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A case of Goodpasture’s syndrome with massive pulmonary hemorrhage
ameliorated by cyclophosphamide pulse therapy

Yoshinao UEZU, Tkuo KIYATAKE, and Kiyoyuki TOKUYAMA

Department of Internal Medicine, Urasoe General Hospital, Okinawa, Japan

A 22-year-old woman was admitted to our'hospital for evaluation of fever, renal dysfunction, and a
3-month-history of macrohematuria. Laboratory evaluation revealed proteinuria(1.8 g/day), hypo-
proteinemia, microcytic microchromic anemia, renal failure (blood urea nitrogen 30.3 mg/d/, serum
creatinine 4.0 mg/d/), and positive serum antiglomerular basement membrane (anti-GBM) antibody.
Renal biopsy revealed cellular crescents in all 8 glomeruli and partial rupture of the GBM.

The interstitium showed severe inflammatory cell infiltration. Immunofluorescent examination
revealed linear deposits of IgG and C3 along the GBM. Pulmonary biopsy revealed linear deposits of IgG
along the alveolar basement membrane in the immunofluorescent examination. A diagnosis of Goodpas-
ture’s syndrome was made because all of the diagnostic criteria were fulfilled.

After admission, the patient’s renal function deteriorated rapidly. Hemodialysis was started, and the
patient was treated with methylprednisolone pulse therapy and oral prednisolone with double filtration
plasma pheresis(DFPP). However, her renal function did not improve. On the 30th hospital day, she
showed hemoptysis, and a chest X-ray and CT revealed massive bilateral pulmonary hemorrhage. Despite
treatment with pulsed methylprednisolone, oral prednisolone(80 mg/day), and DFPP, the pulmonary
hemorrhage improved only transiently, worsening again 5 days later. Cyclophosphamide pulse therapy was
administered. After this treatment, the patient’s pulmonary manifestations and pulmonary hemorrhage
improved. At the present time she is on maintenance dialysis therapy without pulmonary manifestations.

These findings suggest that cyclophosphamide pulse therapy is effective against Goodpasture’s
syndrome with massive pulmonary hemorrhage showing resistance to other conventional therapy.
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Labolatory findings

Table.
Urinalysis Blood Chemistry
protein |.8 g/day TP
sugar (=) Alb
occult blood (3+) glu
Sediment BUN
RBC many/F Cr
Granular cast I/F UA
f3; microglobulin 35 ug/! Na
NAG 60.31V/7 K
Cl
Peripheral blood Ca
WBC 10,800 /! B
RBC 376 X 104/mm? GOT
Hb 1.7 /d! GPT
Hct 25.5 % ALP
MCV 67.8 LDH
MCH 20.5 y-GTP
MCHC 30.2 S-Amy
PIt 42.7% 10*/mm? TC
TG
HDL-C
CPK
Fe
TIBC

Serologic tests

4.7 g/d! CRP 14.6 mg/d!
1.8 g/d/ 1gG 1,187 mg/d/
91 mg/d! IgA 268 mg/d/
30.3 mg/d/ IgM 214 mg/d!
4.0 mg/d! c3 61 mg/d/
8.0 mg/d/ c4 18 mg/d/
139 mEq/! CH 50 421u/!
3.5mEq/! ANA 20%
103 mEq// anti-DNA ab |.61U/m/
8.0 mg/d! anti-GBM ab 456 U
0.2 mg/d! MPO ANCA (=)
91/l PR-3 ANCA (=)
31/1 ferritin 32.7ng/ml
136 1U//
432 1U/! Renal function test
51U/1 Creatinine clearance | m//min
17110/
166 mg/d/  HLA typing
104 mg/d/ A2 A24, B62, B75 CW3, DR4,
25 mg/d! DRI5 DQI,DQ3
48 1u/1
17 ng/dl

154 ug/dl
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Fig. 2. Light micrograph of renal biopsy specimen,
demonstrating cellular crescent in glomerulus
(PAS stain, x400)
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Fig. 3. Immunofluorescence staining of glomerulus
showing linear deposition of IgG along the GBM
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Chest X-P(a) and CT(b) demonstrating massive
pulmonary hemorrhage
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