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Haemorrhagic pericardial effusion in adult
Gaucher's disease

G. T. Davies' and H. M. Foreman
From Sully Hospital (Thoracic Centre), Penarth, Glamorgan

A case of adult Gaucher's disease presenting with haemorrhagic pericardial effusion is reported.
Three similar cases have been reported. The possible aetiological factors in this case are assessed,
the likely cause being thrombocytopenia due to hypersplenism associated with Gaucher's disease.

In I882, Ernest Gaucher first described the
disorder since known by his name. Hsia,
Naylor, and Bigler (i959) found published
reports of more than 300 cases, and there have
been many further cases reported since. Most
reports comment on the bleeding tendency
associated with Gaucher's disease, attributing
this to thrombocytopenia, but make the point
that it is rare for major haemorrhage to occur
(Reich, Seife, and Kessler, i95i; Strickland,
I958).

Brill, Mandlebaum, and Libman (i905) and
Welt, Rosenthal, and Oppenheimer (I929),
each record a case of bloody effusion in the
pericardial space in Gaucher's disease. Rosen-
feld and Epstein (I96I) describe a case of
Gaucher's disease with haemorrhagic peri-
cardial effusion but in which carcinoma cells
were found on examination of the aspirated
pericardial fluid. Roberts and Fredrickson
(I967) describe a case with Gaucher's disease
of the lungs causing severe pulmonary hyper-
tension, acute recurrent pericarditis, and
finally haemorrhagic cardiac tamponade.
Zlotnick and Groen (I96I) describe a case of
Gaucher's disease with extensive pericardial
calcification which may have been due to
organized haemopericardium. Benbassat et al.
(I968) record a patient with Gaucher's disease
and constrictive pericarditis, possibly result-
ing from haemorrhage into the pericardium.
Because of the rarity of the presentation, in an
uncommon disease, a fourth proven case of
haemorrhagic pericardial effusion due to the
bleeding diathesis of Gaucher's disease is
reported.

Case report
History The patient was born in I914 and was
not aware of Jewish ancestry. He was known to
1 Present address: Department of Radiodiagnosis,
Royal Infirmary, Newport Road, Cardiff.

have had adult Gaucher's disease since I948 when
he was investigated at the Middlesex Hospital,
and had been troubled by various complications
of this disease for some years - recurrent splenic
pain, recurrent epistaxes and melaena, and aseptic
necrosis of his left femoral head requiring opera-
tive treatment. He had been treated for pulmonary
tuberculosis in I935 and again in 1958-59, and
had been observed regularly thereafter at a chest
clinic (Fig. I).

Six weeks before his admission on this occasion
he had noticed aching pain in the left side of his
chest radiating to the right shoulder; the pain was
persistent and disturbed his sleep. He became in-
creasingly breathless on exertion. He had a
paroxysmal cough, bouts of which made him feel
faint. Because of these symptoms he was seen at
the chest clinic, from whence he was admitted
to Sully Hospital in June I962.

Examination The patient had the typical pig-
mentation, pingueculae, hepatosplenomegaly, and
other stigmata of Gaucher's disease. The jugular
venous pulse was raised, the pulse wave was para-
doxical in type. Cardiac dullness was increased
and there was a protodiastolic triple rhythm on
auscultation.

Investigations Chest x-ray showed gross car-
diomegaly, suggesting pericardial effusion, and a
small tuberculoma in the apical segment of the
right upper lobe (Fig. 2). The electrocardiogram
suggested pericarditis. Cardiac catheterization
confirmed a large pericardial effusion (Fig. 3).
Haematology showed a moderate pancytopenia:
platelet count less than ioo,ooo/cu.mm. on numer-
ous occasions. Coagulation studies showed the
only abnormality to be a reduced platelet count.
Serum acid phosphatase, 8 units (normal I-3
units). Liver function tests normal. Viral agglu-
tination titres were raised for influenza A and
psittacosis suggesting previous infections. Faecal
occult blood was occasionally positive. Culture of
gastric juice showed no acid-fast bacilli on I4
occasions.
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FIG. I

FIG. I Postero-anterior chest x-ray, showing
normal cardiac contour four years before
admission.

