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A case of Goodpasture syndrome associated with minimal change nephrotic syndrome (MCNS)
in a patient with rheumatoid arthritis (RA)
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Ho7 D, RAICHUFHERAIE AR (ANCA) B ATERERIE 2 F00E L 72 & 2% v, LorL, RIEFO X 951
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In early June 2004, a 50-year-old female was admitted to the hospital for slight fever, general fatigue,
hemoptysis, dyspnea, and renal dysfunction (serum creatinine[Cr] : 6.05 mg/dL). She had been treated with
prednisolone (PSL : 10~20 mg/day) for RA. She was diagnosed with Goodpasture syndrome based on a high
titer of anti-glomerular basement membrane antibody (87 EU), and pulmonary hemorrhage. The renal and pul-
monary impairments were markedly improved by the pulse therapy, plasma exchange and temporary
hemodialysis.

However, the Cr level remained at 2.0 mg/dL, indicating nephrotic syndrome. Light microscopy with Peri-
odic acid-Shiff (PAS) staining demonstrated global sclerosis in three of ten glomeruli. Five glomeruli showed the
formation of cellular, and fibrocellular crescents, and the formation of fibrous crescents. Tubular damage and
interstitial fibrosis were severe. Immunofluorescence microscopy disclosed major depositions of IgG in a linear
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pattern along the glomerular basement membrane (GBM) . Electron microscopy revealed foot process effacement

(>50 %) and no electron-dense deposits.

Therefore, we diagnosed Goodpasture syndrome associated with minimal change nephrotic syndrome

(MCNS).

Some reports have dealt with the association of RA and Goodpasture syndrome with D-penicillamine, and
of RA and antineutrophil cytoplasmic antibodies (ANCA)-related vasculitis with pulmonary hemorrhage, but
none has dealt with cases complicated with RA and Goodpasture syndrome associated with MCNS. Accord-
ingly, whether or not there is a causal relationship between RA and Goodpasture syndrome remains obscure, but
since the number of reported cases is small, experience with more cases is necessary to clarify this matter.
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Table 1. Laboratory findings (at another hospital)
Blood cell count Serological study
WBC 5,800/ uL CRP 6.4 mg/dL
RBC 156 X 10%/uL anti-GBM-Ab 87 EU
Hb 4.6 g/dL P-ANCA <10EU
Ht 13.7 % C-ANCA <10EU
Plt 14.8%10%/uL anti-DNA Ab 31U/L
RF 321U/mL
Blood chemistry ANA < X40
TP 5.2 g/dL anti-RNP Ab < X1
Alb 2.5g/dL
BUN 62mg/dL  Arterial blood gas analysis
Cr 6.09mg/dL  under intubation (FiO, 1.0)
Na 141 mEq/L pH 7.251
K 3.5 mEqg/L PCO, 43.7 mmHg
cl 108 mEq/L PO, 246 mmHg
Ca 3.5mEq/L HCO,~ 18.5 mEq/L
P 7.6 mg/dL BE —7.4 mmol/L
GOT 18 1U/L Sa0, 99.4 %
GPT 19 1U/L
LDH 396 1U/L
K D EWK, 9 HICIZWEIN - MRS B L, SEERATH

BRI 222 Lz, gk, I 612100100 % v A2 FT
1% R AR (SpO,) 96 % & AREE SR IMAE, W 72 £l (Hb 4.6
mg/dL), {EKEFIME (TP 5.2 ¢/dL, Alb2.5g/dL), C K&
P A (CRP) 15 (6.4 mg/dL), WHRIVIIIR, Mo X K -
CT M I Tyl i B I 2 FE i S 4, HERAAbE I
FIHABEE 2o 72,

BIEE (fhBR) ABRiS#E8 : RA ISR LTPSL, 725 3 v
777Uy b, axy a7y b AREEINT
Wi, ABEX D APERTE, IREFEIZOOLTIEAITSH 293,

r 1% 1.0 mg/dL, CRP 1.0 mg/dL fRETHGILETH > 72,

)\[f)nﬂ%mkiﬁ[mmﬁ Tl%, Hb4.6g/dL, Ht 13.7 % & 3%
ez Ro 7, BAma T, TP5.2¢/dL, Alb2.5
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Fig. 1.
a : First-admission X-ray shows extensive alveolar infiltrates, especially in the right lung.
b : Computed tomography (CT) shows bilateral ground-glass attenuation.

