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PR ERIEEE B (glomerular basement mem-
brane ; GBM)#ifkfig & bFEiEh 21k, AHE
TTHREREE R L iR i 2458 & + 2 LRt
TH3B, 12035 LIERRRTEBIZIEL
bH 379, Goodpasture FEBEEE & v> 5 &HTIL,
HiGBMhifdic k-3 |sBzsh3 IR 7V
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IN6D=ZE 7o b v—0 NCIl RAL»AEE
L, ~FH¥~—%2FEKT2. 20L& NC1O
HEDLYE W aelal.a2(lV)-al.al.a2(lV), a3.
ad.a5(IV)-a3.a4.a45(IV), al.al.a2(IV)-ab.
a5.a6(IV) D 3ED Uiy, ISEEREERTIC X
D, ZENClZETFHEEZ LY, BHZET 27
O F?—O=FENCI tETFOEAVEAED
BokEEERRT., 7o bv—0%H 5—IHTH,
4DDZETIS F AL UHBEET B, Zhicmz
T, ZEZubrI—FALEVANVT 4 FREETY
DR) 7T A5ZLicL DEEBESENHE R
3(H1).

~F YT —DHEELTRFEEENICHFHEAT
BY, alal.a2(lV)-al.al.a2(IV)iZ 3 XTO
B OREBICASNSEH, ad.adad5(IV)-al.
ad.ab(IV), al.al.a2(lV)-a5.a5.a6 (V)X H
HE LA SN, E ad.ad.a5(IV)HEE
BOE I B (F i ek EE), I, fHE, (W
)B4, ROKCTFET 3, £ MBREBERLEC
BWT, FHOEHIME NV — 7RI al.
al.a2(IV)iHERZENE N 2D, HLIWC ad.ad
a5 (IV) I2HL - THb & fUE R EREEHIE &
7B,
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Goodpasture FEZ# DO KA TH 5 . GBM i
T 2 H0E 1, Goodpasture HLJH & FEiE
L%, Goodpasture FLIR &, ffifg & RBREEE
EEHRT 2 VE2T7 -5 >0 38 NCL F £
4> (a3NC1) TH 3, ZDD B2 DDHEH,
TEI/BERELIT-IIChIZAE, &7 I S EERE
127-141 @ Eg #8, HiGBM Hi{ED R~ &€ +—
TThHBZ EBbhroTns,

NVEIZ—7Y a3 #id, EROXIIC ad
a5 EREEL, ZES ¥ ADTT ad.ad.ad(lV)
KT 5. TDEE, a4NCl L a5NC1 537
2D, a3NCliZH3 E, £ Es = b—71348
ERICEREEs S, VB IS—5 CHHEHE
BEEEOE, 20200=Z85 % AHF ad.ad
aSNClBEBEE L T~FH~—ihEx L2
B, B, E Eg =¥ b—7 130 GBM FifE» 5 &
SIS e Z &t 5, Hl, Goodpasture
TEE#HTIE, a3NCl & «5NC1 Y7 2= D

AMALEH (6 AR
al, a2, a3, ad, a5, ab
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3, LEL7Or—OME#EASbE I IMBE Lk
W, Fobw—0DTS F AL ELH4D, £/H-NCLE
ITH 20D, LA ESALT 4 FEET2
ik VEEEENERE NS,

R 2 EEEELL, THIZHES adad
aSNCl AEEDO MR THEEDE NS H 5 Z LA
Buwiahi:, Z0Z k»5, Goodpasture JiE
BRI, BOREE “EOEHEEEE (con-
formeropathy)” EbWIREFHETH S,

EEFHFOMEPIIE, PR TH 2240 «3NC1
MEBEET S LrL, ALz L5,
Goodpasture FUE CTEN L 2 2z ¥ =71,
OE[A-EOMEEFRC L 28 #E LD,
PN R LR LT wZ b, ORESI¥MC
B THHMSEMENE W L, O 2 D0HEMAICX
DEEfta Lz (cryptic) KL > T 03, 20
T8, 72 ZFa3NCIILENEEL T
Goodpasture FEfREH = FEL W EHE SIS,

