 0 3 0 22 25 12.0
INEH 23 231 7 86 347 73.2
5%
Goodpasture fiE{2E¥ 1 0 8 10 20.0
EHUTUFY T2 0 i 21 29 24.1
Wegener PSSFRESE 0 1 2 16 18.8
TRMERI S RIER 3 102 1 110 95.5
TOMOBIEMER 0 1 0 0 1 100.0
LPHRMUER 0 0 0 14 14 0.0
2UF o070 g 0 0 0 1 1 0.0
BREE DT T 1 4 2 4 11 455
BitrEs 0 1 0 1 2 50.0
FTOMD2 SRS 0 3 1 5 9 333
INET 5 122 16 60 203 62.6
RRRIE
TR BRI 0 0 0 1 1 0.0
EEOER 0 0 0 0 0
MIRE, B 0 0 0 1 1 0.0
B BUAFN 0 0 0 0 0
C BUFFR 0 0 0 0 0
FTDMMDRSE 0 0 0 13 13 0.0
B+ 0 0 0 15 15 0.0
TR i 4 0 1 6 833
D 0 1 0 2 3 333
BB 0 12 0 7 19 632
INEF 0 13 0 9 22 59.1
e 29 370 23 171 593 67.3
0% & 498-12464
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% 2-6 HHED ANCA BEBEXROIRKS KURIEFNAR (7 SA, .
ST ENERERODRES . ABR. 2002 £D)

TR RLY MPA Wegener POEFREE
FEGIEL 283 127 18
RPGN (LD EIG 40% 17.8% 2.5%
wE & 2 1:1.24 1:1.25 1:0.89
ygEss (PIEHERERE) (B | 6131158 656E11.1 4414155
BEER
FERE (o/B) 1.9%+1.9 1931 0.8%0.5
FR7BI
() 0.4% 0.8% 0%
(=) 1.1 1.7 0
(+) 3.0 9.9 7.1
++) 9.3 18.2 21.4
(+++ 86.2 69.4 71.4
mgo L PF = (mg/dh) 46+3.2 45+3.1 3.8+32
~TJary (g/d) 8.6+2.7 83+1.7 92+1.9
FHRLE (mm/B) 94143 95+40 92428
& CRP (mg/dD) 52%56 8.8+7.9 9.6+11.1
ERMFZNV —H—DFEER
P-ANCA 87.3% 95.5% 18.8%
C-ANCA 10.4 36 68.8
¥l GBM Hifk 3.7 1.2 0.0
JWInE 39.5 36.8 11.8
11 DNA Hii& 0.0 22.2 22.2
RIEMR
HREERE 68.2% 58.2% 75.6%
4 AR > 509 DAER 78% 64% 93%
BOHEMSEARRH
facE 33% 52% 33%
FRAEHRRE 51 39 47
R 16 10 20
MEXFTRZER T DIEH 11% 55% 0%
FEHERE
mU 2% 2% 13%
(29553 12 9 13
g 45 49 53
=E a1 40 20

oA GUERRIEE 7 1 LS4y 5 VL PTU, 7/ —)L MMI, BEEL FI 7Y%,
FAMBI 9420y, 7asy) ) —L D-N=v 5 Ivied), E (7 4 #) 2*, PR3-ANCA
BTG T P OBRERGYEN ST o N 5.

(GC0OPVI 498-12464 2. EiEETHARERARER | 137
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AEME

B M &

ANE

PSSR B ]

i

b BEIR -

VE.L;

REESRBIRY, JIIBR

MPA, RLV, Wegener PIZFRESE, 7 L IL¥ — RSB mE &

Shonlein-Hénoch &K, EHRME7 U470
LG Chapel Hill DV BV RARBICE D BMBRDE

BARTEIR
1) HOSRAEIR
e Tk ESUEZR R ERER & £ OGRS, BIEE A 0 UIRE 1~2 BEa-RZD 5 h 3
ZENEWN,
2) BiER

2 [ XTREGI TR %220, ARNMEEET 58485 5.

s A DEEOEAR LAY O N, BEDEREAMEISESZ L & EhTiRAL,

HRIRAEMR L LC, RPGN 2875 Z L A% 0, AWEAEERER, & v v ARER, SME%smn
BRH, 3 70— VERBOWTh» 22T 254855, EHE, 5 v ¥ ARERIC X 3R REH
HEIML T3,

& FRERF T CICEE OB MAEREIO®BT L TV 3EAE £< , T TEREERRICE STV 384
ICRREEEREET 538405 3.

