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FETHADMEE

Goodpasture JE{REF

Goodpasture’s syndrome

@ Key point

® Goodpasture fEZEElE, MAEBEREHNFEO "B
BHENBSCRERESE" T, LEETHERRETLE
B EFE T 5.
@NBERAENIEET DN, FifRE AIRERE
REMAET2IVREIS—T > al3#IEDT -7 KX
4> (a3NC1) T3,

@ffatmelH 2 WkmEs L 7 F =2 5~7 mg/
dL ofEfliE, BIBEEATO RE YI70KRR 77
= R EMFEEERTHRRT 3.
OEREBOFHRERET 5o L b LWEHIE BE
BERCEVWTHRES NI FAFEEAEHbREVRIR
FEOHETHS.

Goodpasture AEMERFZ, SHGETTHRERAT 22 & M
iR s &2 FnaiiEch s, LEL, 29
L7 fER e m T BB AEERZ TR 2w &
6, VilLEREc LTl ERIENATIETLL
¥ =0 SRR E QREER” OA, Good-
pasture fEfERF L B2W T 5. FUALEEBPL A G &
FETIMEZEMT 270, s osiciEEe
Y, AAEERREOFAES LM 100 A 05~1
ANBET, AARboAEIDHEELLT(, Bl
LD 6 EDREETH B, Fiodii 18~30 i &
50~65 D "MEtEIC AL T 5

| vRIaS—& Y e RERE@E 1)

EFDas =4 rEAEE0MELL LS 205, LI
BlzlizBbIcNEas —FrsgEhTtuns, Vil
7=t al, a2, a3, od, a5, ab EWEIERS
6 ADHD oMM END, TAFhDHIE, ON £
CHHTSFAL Y, QhRFE2LEDLa37 -7 F
AL v, QCHHWDIEaF -4 FA A4 (NCI),
30D AL LD, Siixa)lllliszlxéoiiof?’
OFv— B ENEZESEATFRIERT 208, *
DGR al/al/a2(V), a3/ad/a5(N), o5/a5/

BHEE, F RFBAEREREE R AT R

Toshinori TAKADA and Qiong L1
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1R RSH (B1EER)

al, a2, a3, a4, a5, ab

L 4

7obv— (31E5)

@Da1/a1/a2
@a3/a4/a5
@a5/a5/a6

AFHv—(31EER)

Mat/al/a2 & al/al/a2 @ TRTOBMORXEE
@a3/a4/a5 & a3/ad/a5 : BILENE, 5, ML (E B0a 1
@al/al/a2 & a5/a5/a6 : HIEDE

1 NVEIOS—42 O a & Goodpastureii/i

NVEas—=%vid, al 6 ab £ TO 6 FHOMK
D6 7% %, Goodpasture FEMEREOFEIETH 5 HilkhE
MG 3T A 5 12 Goodpasture $iJi & ME1EN,
NR25—72Da3#iNCl FXA VICHEETS, 7
Obrv—taFH2—DfASEICMA, ~FH=—iC
Lo THBAMWDPHESREZIN TS 28, Good-
pasture FUELEWHFLAOE, W, H#, NE, 8 XUR
IZLFEEL 2w,

ab(V)D3FAHIL iz, CHEDEE7 bw—D
NC1 &9 LBEEL~FH=—%2 T35, NC1D
MEEhal/al/a2(NV)-al/al/a2(V), a3/ad/ad
(V)-a3/ad/a5(V), al/al/a2(V)-a5/a5/ab(V)
D 3D Lk, ~FHe—nfHadid sy
Ll nTtsh, al/al/a2(V)-al/al/a2(V)IZ
TARTOBMYOIEEP Iz A5 0505, al/ad/ad
(V)-a3/ad/a5(V), al/al/a2(V)-a5/a5/ab6(IV)
EMFLEIC L& sy, £z ad/ad/ad5(V)HEHE
I T (5 O ISRERAILICRE), B, R98L, (AE)H
4, HORIHFET 5,

FAEMEFEOFIATH 2 FAEEE R, Mile L RE
I 2T 2 Va5 —4 > @ a3 S NCI F A
4 > (a3NC1) ik T 3. a3NC1 iz & 2 FiaLis il
RO E 22 b =712, OEAEAMAEMIC
L ARG LD, B hF e L (v
Z b, OBREISEIIC E b o THEFRNSTLC L,
D2oDOFdIc X hEEE N (cryptic)REE - T
W3, Do, 7k AN a3NCl HifEHEAELTH,
48] Goodpasture iEERE# FEAE T 2 b 1T Tlaze v (T
4 FAE; &),

| == - sFmR

Goodpasture SEEREIC 2 6 AL BHEMRIE, ZhLAD
SOILETTHERERRER A L ARk TH 5. Thbb, EHE
RGARIZ 7 7 0 — 108 57w & 5 Hiny oo
ERE R S, BIEBRIMER, AOUk, Bk L(J&:J]U:j\