g/dL & fEEHIMAE £, BUN 62 mg/dL, Cr6.09 mg/dL, pH
7.251, PCO,43.7, HCO;™ 18.5(ffiE T, FiO, 1.0) & R4
TYR—Y RA%RD, BAERETH 7, R
A5 N2> 72hS, LDH 396 IU/L & Eifiz 2 L, Mt
IZPES BEREFEZ 5Tz, CRPIZDWTIE 6.4 mg/dL &
Ji¥ F5A %88 72 (Table 1),

o X MG LT, AT, RIS AT I 1A R AN B R 2
RiME 20, CT TRUOEAMICHR - RiIEE 2R,
BlifEH L PG L 72 WATRLT® - 72 (Fig. 1),
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Hibe72x%Y—=LF Y7L (CMZ)2g/H—1g/HX
9 HMl# G- 317z, 17 H, ABiRiDH1l GBM Hifk 87 EU,
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WHHE L TE e, FH XD BIRIMEZENT (HD) & 7%
D, 27 H X D @&HTEERE (BUN 63.2 mg/dL, Cr 3.02 mg/dL) &
L L, MR - 2EIREEDUGER b B R 2R
(BUN 27 mg/dL, Cr 22mg/dL) ¥ L, NS (R E

o,

1.013, JRE&EH 3+, TP5.6g/dL, Alb2.7 g/dL)2%Eb L7z
728, Goodpasture FEMEREIC X 2 BHRA DA, RA 2D b
DI ) BIIRA L FHEANED B E DO HE MR EI2 OV TH R
RZ 70, FHEMBEHIIZ 7 H 29 HIYRHERE & 225 72,

ExlmRE (UkR) BRE © B 156 cm, {AH 56.6 kg, il 36.5
°C, I 170/130 mmHg, ARH1 88 [B]/43 - %, EikiEH,
IRERAS I B e e <, IRIGHRG IS LR EEk T, IREME
TIREEZRD %> 7, FIBITHFEIRO KR 2 R D 723
FURIRIEARIZ 72 <, FAEY VoSl L 2 dr o 72, D0
VEIEH TR XS TIICIR T LT /s, 7313 I L
o te, BRI OMCHNREIE 2 <, B - Uil
L 7225 Fz, VU C I T 0 3 AR i [ (PTP) BEET 23 RN
2808, WiFRIETN SR U, W BRSSO s I AR
Jfi% RO 7, MR AR TIIH S » R BE 2RO ko
72,

PR (Lbe) REMR  RIBIMEMA TIZ, Hb 8.0g/
dL, Ht24.2 %, IEERMEIEEFEEEMZ RO 72, BRI
e, AALEBTETIZ TP 5.0 g/dL, Alb 2.2 g/dL & {K#&
HIMAE % 7~ L, BUN 30 mg/dL, Cr 2.05 mg/dL, 24 K§i CCr
& 17 mL/ %3 & EAe%E 2 L CT\wiz, T-Cho 382 mg/dL, TG
270 mg/dL & &% &, CRP (% 0.51 mg/dL & 55851k T
Hoto, REETIEBAMBIIMIR & BRI - BiRrIA: %
A, 1 HIREM 386g THH NS ZEL T/, M@y
FIREEE TR IE S, $T GBM PUAIZRIE TIX 87EU L&
fHTdH o728, WHERFIX 11 EU E{E T L, ANCA X7 a7
7—+% 3(PR-3), STuUL L ¥ ¥ —¥(MPO) & bIZfE
HTdh oz, ¥ 7 WALHEEPURE KL-6 (X FEAEMEHIFH N T
& > 7z (Table 2),
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Table 2. Laboratory findings at the time of admission and renal biopsy (at our hospital)

Admission Renal biopsy

Admission Renal biopsy

Blood cell count

WBC (/uL) 7,800 7,000
RBC(/uL) 262 279x10*
Hb(g/dL) 8.0 8.9
Ht (%) 24.2 27.9
PIt (/uL) 20.7 20.7 x10*
Coagulation
PT (%) >100 >100
APTT (s) 29.3 31.4
Fib(mg/dL) 239 n.d
Blood chemistry
TP(g/dL) 5.0 4.7
Alb(g/dL) 2.2 2.4
BUN(mg/dL) 30 43
Cr(mg/dL) 2.05 1.72
Na(mEg/L) 136 141
K(mEg/L) 4.0 4.2
Cl(mEq/L) 109 110
Ca(mg/dL) 8.1 7.8
P(mg/dL) 3.7 3.7
GOT(IU/L) 14 13
GPT(IU/L) 17 12
LDH(U/L) 337 n.d
BS(mg/dL) 108 72
T-Cho(mg/dL) 382 n.d
TG(mg/dL) 270 n.d
Infection
HBs-Ag(—)
HCV-Ab(—)

