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The presenting symptoms include such complaints as pallor,
loss of appetite, easy fatigability and frequent colds. Some cases may
be diagnosed as virus pneumonia as happened to our patient. Prob-
ably the most characteristic feature of the disease is the onset of
an acute attack. Due to intra-alveolar hemorrhage the patient sud-
denly becomes critically ill. He shows marked dyspnea, coughs often
and may vomit. His temperature may rise and hemoptysis may occur.
In some cases, a slight jaundice may be noted several days after the
attack. Diagnosis during an attack is not difficult if one keeps the
possibility of idiopathic pulmonary hemosiderosis in mind. Quite a
few patients die during these attacks, in other cases recurrent but
less severe attacks have been reported.

Clinical observations in these cases are similar to those in any
chronic lung condition. In the chronic stage right-sided heart failure
is noted. Roentgen ray examination of the lungs reveals little peri-
hilar patching but occasional diffuse interstitial infiltration.

Since the clinical observations in idiopathic pulmonary hemosi-
derosis are similar to those in any common type of pulmonary path-
ology the possibility of this disease must be kept in mind when one
is confronted with a case of chronic lung disease. In such a situation
it is recommended that specific laboratory studies, such as examij-
nation of gastric and bronchial washings and sputum for hemosi-
derin containing macrophages and a test to demonstrate circulating
precipitins against cows’ milk be performed. For a conclusive diag-
nosis however we feel it is preferable to obtain a lung biopsy speci-
men since any bleeding in the pulmonary system may result in the
finding in the lungs of cells of this type, which are essentially mac-
rophages and are normally present throughout the body. Their pre-
sence in the lungs may therefore be non-specific or may indicate a
chronic condition such as tuberculosis (which should be considered
in the differential diagnosis). Morphologically speaking the most
striking change in pulmonary hemosiderosis is the retrogressive al-
teration of the lung tissue itself, which may be manifested as fibro-
sis or elastic tissue degeneration, and can be discovered by exami-
nation of biopsy specimens. In this condition, mild to moderate non -
specific chronic inflammatory infiltrations are secondary in nature
and are a response to the retrogressive changes of unknown etiology.
Much attention has been paid to the hemolytic processes of hemorr-
hage into the lungs by various means but the presence of hemosiderin
is merely an expression of the phagocytic activity of otherwise inert
macrophages. It is not certain that the toxicity of the iron compounds
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can account for the tissue changes. We emphasize . these points
because there are those who feel that the clinical picture, together
with roentgen-ray examination and demonstration of the hemosi-
derin - containing macrophages, should be enough to establish the
diagnosis. We have purposely omitted a few conditions with similar
morphology, such as rheumatic heart disease, since these can easily
be eliminated as diagnostip possibilities by proper clinical and labo-

ratory examinations.
’ \

Etio - pathogenesis : Ceelen' and Wyllie* suggested a complete
deficiency of the elastic tissue in the lungs while Pilcher and Eitzen®
thought the cause of pulmonary fibrosis was congenital or acquired
low grade inflammation of the lungs. McLetchie® postulated a defec-
tive vasomotor control of the pulmonary vessels. Steiner’ introduced
the concept of autoimmunization and Manderson® suggested a cir-
culatory defect. Recently Wilson et al.” demonstrated that in child-
ren with iron deficiency anemia there is some degree of functional or
anatomic gastrointestinal abnormality which permits passage of
whole cows’ milk proteins through the wall of the gastrointestinal
tract, leading to secondary sensitization to these proteins.-In some
cases they felt that this produced a further train of events resulting
in pulmonary hemosiderosis. In other cases they postulated that some
children might be sensitized to cows’ milk early in life without
having iron deficiencies and that this, too, could lead to pulmonary
hemosiderosis and eventually to other conditions such as iron defi-
ciency anemia, due to blood loss, and hypoproteinemia.

Treatment : Besides supportive treatment including iron, blood
transfusions and, during attacks, antibiotics to prevent secondary
infections, there are two main types of treatment : one is splenec-
tomy, the other is the use of steroids.

There are reports of four cases in which splenectomy was per-
formed : three of these showed some degree of improvement, no im-
provement was noted in the fourth.

A review of the literature reveals that ten patients have been
treated with steroids. Five of these showed improvement while no
change was observed in the other five. Since information on the final
outcome in the five patients showing improvement was unobtainable
it seems impossible to make a judgment on the value of steroid treat-

ment on the basis of these five cases. We can only mention that our
uxperience with steroids was disappointing.