FERME L o AR ORI AL NS, L
L, fEEZSzon Tz bbb LEBREOHHEL
ET3iEFBARONE I LLWEINT LS,

flifiE it e & OWERERFER 2 B L £ 60~T70% DOFE
FlicAeis, FIUIGMERIERSTEHTHE Z &
LH D, WHEREHEIC B, N,k Z DS
F oA, MifaHNA 7 WREGIT b BT AR 4 1L (TR
T2, MHEOBNE, IGEFIRERENT A D3l KL
ICHRETEZpE I DIc ko Tiiha tEZNRS, WE
WE SR IIZE % £ ) FED) C I WA 2 &7 P33 2 IR B
BEGTLEENS L, L EICIEL, abh4 WAl
HorwitrYruooxyy, =Hb#RE FoLv,
TF N T—T )i EDBLKE LS OWEEENH 5
SHER, FEKY, FEH, H50IEEERHE SO

SEERGBRED RV, 0k RERSS 2 5HE
i, BHMEMELOEN, k<2 ANCA Bl %
DEHETET S,
| ==nEms

Mt X AT MR T A3 A <7 3 vz il il o B
#2%, HRCT TR EEEIc 2 ) 4 5 A E0hilatkiE
DHGIA, WA T, Ml X0 i
NESQEVYYEET S L, COIC & 2R
(DLeo) M3 R4 5, &7z, Sl o HlivG it i 4
3, SRR, RBIC X 2 Mo &E & MEE
EOBRERBH T 501032, SEH I 5 &

@l Goodpastureii/f

MEBERAFEZE VREIS—450a3#NC1 <
AAVICHBDEA(TFZ /R 17-31) & Es(BE
127-141)D 2 DOIE M—TERETS. V&I
S—4Yal3#ad oS #HEBE L, SESEAS
Fa3/ad/ab ZEMTD. CDEFE, ad4NCl o
5NC1 #FICED, a3NC1 (L&D Eadk EgTE h—
ZFENIICERBTNS. VRIS —FUHAasins
EENT . 2 DO=Hstth al/ad4/abNC1 &£
DUNRE LTAFY T " DIcsh, Ead Eg
ITE =T ERBERAGN ST SICYENCIRERES
5. M|iE. Goodpasture EREEFTIZa3NC1 & a
5NC1 971w hORRYSIFEMSEZEEE, NI
5 a3/ad/abNC 1 N1 —OmmTiiEnaEL N
hoad T ENREE N/, DED Goodpasture fEE
ld, LbIFECREN FEAUHMSEERE £
NI REHETH DY,

(BAL)ifg izt & %5725, 1 BHD BAL#EL D 21
H, 3EIHDBEEH L D ¢ R A 2 (I 5388 in
T2)DWFFENTH D, EREm: ENlTEs, =
SIZBALMAEMMI T2 L, ~EYFY vE2AALE
27 7=YBEEEs NS, £/ BALEOM
E2EMR R A 1T A, i X 20500 & DR & [k
THd, Eol, DEILETMERC > TN
WBFHAS &2 FH o fo ik, IS 36 - 758
R 1gG Mg 2mEE s h %

Wi cikim®, EEE, flicoMERSGED s
4. % OfEl) T 2L ST L, 2t
BAea 292, MUHF 00 BR {55 [ B4 4 1 12,
Goodpasture A B FE D 87% OAEWI THatE £ 2 5, FE
BMHPOREGTHBME L 5 2 EiH 575, fERE
Tik—cEETH 5. HAaFHERTIE, FHEER
EARBRAIEERBUC I - THUIRD 1gG, 714 77 VIS
il D, ZOWERATR LR RS
DIFTET, Goodpasture SEBEROMEESZH L S
3. Fi, WSO L b SR Z AR S
NEZENH 5,

| zwica

B, B & BT o R R 2 R Lk,

1. REEREGE

SEGETTEEA BRI 2 OfEW % &7 354, MilaHim
DEEI b & THILERYFE 2 ET 2, Kigim
Hdh BT, AL L UL B i AR & i
£, Goodpasture fEfERE L ZWI SN 3, M pHTEE
BEyiiEofitig, ERBE T %2 IEEE £ 72 3 i
RIS E A HHEA SR e Tz s, 3B
T2 ELISA #2305 CfThiT v 3, fEH O L&
H5VITEHE L oS L LAk TR, WilEE
A EE, AR RETEEIC [gG, C3 DBIRDIEDS
FrpiclgE s i s, FULEE 0B A&,
A BRI 22 (VAR 2 S M 22, Wegener PIZEME
i), 8L —7 22 T2t —FADIED, EAD
SHCRER AT 28 GUBERIE B e R IR 2) 1o fE 5 7K
it %, DREMEENGEANMAT EE T, & 5w
Pl de &2 & B9 o1& S 5, SuirhERENAR E
Piihshi it S USSR 2 58 15E 45, Wegener B
HMAE, H 202 ORMEEIE RS E g, £
fo, MBS S uEEatEL— 7 A2 F=
F=FAEREES . FULHERE TR SH 2 v X 2205
PERTRLIE, HUSHERE RE e R ER (BT 42 & 2 v IR FE 1
DNER DA T T 5, EFFV 573 ASLO
i, ESHEREI R AR BRI R 0 50% 12 L i is
S\, 2O, hofUHHERETIE, 72 & 25