3. @3NCl 127 2R EREER

EMTiE, THlEBXUBHEOWTFRIZS
a3NClL i3 5P REREN A 6N S, T
MR B3 5 i RIER A & LT, «3NC1H
FERMERTRBIA TR »2bo T,
CD4*T fifid iz R THEBR S hiz v, 0z ®,
BEFHOMBEP X, Ll «3NClIIE L «3NCL
R+ 4 —7 THlEBS Vi8S EET 5.
£7:, BHiRCHE T2 iEEAEEELFET
3. IO EHTO «3NCl HFIERTHE
BT #icFE#MRCET 528 EF Rag-1,
Rag-2 53 54,
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E2 Goodpasture SEREREICHHh 2 AT
a3NCliZH S E, L E;, L ¥ +—7i, NClARERE
HaEhal bk ENCEEIL S, EROSE/E
Bz, HIGBMEDIE iz, PIEMEHRETS, HLA
R, BECHEE T #fe Y oslEss 4,

4. HLA filR

Goodpasture SEMRFED FEAEIC 1E, FE4 7 HLA
R EEDHE, B UEOHEMREshTYL
5. #l 2 ¥ DRB1*1501 1%, # v X £ 8.5 &
Goodpasture SE{ERED FAE L 38 WHM M S 2,
— 7, DRB1*0701 & DRB1*0101 i, Goodpas-
ture EERMERE L AOHBE(FhFht v Xtk
0.3&£0.60)0h2END TR, EEEECLS
RAETFIHRIED B 59,

5. T#HfTE b—7

VB2 Z—% > a3NClIZi, THIkSEE
BT DI P —THEFEET D, O, BE
FTYH «3NClLICEET % CDI+T #ifa & CDg+
THIREBFET S, £ b THEZE =7~y
EX 7 OWE»S, 73 BERE-88 -7 3
BEE129- 148 T r—T0h s 2 EBR
WiZadhiz, BEHER, B GBM iltosEs
Er—7D12CThH3E; B EE-HL, 261
RERZYE DRB1*1501 MHC I 4F & @

2HD. IDSH7 IR 134-148 SHIC Iz

HEZREMEEESD D, THEN A 7Y F—
<% 6 D IL-2(interleukin-2) W & L, =
7z Goodpasture FE{RFEBE B3 T {la o #5758 »
IFN-y (interferon-y) 53 2 TS ¥ 2, 55RO
W TiZ, Goodpasture FERHEBE ZASN 2
HORZEE THREAUEEMEL b2 23NCL
FIGHFEYE T Mias, BEZcbLIBirohn
5L EMbIroTIRDBY,

Goodpasture IEEREEFE T » 0 b % LEROH
Tz, 22 LT,

igjﬁ FEEK - BERR

Goodpasture FERFEIC A SN2 FER T, Zh
DA ORBEETERREBT L LEETH S, 25
BE, FEEY, RBH, H20RHEHEZ DS
EERREERDZ VL, 20k 3 RERSH 28
G, EEMEMEROEH, BiciFhRaig
1t # (anti-neutrophil cytoplasmic antibody ;
ANCA)BIEMER DS 2TET 3.

1. FRERSREIR

fifgtimz ¥ O EBERE, B & 7 60~
0% DEFNC A SN 5, FHCFRESERS FHT
HHILbvHH, WRBERCIR, Bh, &
WK, RRCEEIMASA S5, FREHImAS 2o WER©
11 GBM Hifk 3 fFET 2, FREOEEIL, &
B GBM Mot ERIc B ETE 20 LS
DICE>TRERZEFEZONG, HRIEHFE ¥
DEERITIE, L CIcBhE T 3 IR R
TEGENE {, FRICIIREE, o514 YW, »
Swikd bV ooy, ZiEEE Fr
Yy TFNIT—F N EDRIEAECSYOEE
b3,