3) BWER
e fimE L AT 2BE1, MU, WEI07% L O RPN & OISR AHD 55

138 0% @ fICOPY] 498-12464
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& R I3 B TR L FIEC, ZOMOBITROWTRhA—FREFLTHD 6ND,

s KBEOMMM CREMELIPEAL 4D, WHREHESLBEEENEIEHD 5.

& BRI R LSRR, IREEOEMN T BORMAERAYD , EEOMREOBAEEF 7/ - iR
WEBELHD.

4) ZOfth

» L BBER, B, R, RS EKERD, S0, Rk, HER - 20 - BB, SRE
e E

© PR3-ANCA BEE A Ci3, @M es, BISHIE, MPEHE, RERNRFER S

1) RIRE (%2-6)

5 MR 1F & A EDIEFITRIBMBIE, RIE CEFARIMER

 BAR: B4 OBEOEAR. bHREICBWT, MO FHRESYRES MPA T19g/H,
RLV T 19g/H, Wegener PIFfIEE T 08g/HTH 7,

o FARRR : AROBRIA:, EmERMs:, SRR, SRMEe 0L eE

2) MERE (% 2-6)

s MUERRERBE, 5y vy 7= Bl REREOYE K, o RHIRROMAICS 2. YRk
OEHME 2 VT F = vAfid MPA T 1998 ELIFIE 4.5 mg/dl 7224% 2002 4 LI Tid 3.2 mg/d!
L0, RLV T 1998 4ELIRTIE 4.6 mg/dl 7 4% 2002 ELIFE Ti 3.4 mg/dl & & D, Wegener B3

FESE T 1998 4ELIRTIE 4.9 mg/dl 72 4% 2002 SE LTI 4.1mg/dl &, WTHhEETL TS, .

7 MG VT F= VEO EFEEE MPA T 0.76 mg/dl/38, RLV T 0.52 mg/dl/38, Wegener
EEIESE © 047 mg/dI/8E | i GBM HifA%l RPGN & ik U EIEEOET 3 HIRIRIRTH 5.
2 SO & B VRIS RET 5 AR EEaRER M

SRR A RN R MBS MBS, RUGE, MY CRP RiE

s MERER, ME7LT 3 VEE
MERE s 7Y v, FREIERE L 40 U IREE M

s IS ANCA: IF HERD RIEROCHA L IC & 5 1gG Y38 — v 5, fFhEREERI O MIE A58
{ Yua X N B perinuclear ANCA (pANCA) & HIBE 1 OVBHEEROIRICHRE S B cytoplasmic
ANCA (cANCA) = kFlxh 3 (¥ 2-7). BBy 2 5BHiE I, &4 MPO-ANCA & PR3-
ANCA T& %. ANCA {HERIZILEH ELISA VW6 h 5.

3) ERE

OIEpEHE X #7, CTRE

= MPO-ANCA BREEZ¢ Cld, MEMEMZRE I & 5 7Y

= PR3-ANCA BB/ Cld, 2RO CHEEY

= R MR SR TS T 2B,

COPY] 498-12464 2. SFEETTERIRGEER
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P=ANCA C-ANCA

S/ ANCA &R (BSITARTES:, FITCIZRNE b 19G JiiF)

MPO-ANCA BSiEE R D B4 1& B
TR (PAS 26)

@BEHEERK, CTHE: EHAkL W LUEK
4) RIBRESE

Fwize (3 2-6)

ORFEEMEERRT R

OSRERERZ D BIMETENY: (b 5 3 ABRERE) SeBkikE 2% (X 2-8)

o AAPRILERE | M — S — S A

o R VR B VEBRFENERZE . GBM W2, B, 7 4 7D VARHY - BBie, 2 ¥ ARIR, Bow
man JENDBHY

< RERGGRE O H RO JEMAZRE, &I 2HEMTED T3

140 0I.& @ {Gcopy] 498-12464
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