EZo0Hd | 299



GBMALE OO ME RERR

BALTM1%5Ei%HE

|mﬁ0ﬂmgML)HD5~7AD<5JD>7J

v o3 o3

Juksg ] AFRARIIL AT Mg
22 Fa4K gO7Lkzvnoy
SOk AT IR

2 GoodpasturefEfR B OB LEHO 7O~
F4— b
SUHETHRERAT S OIS IN L 228G, T

EERyiEORE, BALWATR, sLU0MifsL7

Fo P SENZBEH 2TV, BRAHEZRET 3,

Pt B R X s b huid, Goodpasture

EFEREONREEIITE S NS, BAL Tl iAsZEH

TN LMY LT F = VAfihs 5~T mg/dL

BEiE, RIBEEATOA F#ELL20RA7 7S
FaGEH L %2256 O MEEEi s 179

DNAaseB fiifk, 2wz 7oy —EoillEH:
HBETH B,

2. [EZMikas%F (BAL)

PR LA HSEEIE 2 1 Goodpasture JEETED 22
HEEE L7 5, 2FIC BAL #1795, BAL Thififaim
MRS NT-HE, EEPUILE R A Ml AL 7
FRcESLTws tEZ oSO, RIFEEAT
oA FELLZ70FRA77 I FE2HEHL 226 O 1niE
R THY. MEERIGERH 5 wIEE, BKRT
50 mL/kg BREEDIMATALHRA 14~21 HIY, %726
EEEFESHRETE A s T 2, LK
i ECME#REL TIA~%DT LT 2 VB
THEET 208, IR % 49 L9 D) T IE s EEg
FEMEEL PEA 5. 2o, A7—7 /iR E oz
BB IR AL 52 5 0 7 SRS VR e DR P G P 5 TR EAE 1 13
Ve EEDAIETH S, MRS L EE LT, AT
FEATFOAL FHEL 20t A7 73 FEHWRE
MfiEEZT). FEAEDEE, AT704 Fs3LA
BEICH EHLTRBOTLF=V o v 1 mg/kg 3
V313 60~80 mg/day DL LTV, Wi T 5, > 7
BFA77 IR SOCHA 2mg/kg Z{#HT 5,
60 ELA EDFEFITIE, 1 Hiltd9 100 mg Z#2 Az
DL, BOEINOTE 2 iER, FAHRM IR
DHBFEFZRETIE, »270FA77 2 FolpEdH
WHND,
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3. BiEE

BAL THifaiAsis 6 vk W&, mig7 L7
FooAffic X DB S, MLV TF =
i35 mg/dL LT oM& s, MEERE BT AT
oA FALAREEEO 7L F=vVornaTdEyd
B EHEH, M7 L7 F = flEids 5~7 mg/dL B
EETHiuE, Ml e L 262975, M2
L7 F = lins 7 mg/dL YA EThHIuE, MEnEiT %+
T %, BN E B RIS T L 2 iEf Tk
BHEERE A T 2 TR 12 3 h o TRV 2o, illaH
12872 VAU il 224 & 2 70 Sad@ Bl 12 f T b
Ao AR & % R IE IR I & D TR
BEeNLES, KER7L PV oyt 7HFA4T7
Y v EOHEORWERE 6~ B S5T 5, L
L, #FsEBUAM D Rtk 44, 2~3 4
ATHBZ#T T2 ELAETH S, —7, HED
MEED F F THIULE, REINTREL ST 3,
Goodpasture fEfEEF T2, MilaBimAsERE E 2512
fEo THMmMAHETT 5, Mgz X % (SEEZEMmE %
BML, Hilo#ETIc X AWEBEE 2 C2ols,
ERMEEAEDVSHINETT, /2, REMSEEDEC
9 AMEESE, s iIcza—e v AF ARiLOT
BiD7-8 ST Gl e 545, 2ofh, A704 FE
EBIWRIROMERTFHiooic, o7 oy h—5H 50
R7o bRy 7HER, AL slFEEy I
DA, HAHwIEE AR AR F— FUHEZART 5,

| 31
FEBOTRERET S L - & H wigEE, BE
BERCBOTHRESLTOS CEARER 24bH %
L)RERED#IETH S, FUomE s L T7F =
fifi & ARER(RE B (BRI B RS 2. & iz
H7 L7 F a5 mg/dL LA EDIEFITIE, 75% L E
DRI BB FIET 2, FEAE 72 R LU 2 1
BT A3 BE T AR IR e B (A FRAE ¢ 2T,
ZORET THERBENT 2 L 7 5,

R AR B h R D, FRAEM A
BtERHE GO ARY — 2 L D WiEA S PrRE s
Wizt I LR ENT S,

ik
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