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First described by Ceelen (1931) idiopathic pul-
monary haemosiderosis was thought to be a disease
confined to children until Waldenstrom in 1940
reported the case of a patient aged 15. We have
been able to find 50 cases in the literature of which
15 have been in adults (15 years or older) at the
time of diagnosis. One case, confirmed by biopsy,
is added here, making a total of 16 adults.

CASE REPORT
A motor mechanic, born on July 17, 1926, was first

seen at the Bedford Chest Clinic in November, 1952,
as a contact of his father-in-law who had active pul-
monary tuberculosis. He complained of lassitude but
had no cough. His only significant previous illness
was left-sided pleurisy in 1947. On clinical examina-
tion no abnormality was found. The chest radio-
graph revealed only a slightly enlarged left hilar
shadow which was attributed to a large pulmonary
vessel rather than a lymph node. An intradermal
tuberculin test with 1/10,000 old tuberculin was
positive (11 mm. induration); blood count, erythro-
cyte sedimentation rate (E.S.R.), and plasma proteins
were all within normal limits.

In July, 1953, he developed a left-sided pleurisy.
A radiograph showed obliteration of the left costo-
phrenic angle. As he also complained of severe head-
ache he was admitted to hospital for investigation.
The cerebrospinal fluid (C.S.F.) was normal, the blood
sugar 70 mg. per 100 ml. and a blood count revealed
red blood cells (R.B.C.) 4,800,000 per c.mm., haemo-
globin (Hb) 98%, white blood cells (W.B.C.) 10,600
per c.mm. with a normal differential count. The
E.S.R. was 4 mm. in the first hour. The Wassermann
reaction (W.R.) in blood and C.S.F. was negative.
The cause of his headache was found to be chronic
frontal sinusitis. Within two weeks the chest film had
returned to normal.
On January 21, 1955, he was readmitted to hos-

pital with a history of increasing lassitude, dyspnoea
on exertion, and one episode of vomiting a little
blood. He also stated that he had coughed up some
bright red blood. On examination he was found to
be anaemic. There were no enlarged lymph nodes,
the liver and spleen were not palpable, there was no
abdominal tenderness but he had one small bleeding
pile. Blood examination revealed R.B.C. 3,600,000

per c.mm., Hb 50%, W.B.C. 7,200 per c.mm. with a
normal differential count, packed cell volume 27%,
mean corpuscular volume 75.0 c,u., mean corpuscular
Hb 20.5 yMg., mean cell Hb concentration 27.4%,
and mean cell diameter 7.5 A. The Van den Bergh
reaction was less than 1 unit, the red cell fragility
normal and the Wassermann reaction negative. A
sternal marrow biopsy revealed a remarkably cellular
marrow in which the primitive white cells were rather
more numerous than the early red cells. There
seemed to be no abnormality in the granular series.
The early red cells showed slight "left shift" and
a few megaloblasts were seen. There were a few
plasma and reticular cells but not in significant num-
bers. There was no free iron in the smear. A
barium meal revealed gastritis and a duodenal
erosion. No radiograph of the chest was taken, but
one on December 2, 1954, had been normal. He was
treated with iron and a transfusion of 2 pints of
blood. A reticulocyte response up to 3% occurred.
He was discharged after 16 days with a blood count
of R.B.C. 4,250,000 per c.mm., and Hb 72%.
On June 9, 1955, he attended for a routine chest

radiograph which revealed fine nodular stippling over
the lower half of each lung field (Fig. 1). A blood
count showed R.B.C. 5,000,000 per c.mm., Hb 84%,
and W.B.C. 6,600 per c.mm. The E.S.R. was 3 mm.
in the first hour, the plasma proteins 6.75 g.%, and
the blood urea was 28 mg.%. He had no symptoms
at that time but the following day began to have
small repeated haemoptyses. Radiographs on June
14 and 23 showed no change in the lung fields and
by June 23 blood tests revealed the following: R.B.C.
4.050,000 per c.mm., Hb 75%', W.B.C. 7,600 per
c.mm. with a normal differential, and a platelet count
of 340,200 per c.mm. The E.S.R. was 5 mm. in the
first hour, bleeding time and clotting time normal,
and no lupus erythematosus cells were seen on the
smear. Three specimens of sputum were submitted
for haemosiderin examination and haemosiderin-laden
phagocytes were found in large numbers. A diag-
nosis of idiopathic pulmonary haemosiderosis was
made, the patient then being 28 years old.

In July he was admitted to the Brompton Hospital
under the care of Dr. F. P. Lee Lander for further
investigation. A left lung biopsy was carried out
on August 2. Macroscopically, the lung was of an
unusually bluish colour with patches of fawn mott-
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ling. It felt normal on palpa-
tion, with no nodularity. A
wedge of tissue was taken from
the anterior basal segment
where the mottling was most
profuse. The histological re-
port was as follows:

"Haemosiderin - l a d e n
macrophages are present in
large numbers in all parts of
the lung tissue (Figs. 2 and
3). Many alveoli are con-
solidated by these cells which
give a strongly positive re-
action for iron (Fig. 4). The
alveolar walls show variable
thickening due to cellular
proliferation and increase in
the reticulin framework (Fig.
5). This process has not pro-
ceeded to fibrosis. Few capil-
laries can be seen in the
alveolar walls ; arterioles and
arteries show little abnor-
mality; no frank haemor-
rhage is visible. Occasional
granulomatous follicles com-
posed of plasma cells and
giant cells are present. The
appearances are consistent
with idiopathic pulmonary
haemosiderosis."
The report of a liver biopsy

was as follows: "The liver
tissue appears normal. No
haemosiderin or other iron
pigment is visible and there is
no evidence of hepatic venous
congestion or centrilobular
fatty change." Values for
serum proteins, alkaline phos-
phatase, thymol turbidity, and
serum bilirubin were all nor-
mal. A test for cold aggluti-
nins and a direct Coombs test FIG. 1.-Radiograph s
were negative. He was treated
with oral iron until October, by which time the blood
count was normal. The radiographic appearances
have remained unchanged up to November, 1955.
This patient had another episode of anaemia and

stained sputum in February, 1956. He recovered
from the anaemia, but the pulmonary nodulation has
increased over the right lower zone.