2. BER

BEHR@EEREA 7o —€iz o) 26451
BRSO BEMEREE, TRRIR, Qs B
& UIRIMER « FERIFIHE & v BRI O
BHohd, LrLliNs, fEEEZoNTHT
LD b Yo LEEOBRERE T AEMNBA6N
HIEPLP-TEL, A=A IV T ICBITS
UBOEAAEFHETE, 560(36%) MR/ 5E
HROATEEBRIETH-727, 2hAO®ME
TH 15~3BRIERAARICEE W, 3w
ERERELZHaNL, 2L he 0ER
b, BHICERENE LT 2 TR S D LED
s,
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1. MEIR2RBS SRR AR
1) PEEHSEERRE
Fifa Iz & D filc~€ 7 0 © B EET 5
¥, IEHELEE (carbon monoxide diffusing capac-
ity s DLeo) 8 LR 33, hefs®E, Mish
RED T 3.
2) BasPEZrTR
FaE8 X $ T3, FRRE TS AT & iz
OBRMEELZET LY, 25 LERRICZLLE X
Tb, FE CT ThilatkkEiE (parenchymal invo-
lvement) B3&H 55,
3) [EXERE
fiRBC L 2 HINOEFE &, MHEEORE2H
T Z0IKRI2, LELERE - fEXICmK
BHond, SEXMMEEEE, B X 28Mm
LOEROI:DICERTH S, MHEGEB
KA ET, MEEERCH>BIR0 [gG ik
EHEWHLMER B,
2. BRLEIRE R
1) RiRE
MmeR, EHR, B2 ORERIBDeNDE, £
{ DER THERNAHICEBESETL, AR
Te%287 35,
2) MiBEH-REGEEE A
Goodpasture FEERED 87T% DEFI T & =
5, MEERFERASTOEFATEERE L2 e8bH
39, fiRETE—RCEETH 3.
3) BER
B A AR T i BRI R & RER R E
Wo THRD IgG, 74 7V VIEERFED L, &
OFE LR LI GBM &0 FE T,
Goodpasture fEREEDOMEEZH ML Eh 5,
3. tDIEHLDIREFR
fif I DBIE = & D SR Z MR MH A 513
DD,

0 paemmms

1. 2R
Goodpasture fE{&E# T &, HL GBM FL 8§ 3 1

EEER#&# vol.55 no.1l 2011 & TS

FEHUA T hif A I B, B R BR AR B I
IgG, CIMERICTEFT L TV 5 Z L MM T
H5, WEERZWICIE, FEM$ i GBM Hifk%
AEEAY 5 Z E LB T, BEMEZEEBER WL
TR & RG & ¢ 2 RS RO E 2, ITHE
T ¥ ELISA (enzyme-linked immunosorbent
assay) EMLE L BusiTna,

2. $ERIRSHR

AMEARBRER L (MR, RMERAE, BLUE
BREEIET) il (WM& 5 > 13 DLe, D EH
=05 MRiE#) 13, Goodpasture FEIREE I R
BTH5, Lrl, 20X 2EREREBICE
BTIRAWL, Ihs0ffREiR, Fhllioks,
Flz3e5HnERGEAMENSREME %,
Wegener RIFIERE), €8V F<+—7T A,
B & U2 O BHERBRRE & GESHBRE RSk
BRIKTE ) W HE 5 K%, PREEE MR B AH
EIRMETTHE, 53 VIIRHYER S L B oM
DEHTH ASNS,

3. MiEsEIES

1) PABRGEEESTE (G GBM #ilE)

AR BRE & itiE, Goodpasture fiE &5
BHEET 5.

2) HuFhERiREIE 1A (ANCA)

IS EEEENSFRME K, Wegener FIZF
[EfE, H5WiZORMERBEE REET 5.

3) kG

TSR s g, 5% 7~ h—
TAREED.

4) PESHEREME, H D\ IR

HHERE R RBRAE £, 52 wiTMlE kG
MEZDOATEEMED B 5, HEHA VS5 5 ASLO
&, EHIRERRERIREE R D 50% I Lo
Hizzokv, ZOkY, E»OFEHRER
&, il Z i ¥ P1 DNAaseB fiifd, H2 03k 7L
0= —YORENLETH S,

5) ¥R BEORNER

Henoch-Schoenlein 83 /E O B2 #1213, K%
BEMSERES L CREHEEMEREIC X 23Mm
Bk (leukocytoclastic) ME % & IgA tEE D
WA OFAMNBETH 5, FEBTRINEE R
Tixh 24, HMEREBEMESZLS 3,
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AEBOWEL, BIEKEAT7 oS FELY 7
ORAZ77 I P EHFALEZBNSOMBRRTD
3. 25 LIEBRET, H40~5%DERSHERE
BRCASROTTE, X VFHEHAZRTCLS
t, SZRERDANCIHBLHEE - IHERAITIRER
BREL, BCERBLELZERN®, BERTS
SRR DA S N B ERITREHSERIC R
BREEHF Y,

