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Idiopathic Pulmonary Haemosiderosis and the Goodpasture Syndrome

JANET L. ELDER,* M.B., B.S., M.R.C.P.ED.; G. M. KIRK,t M.B., CH.B., M.R.C.P.;

W. G. SMITH,* M.D., M.R.C.P.ED., M.R.A.C.P.

Brit. med. J., 1965, 2, 1152-1155

Idiopathic pulmonary haemosiderosis (I.P.H.) is a distinct
clinical and pathological syndrome characterized by haemo-
ptysis, iron-deficiency anaemia, diffuse pulnonary shadowing,
baemosiderin-laden macrophages in the sputum, and brown
iunduration of the lungs. Until recently this condition was
wIegarded as an uncommon disease, practically confined to
cidhood; it is now being recognized with increasing fre-
quency in adults, and Soergel and Sommers (1962), in, a com-
prehensive study of-the literature, reviewed 112 cases, includ-
: four new patients of their own. Twenty-one of these

inpatzents were 16 years or older when the disease was first
Fhagnosed. Sprecace (1963) reorted six patients, and Can
Adid et al. (1963) three patients, all of whom were 18 years of
Cge or older; two of Sprecace's patients and all of Canfield's
had, inl addition, glomerular lesions in the kidneys, and hence
reresented a clinical variant of I.P.H. known as the Good-
pasture (1919) syndrome. This syndrome, rare in children,
i found predominantly in young adult males.
We now report a further three adult patients, two of whom

pe examples of the Goodpasture syndrome; the third patient
ias uncomplicated I.P.H.

CAse 1 R

A 30-year-old man, with a past history of four to five years'
underground gold-mining at Kalgoorlie, and one to two months in
the' asbestos mine, Wittenoom Gorge, was admitted to Sir Charles
lairdner Hospital (formerly Perth' Chest Hospital), Western

Autralii, in June 1962 with haemoptysis, anaemia, and a chest
raiograph which showed diffuse bilateral. " ground-glass " mottling,

.mos pronounced in the right mid-zone. His only relevant past
history was a previous admission to Kalgoorlie District Hospital in

-X957 with a diagnosis of pneumonia. At that time he was found
s.to 1be very anaemic and was transfused with 4 pints (2.3 litres) of
blod. Thereafter he returned to work and was well until mid-May
=9$2 apart from a harsh smoker's cough and occasional blood-
,rtieaked mucoid sputum.

O'x examination he appeared fit but pale, with a chest expansion
of 21 in. (6.3 cm.). Tere were no other abnormal physical signs,
such-as heart murmurs, finger-clubbing, splenomegaly, petechiae,
or purpura. The Hess test was negative. A chest radiograph on
5 July (Fig. 1) showed that there had already been some clearing

of the " ground-glass " mottling seen on the preadmission chest
radiograph. Mantoux was negative to 1/1,000. Sputum was
negative for acid-fast bacilli, but showed many haemosiderin-laden
macrophages. E.C.G. was normal. Bronchoscopy wvs normal
apart from a small quantity of blood clot in the right main bronchus.
Vital capacity, forced expiratory volume, and ventilation equivalent
were all- normal. Blood examination showed an iron-deficiency
anaemia with a haemoglobin of 8.8 g./100 ml., M.C.H.C. 29%,
white-cell count 7,400/c.mm. (polymorphs 52%, eosinophils 6%),
and an E.S.R. of 1 mm. -in one hour (Westergren). Bone-marrow was
normal. There was no evidence of loss of blood from any system
other than the lung. Rectal examination and proctoscopy, barium-
meal examination, and stool tests for occult blood were all negative.
Urine microscopy showed no red cells or haemosiderin; there was
no evidence of intestinal malabsorption. Serum iron was 29 jpg./
100 ml. (normal males, 80-170 jAg./100 ml.), total iron-binding
capacity 180 jug./100 ml. (normal males, 240-390 j g./100 ml.),
and saturation 11% (normal males, 25-65%).

'*Asistant Physiian, Thoracic Unit, Sir Charles qairdner Hospital,
Western Australia.

ft Medical Registrar, Sully Hospital Wales.
Physician, Sir Charles Gairdner hospital, Western Abstralia'
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cases may be recognized, with a better prognosis: this par-
ticularly applies to patients who present with small haemo-
ptyses and iron-deficiency anaemia, with or without radio-
graphic change. Our first patient is still alive and well six
years after his first episode of haemoptysis and anaemia, and
over this period he has remained well apart from one further
episode in 1962. It has been suggested that steroids may alter
the prognosis in some cases, although Soergel and Sommers
(1962), after reviewing the literature, felt that long-term
steroids, while possibly improving the patient's immediate
prognosis, did not alter the ultimate progress of the disease.
Most clinicians would agree that steroids should be tried in the
seriously ill patient.

