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pointed its "general" ombudsman in 1969 he was empowered
to investigate complain;ts in the N.H.S., but his area of
activity was strictly confined to administration and both the
Government and profession agreed on a definition to
achieve this demarcation.8 A similar formula will be needed
in England and Wales, because it is vital that the Health
Commissioner should not investigate actions based on clini-
cal judgement. Patients already have well tried remedies
through the courts for dealing with dissatisfaction over
medical treatment given by general practitioners or hospital
staff.

Litigation against doctors in the U.S.A. has already
reached alarming proportions, fortunately not yet matched in
Britain, though even here the increase is worrying. Patients
must not regard the ombudsman as a possible dry run for a
court case against a doctor, and some agreement between
the B.M.A. and the Government should be worked out to
preclude this. Second thoughts about the ombudsman's
title might help to underline his function of investigating
maladministration-a word which itself needs to be clearly
defined. Perhaps the Government should consider calling
him a Commissioner for N.H.S. Administration.
To many patients the N.H.S., particularly its hospitals,

may appear frighteningly large and mysterious. If an om-
budsman can lessen their worries and improve their confi-
dence in the Service he will have achieved something. But
if his activities prompt doctors, nurses, and other N.H.S.
workers to look increasingly over their shoulders before
carrying out treatment, then this new institution would do
both patients and staff a grave disservice.
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Hepatic Tumours in
Childhood
Primary tumours of the liver, though rare in childhood,
should be considered in the differential diagnosis of ab-
dominal masses in infants and children. Benign hepatic
tumours are less common than malignant ones, and the
majority of liver tumours in childhood are diagnosed before
the age of two years.

Benign tumours may be asymptomatic or there may be
a sensation of fullness, indigestion, or nausea. With malig-
nant neoplasms weakness, anorexia, fever, weight loss, pain,
vomiting, anaemia, and jaundice may be present.' Ab-
dominal enlargement may be the presenting complaint,
and a mass which moves with respiration is usually palpable
in the right upper quadrant, or rarely in the epigastrium
with lesions situated in the left lobe. Transillumination
may be helpful in differentiating solid from cystic lesions.2
In children under the age of 1 year the skin should be
carefully examined for haemangiomas, the presence of which
is almost pathognomonic of haemangioendotheliomas of the

liver.' Though extremely rare, Cushing's syndrome may
be caused by an adrenal rest tumour of the liver.3
A plain x-ray of the abdomen may show a mass project-

ing downwards from the liver, and calcification may be
seen in liver cell carcinoma, haemangiomas, adrenal rest
tumours, mixed tumours, and solitary cysts.' An intrave-
nous pyelogram is usually normal, and, though the pelvis
and calices of the right kidney may be compressed, dis-
tortion of the intrarenal configuration as seen in the Wilms
tumour or displacement downwards and laterally as seen
in neuroblastoma is uncommon.2 With the latter tumour
there may in addition be calcification in the adrenal region
and bone metastases.' Barium studies of the colon and
stomach may show extrinsic pressure by the hepatic tumour.
Hepatic neoplasms in children usually metastasize late,
but it is wise to rule out pulmonary metastases with a
chest x-ray. Biochemical tests are generally of little value.
Operative cholangiography and liver scintigrams are fur-
ther aids to diagnosis.
The differential diagnosis of hepatic tumours in children

must include tumours of other organs and conditions
causing diffuse hepatic enlargement, especially von Gierke's
disease, amyloidosis, and malignant lymphoma. N. R.
Hertzer and his colleagues recently reported two examples
of localized inflammatory lesions presenting as hepatic tu-
mours.4 Though pseudotumour of the extrahepatic biliary
tract had been described,5 the authors were unable to find
previous reports of an intrahepatic pseudotumour. There are
histological similarities between inflammatory pseudo-
tumours, retroperitoneal fibrosis, mediastinal fibrosis, Rie-
del's struma of the thyroid, and sclerosing cholangitis 4 6
and there are reported instances of combinations of these
conditions occurring in the same patient67 and in associa-
tion with chronic inflammatory disease, especially ulcerative
colitis and regional enteritis.7 8 Though it is tempting to
postulate a portal bacteriaemia as the causative factor,8
there are cases in which there is no evidence of infection,
and it is more likely that this group of disorders are mani-
festations of autoimmune disease.9