1. M¥ErH

BAREL T EF > R ik nds, QmEETRO L
BRI T, RGRESHBEL T 5 DOBFEE
BETLTWBE L, BLU, OFBHII, i
GBM Hitkfli2 BB T2 2 L ic K DEBFE
DRENPRETEZ L, O2O0EHEMSMEE
TEBLELfTThbhTn3,
méExx#HmBER D2 WiZEH, A T50ml/
kg(4 I/H)BEOMBZHRE, 145521 H
M, £33N GBMHilkssRiiTEaL{R3%T
W77 5, METRCRT 27 VV—RAVHT—
FEAY, MTEHE0E=2 —2HECTS.
HGBM k2t mMBEBEL TI~5%D7T
N7 I UEETERT 3, HilfEREES X5
REF TG L AT 5, MR
Goodpasture FEEHO FHRBCHFE T I L &
hah, »7—7NVEEZREORBROLEPHEN
R EEMEIRRE AR D BRIME R R T 28 b
FEnZrhd, BRI+ LERSLETD
3,

2. RiENEIEE

mégZMme AL T, BIBRKREAT oA FEL
YZ7ukRRA77 3 FEAWREMGREET
5, BEAEDBEXAT oA FANARKIZE| &
BwT, BOSvF=Vorimg/kg/BH 5w
12 60~80 mg/HDBFEEIT\, WET 5. ¥
Z7BRRA773FiE, EOTHEB 2mg/kg 26
B33, 60 R\ EDFERTIE, 1 HED 100 mg
EEZZVEI N LW, BOBVWROTE BV
B, ZRRACHEDOD 2EH, HrVLREER
BRERMEBEOH 2EHTIE, Y270 KRAT7 73R
ORELAVON B, BODBSLHELTY

B 5L VLHITEASHLTR,
3. JATRHARS
BCHRGELETICIR6~9D2H, HBwizz -

hEbp»3LEIZLATVSED, EENE:

NIBETHERES V=V e 754>

VU REDLIVEROBVERE ~I RS

T3, L»L, §l GBM Hifffllinsiefrvic et

Thi, 2~3 LA THEERTI52ZLbH3,

—%, NEMEBNEED % 2 Thhil, REMNGE

BEHRGTRETH B,

4. FEFIDZEIR

ERRU s, FCRICBRRS X 5 RERII

#HoHonsd,

(1) BREOFR/EER CBER <, Hlgd
Mm% &7 LER. HRORTEE
X o THHEMME EAMETTESEE, 7§
BECH G SilaER g L Ttk
HMEPELCTWBREELIOND D,

(2) M7 v7F=EH~Tmg/dl BE
DERBEEBEL H 5535, BB ICMEER
LB T VWEER,

(3) ThEVEEFA(BERTHEAKBEY
30~50%LAT) TORB L GREIZBAS »
TRV, %L OEMIX ER U - B
ke MPRWHBITOH 03, EE
BATFuL FAVAEELEOS V=
VarTHRETLILNEN,

(4) BEBEFRBLELZIZCBTRENETLL
EFT, ZhoDBBICL D BRELE
By 3AEEREEBD TEY, Zh s D
FIChifambs 2 i i, EEOFIE X
D fEfktEDs BBl 2 ATEEtE DSV,

5. xDfhnaE

Goodpasture FEEE Tk fifa i M EHE L &

By, HRZUAMHETT 2. BPE~T

o UEE#iFT 5 2 L TERRIE ZEN

L, SR 3EREHREH < oD@mETS.

mMITEEO#R L, TARBRERNEETDH

3.

i v

BRRREE L RITRERET 3EERRT
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1 & RERERE A AR I E AR T 5, RRiCD
w7 V7 F=>H5mg/dl B EDEF T,
75% LA b D RERE ¥ B EBTFET 5, RET2
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LERECERESTEET 25EE, TOKREST
RSB ASLER & e B, BRREFIC I HERRET £ 8¢
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Summary

Pathogenesis and treatment of Goodpasture
syndrome

Toshinori Takada®, Eiichi Suzuki®

Goodpasture syndrome is an “organ-specific” autoim-
mune disease caused by circulating antibodies against
an antigen intrinsic to the glomerular basement mem-
brane (GBM). The principal target for the anti-GBM
antibodies is the NC1 domain of the alpha-3 chain of
type IV collagen. The autoantibody epitopes specifi-
cally present in the lung and kidney are structurally
sequestered by adjacent molecules. Thus, the Goodpas-
ture epitopes are decribed as “cryptic”, in terms of the
capacity for autoantibodies to access the target. The
treatment of choice is plasmapheresis combined with
prednisone and cyclophosphamide. The proportion of
preserved glomeruli may be the best determinant of
prognosis.

(Rinsho Kensa 55 :1312-1317, 2011)
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