Urinalysis
pH 6.0 6.0
Protein 3+) 3+)
3.86 g/day 3.5g/day
Occult blood 3+) (38+)
glucose (=) (=)
<sediment>
RBC (/HPF) 50~99 50~99
WBC(/HPF)  1~4 1~4
waxy cast (+) (=)
Urinary chemistry
NAG(U/L) 51.1 n.d
B,~MG(ug/L) 20,801 n.d
CCr(mL/min) 17 22
Serological study
CRP(mg/dL) 0.51 0.46
C3(mg/dL) 80 92
C4(mg/dL) 31.0 32.6
CH50(U/mL) 48 44.6
IgG(mg/dL) 906 786
IgA (mg/dL) 170 165
IgM (mg/dL) 91 130
anti-GBM Ab (EU) 11 <10
ANA X 40 X 40
RF(IU/mL) <12 <12
PR-3 ANCA(EU) <10 n.d
MPO-ANCA(EU) <10 n.d
KL-6(U/mL) 442 n.d

n.d - not detectable

T X R LTI R IS K % 228 B USRI B A
FEiBd o7z,

Bt (Lbe) #58 : bel), FHASEIE, BEA42,
NS #2L, LALRICBOWTIREASN DT 2 — B
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ks LTBER (=7 2> (20mg)2 $E/H, * + 7o
o —)L(20mg)2 $E/H, FXH V> v X2 Vg (1 mg)6
$e/H)), FIRIE(7 vt 2 F(0mg) 1 §E/H)DL %17 -
720 PSL1Z 8 H 5 HET40mg/H%H 7 ¥R, 35mg/H
Z 1AM, 13 HX D L& 30 mg/H & RS L, 26 H (7
AR & 80 HH) ICE AW % HifT L 72,
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MH O BEEOEIREELOFT IR 2 b DD, B 627kl
BROLIEA S N> T,

Periodic acid-methenamine (PAM) silver #4€4Cl, spike 7%
EHI 6 0 IR I3RS Sk o Tz, 72, 73
4 FREb 7o th -7,

SR NP (IF) TlX, peripheral CRAERER) I 1gG 23
global |12, C3 (% segmental IZHIRIC R S 4, FRLIR TlE 7
- 7= (Fig. 2),

FEWETIZ electron dense deposit 1XFasd 3, LD 50 %
Doty % #Z% 7z (Fig. 3),

DLk D, Goodpasture fiEfEREIC & % 31 GBM HLAARTLRE 48
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Fig. 2.

Fig. 3.
Electron microscopy demonstrates widespread glomerular foot process
effacement. There are no electron-dense deposits.

a . A typical glomerulus showing cellular crescent (Peri-
odic acid-Shiff (PAS) stain, x 400)

b : Three glomeruli showing fibrocellular crescents and
interstitial inflammation and fibrosis (PAS stain, X 200)

¢ : Immunofluorescent micrography showed linear deposi-
tion of IgG along the glomerular basement membrane
(immunofluorescent microscopy : IgG)

Lt shn, MUNELEL R 7 v — ehEERE
(MCNS) D& TREME S 5 2 & 17,
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mL/%Y, IEH 3.59 mg/HTH -7z, ¥l GBM
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femh b EEE TR L T2 @, PSL i
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Fig. 4. Clinical course

7228, GERETTINRT 2 2 & 2 LBk & 74 - 7z (Fig. 4).
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penicillamine D#5-HEDIH O, Wafi « PR IR E - WEIfILAHS A
5N AP, ABERFOD Cr 1.9 mg/dL, JRE 2.4~5.0 g/HT,
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TRHEMEE HIRCTH o 72, IF I3 negative T, BEWHTIFILIE
B R LI - A% GR.60 72 28 deposit 13780 T, EZEHLD
Ale %R 729,

AFBIZ BT 2BEOWEHITIE, BH5DWEDOAT,
iU v = FEROEIEREIZAHD RA BE DL GBM Hidk
53 EU & P T Goodpasture JEHE & ZWi ST 5, B
ARTIECRER R DL EIHTH b, HOEPUARE IR ET
ET0aWY, KEFO X I IC ANCA 1T, D-penicil-
lamine 23 5- I 11T 72\ RA 1T Goodpasture JEMEHED G
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