In the Goodpasture syndrome, where the prognosis is even
more grave, steroids are thought by many to influence the
course of the disease favourably. Fairley and Kincaid-Smith
(1961) advised the use of steroids at an early stage before
deterioration in renal function occurs. They state (personal
communication, 1964) that three of their patients, all proved
by renal biopsy, who were treated early while renal function
was good, are still alive 30 to 36 months after diagnosis, where-
as seven other cases, treated when renal function was poor, had
died. Miles Walker and Joekes (1963) also report the case of
a patient with a positive renal biopsy, who was given steroids,
and is alive and symptom-free six years after diagnosis. Cases
2 and 3 are almost certainly examples of the Goodpasture
syndrome, although, unfortunately, histological proof of the
renal lesion was not obtained in either case. The second
patient died despite the use of steroids, while the third seemed
to have obtained a complete remission 18 months after diag-
nosis, without the use of steroids.

Summary
Three adult cases are reported; one had idiopathic pul-

monary haemosiderosis alone, and two had an associated renal
lesion (the Goodpasture syndrome). The patient with idio-
pathic pulmonary haemosiderosis is still alive and working six
years after his initial haemoptysis. The second patient died
of a massive haemoptysis two years after her initial symptoms
despite the use of steroids. The third patient is still alive and
well without steroids, and is in remission 18 months after
diagnosis.

Idiopathic pulmonary haemosiderosis is probably more com-
mon in adults than hitherto believed, and should be considered
in patients who present with radiographic shadowing and
anaemia, with or without haemoptysis and with or without
signs of renal involvement. Haemoptysis may be scanty or
absent, and the chest radiograph may be clear except during
an acute exacerbation. Lung biopsy, performed during a
clinical remission, may be necessary to obtain histological proof
of the disease, although the clinical picture is. usually fairly
characteristic.

Prognosis may be less grave than hitherto believed. There
is no definite evidence that steroids appreciably alter the prog-

nosis in idiopathic pulmonary haemosiderosis or the Good-
pasture syndrome, although they are worthy of trial in severe
cases.
The aetiology and pathogenesis is still unknown; auto-

immunity may play some part. Further detailed histo-
chemical and experimental studies are necessary to decide
whether the Goodpasture syndrome is a variant of idiopathic
pulmonary haemosiderosis or a separate disease entity.

Addendum

Since the paper was completed another patient with the
Goodpasture syndrome has been seen at Sir Charles Gairdner
Hospital. The patient, a woman aged 64, was admitted in
May 1964 with a three-month history of progressive dyspnoea,
weakness, and haemoptysis, and had noted haematurio for one
week before admission. She was anaemic (haemoglobin 8
g./100 ml.) and the urine contained numerous red and white
cells. Blood urea was 70 mg./100 ml. A chest radiograph
showed diffuse nodular opacities. Needle biopsy of the lung
revealed appearances compatible with pulmonary haemo-
siderosis. The patient's condition rapidly deteriorated, and she
died in July 1964, four months after the onset of symptoms.
Necropsy confirmed the clinical diagnosis of Goodpasture syn-
drome. We are grateful to Professor E. G. Saint for permission
to mention this case. A detailed report will be published
elsewhere.

Recently we have seen another case of idiopathic pulmonary
haemosiderosis proved by lung biopsy in a female aborigine
aged 20.

We are grateful to Dr. H. M. Foreman, Physician-Superintendent,
Sully Hospital, Wales, for permission to publish Case 2; to Dr.
H. R. Elphick, Physician-Superintendent, Sir Charles Gairdner
Hospital, Western Australia, for permission to publish Cases 1
and 3; to Mr. R. Stanford, Medical Physics Department, Royal
Perth Hospital, Western Australia, for radioactive-iron studies;
to Dr. J. Cotes and Dr. F. Heymanson, for respiratory function
tests ; to Dr. W. Laurie, Dr. B. G. Elmes, and Dr. J. Topliss,
Pathologists, Sir Charles Gairdner Hospital, Western Australia;
to Dr. R. M. E. Seal, Pathologist, Sully Hospital, Wales; to Dr.
M. Carruthers for help with Case 1; and to Mrs. 0. Berridge for
typing this paper.
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