COMMENTS ON REPORTED CASES
Table I presents certain details of 16 patients

with idiopathic pulmonary haemosiderosis de-
scribed in adults. Twelve of them have been men,
which suggests that the condition is commoner in
men than in women, although the sex incidence in
children appears equal. Diagnosis has been made
most frequently on clinical and radiological
evidence, but was confirmed at necropsy in five

4

;howing very fine nodular stippling over the lower half of the left lung field.

and by lung biopsy in two. At the time of symp-
toms first leading to a chest radiograph there was
no radiological abnormality -in six out of 10
patients in whom there is adequate information on
this point. Moreover in the patient described by
Tait and Corridan (1952) there was no radiological
abnormality at the time of death.

It is too early to be sure whether the prognosis
of the disease in adults is as bad as that in children,
but reference to Table I shows that the prognosis
is very serious. Two patients are reported alive
after four years' observation; the rest are dead or
have only been followed for short periods.

DISCUSSION
It is likely that idiopathic pulmonary haemo-

siderosis in adults is commoner than the few pub-

 on M
ay 22, 2023 by guest. P

rotected by copyright.
http://thorax.bm

j.com
/

T
horax: first published as 10.1136/thx.11.2.101 on 1 June 1956. D

ow
nloaded from

 

http://thorax.bmj.com/


IDIOPATHIC PULMONARY HAEMOSIDEROSIS 103

OMANi 9I ro Wlt - &1 AW
FIG. 2.-Alveoli containing rmacrophages heavily loaded with FIG. 3.-Two bronchioles and a lymphatic (top left) containing

haemosiderin. The alveolar walls are thickened by cellular macrophages loaded with haemosiderin. Similar macrophages
proliferation and contain small deposits of haemosiderin. lying in collapsed alveoli can be seen in the lower part of
Haematoxylin and eosin, x 120. the field. Haematoxylin and eosin, x 120.

j 4 '1
w. .

'.4j. A

9.

~41h :
s

FIG. 4.-A similar field to that in Fig. 2. The section shows
an intense, diffuse Prussian-blue reaction in the cytoplasm
of the intra-alveolar macrophages. Perles' ferrocyanide
reac.ion, x 120.
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FIG. 5.-Slight thickening of the reticulin framework of the

alveoli can be seen, but there is no organization of the intra-
alveolar exudate. Silver impregnation of reticulin fibres
(Gordon and Sweet), x 120.
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N. WYNN-WILLIAMS and R. DOUGLAS YOUNG

CERTAIN DATA ON 16 CASES OF

TABL.E I
IDIOPATHIC PULMONARY HAEMOSIDEROSIS DIAGNOSED OVER THE AGE OF 14

Author

Waldenstrom, J. (1940)

Borsos-Nachtnebel, O. (1942)
Kerley, P. (1951) 1

3
4

5

Walton, M., and Williams,
A. A. (1951)

Tait, G. B., and Corridan. M.
(1952)

Cliff, J. M. (1953) . .
Manderson, W. C. (1954)
Sandoe, E. (1954) ..

Hamer, N. A. J. (1955)
Wagner, K. (1955) ..

Wynn-Williams, N., and
Young, R. D.

Sx

Method Agea Age at

Sex Diagnosits

F

M

M

F
iM

M

M

M

M

F
M

M

F

M

Radiology 16
Necropsy

,, Not sta
Radiology

Biopsy
Radiology

16
Necropsy

31t

Radiology 20
Before
Childh

13
13
21

Necropsy
Radiology 28
Biopsy

ited

18
ood

16

38
20-30
20-30
20
19

Length of
Follow-up

2 years 8 months

Nil
Not stated

28 4 years
17

?31 Nil

20
19
19

?15
19
22

2 years
4 ,

6
I year
Few months
3 years

29 Few months

Outcome

Death

Not stated

Alie

Deat h

First Chest Radio-
graph Normal after
Onset of Symptoms

No

Not stated

Yes

. Yes. All chest radio-
graphs normal

Alise No

Death Yes
Alise

Death

Alise No

lished cases would suggest. Mistaken diagnoses
such as that reported by Walton and Williams
(1951) must be easy and the absence of radiological
signs in the early stages of the illness most con-

fusing. Being thought a rarity the disease is sel-
dom considered in the differential diagnosis of
haemoptysis or anaemia or radiological abnor-
mality. Particular difficulty arises as only one of
these features may be present. Furthermore, the
radiological abnormality may not consist of the
typical bilateral small nodular shadows as in the
case reported by Wagner (1955) and in a case

shown by Rusby (1955).
The histological findings in this case lend no

support to the theory that a loss of elastic tissue
in the pulmonary capillaries is the causative factor,
but it must be remembered that the biopsy was

obtained fairly early in the course of the disease.
There was no evidence of an allergic diathesis or

of circulating antibodies.

SUMMARY
A case of idiopathic pulmonary haemosiderosis

in a man aged 28 is described. Proof by biopsy

was obtained. The cases of idiopathic pulmonary
haemosiderosis which have been described in those
over the age of 14 are reviewed.

Our thanks are due to Dr. J. W. Clegg and Dr.
R. C. Hallam for the histological report, and to Mr.
D. F. Kemp for the photomicrographs.
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