Accurate diagnosis of liver tumours in children will de-
pend largely on preoperative and operative liver biopsy,
but precise histological classification may be extremely diffi-
cult and multiple sections may have to be examined. This
is particularly true with benign adenomas, which may in
fact be low-grade hepatocellular carcinomas.' Hepatic re-
section is the treatment of choice for most tumours and
is the only curative treatment for malignant neoplasms.2 10
The outlook for primary malignant tumours is poor, but
it is reasonable to hope for better survival with earlier dag-
nosis and improved surgical technique. It should be remem-
bered that in contrast to adults primary liver cell carcinoma
in children is only rarely associated with cirrhosis, and
resection therefore offers better prospects. Benign inflam-
matory lesions should be treated by local excision or, when
this is impossible, by biliary drainage and antibiotics or
by medical treatment for suppression of the inflammatory
process.4 In the treatment of malignant neoplasms which
are inoperable radiotherapy and cytoxic drugs may have
a palliative role.2 10
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Pulmonary Alveolar
Proteinosis
In 1958 S. H. Rosen and colleagues' described what
they considered to be a "remarkable disease of the lung
that consists of the filling of the alveoli by a PAS-[periodic
acid Schiffl positive proteinaceous material, rich in lipid."
In these distal air spaces there is little if any cellular
reaction. While this histological picture is the essential
diagnostic feature of the disease, in clinical practice the
condition is suggested by the radiographic appearances. To
quote again from the original description: "There is a
fine, diffuse, perihilar, radiating, feathery or vaguely nodular,
soft density, resembling . . . the pattern seen in severe
pulmonary edema." These descriptions are still unchanged
following reports now of over 150 cases in the world
literature. The radiograph reflects irregular diffuse alveolar
consolidation, which is the basis of the lung disturbance.

Clinically there may be few symptoms or signs to accom-
pany a dramatic chest radiograph, but usually there is
some shortness of breath, in part due to restriction of
ventilation but mainly dependent on impaired gas transfer.
Airways obstruction is not present. The patient may have
some cough and produce scanty, usually mucoid, sputum.
IThis may contain lipoproteinaceous material from the
alveoli.2

It is a chronic disease and its natural history as shown
in the records of 139 patients has been reviewed by
J. M. Davidson and W. M. Macleod.3 The patients, more
men than women, were aged from infancy to 72 years but
were mostly between 30 and 50. During varied periods
of observation 48 of them recovered or greatly improved.
Forty-five patients died, and in 38 of these cases death
was directly due to the proteinosis or its complications.
Infections were a common complication, especially fungal-
for example, nocardiosis.

Looking for a causative factor Rosen and his colleagues
could find no common occupational risk. Several patients
were exposed to wood dusts, others to a wider variety of
dusts and fumes, but many admitted no exceptional dust
exposure. Experimentally a similar alveolar reaction has
been found in rats exposed to siliceous dusts.4 5 In man
similar features have been seen in silicosis,6 especially in
the acute form,7 and even in tuberculosis,8 though here
the affected alveoli are few and scattered. A further puzzle
is the experimental response in rats to the same dusts,
which on one occasion led to silicosis and on another
produced lipoproteinosis.4 This suggests that an additional
factor is required for its development. There is no evidence
of an infective agent. The similarity of the alveolar reaction
to that produced by the protozoon Pneumocystis carinii
was noted by Rosen and his colleagues, but careful studies
have excluded this as a possible infective agent. J. Gough6
suggested that its production might depend in part on
an altered state of immunity, and clinical support for this
view is evident from the behaviour of the disease in

children. A. R. Colon and colleagues,9 studying the pre-
sentation in 23 infants, noted the frequent occurrence of
lymphopenia, immunoglobulin deficiencies, and thymic
alymphoplasia.
The source and nature of the intra-alveolar material is

still in doubt. Rosen and his colleagues considered that
much of it was formed by transformation of the septal
cells, which, increasing in number, slough off and, dis-
integrating, fill the alveoli with the periodic-acid-Schiff-
positive floccular, granular substance. More recent investi-
gations show that some of these alveolar cells are phagocytic
macrophages ingesting the lipid material, which in turn is
derived from the type 11 or B granular pneumonocytes.
These alveolar lining cells are considered to be the source
of lung surfactant, and it appears that this substance
accumulates in the alveoli either from overproduction'0
or more likely as a result of inadequate clearing." Serum
proteins have also been identified in the alveolar substance,
suggesting that transudation of serum plays a part.4 Whether
desquamative interstitial pneumonia,'2 a condition in which
the alveoli are filled with granular pneumonocytes and
macrophages, is a related disorder remains to be determined.

While some patients recover spontaneously, it is still
a disease with a high risk of progression, severe lung damage,
and death. With so little known of its development, pre-
vention is impossible to direct and treatment remains
empirical. It would seem that antibiotics should be pre-
scribed only when directly indicated. Corticosteroids should
remain a last resort. There is an encouraging response
in a worsening situation to pulmonary lavage.'3

Pulmonary alveolar proteinosis is a newly recognized lung
reaction rather than a new lung disease. Before the avail-
ability of modem histochemical techniques the reaction, so
resembling pulmonary oedema, could easily have been over-
looked. The search is now not for a new cause of death
but for a finer understanding of the behaviour of the
alveolus by work in the laboratory and by alert observation
in clinical practice.
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Congenital Pulmonary
Lymphangiectasis

Cystic disease of the lungs due to dilatation of the lymphatic
vessels is one of the lesser known forms. The condition,
known usually as congenital pulmonary lymphangiectasis, is
characterized by intercommunicating thin-walled, endo-
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