FIG. 2 Postero-anterior chest x-ray showing
massive pericardial effusion on admission.

FIG. 3 Antero-posterior chest x-ray with
right atrial injection of contrast medium,
showing size of pericardial effusion.

FIG. 4 Postero-anterior chest x-ray showing
appearances after aspiration of pericardial
effusion, with air replacement of the fluid.

FIG. 5 Postero-anterior chest x-ray showing
normal cardiac contour I8 months after
discharge.

FIG. 2 FIG. 3

Treatment and progress Aspiration of the
pericardial effusion was carried out on several
occasions, the total amount of fluid aspirated being
2-75 litres. The fluid aspirated was heavily blood
stained though not with fresh blood and was not
coagulating. The haemoglobin concentration of
the first sample of fluid was 4-45 g./Ioo ml. At
subsequent aspirations the haemoglobin concen-
tration became progressively lower (Fig. 4). No
organisms, including acid-fast bacilli, were cul-
tured from the fluid, and no abnormal cells were
identified, normal blood cells only being found.

Immediate symptomatic relief occurred after
aspiration of the pericardial effusion. The signs of
cardiac tamponade disappeared and the heart
size and shape returned to normal. When investi-
gations were completed the patient was discharged
well.
He has since been followed up as an outpatient

and has shown no clinical or radiological evidence
of further pericardial disease (Fig. 5).

Discussion
Purpuric manifestations are among the com-
monest physical findings in cases of Gaucher's
disease. These result from a reduction of
platelets as part of the pancytopenia associated

FIG. 4 FIG, 5
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with hypersplenism. The basic fault appears
to be megakaryocytic arrest rather than
myelophthisis (Davis, Genecin, and Smith,
I949).
The usual manifestations of bleeding are

petechiae, bruising, epistaxis, and occasion-
ally gastro-intestinal bleeding. Only three
other cases of bleeding into the pericardial
sac have been described in Gaucher's disease
which may be attributed to platelet defici-
ency. Brill et al. (I905) describe a patient who
died of cardiac tamponade and at necropsy 2
litres of very bloody fluid were found in the
pericardium. Altered red cells were the only
cytological finding. Welt et al. (I929) record
a patient who developed an enormous hae-
morrhagic pericardial effusion in whom they
obtained a dramatic symptomatic result by
aspirating i,8oo ml. bloody fluid from the
pericardial sac. Roberts and Fredrickson
(I967) describe a patient in whom aspiration
of the pericardium before death yielded I50
ml. blood. At necropsy 6oo ml. blood was

found in the pericardium, there being 'raging
diffuse haemorrhagic pericarditis' present.
Haemorrhagic pericardial effusion has a

variety of causes (Williams and Soutter, I954;
McKusick and Harvey, I955; Wolff and
Grunfeld, I963). In a recent analysis of 105
cases of non-traumatic haemopericardium,
Barbour, Hirst, and Johns (I96I) found that
6o per cent were associated with acute myo-

cardial infarction (some of these patients were

receiving anticoagulants), aneurysms of the
aorta accounted for 33 per cent (86% of
these having dissecting aneurysms), 4 were

due to metastatic carcinoma, and 3 to blood
dyscrasias. Other causes include tuberculosis,
rheumatic fever, uraemia, primary heart
tumours, penetrating and non-penetrating
chest injuries, post-operative, rheumatoid
arthritis, disseminated lupus erythematosis,
diagnostic procedures, and acute, benign,
non-specific pericarditis.

Davis (1957) points out that pericardial
effusions over 300 ml. in volume are likely
to prove fatal. However, Barbour et al. (I96I)
suggest that gradual accumulations of blood
in the pericardial sac are likely to permit
longer survival. They comment that gradual
accumulation of fluid is frequent in cases
due to blood dyscrasias and coagulation
defects.

Recent reviews of pericarditis all mention
the occurrence of bloody pericardial effusions
in blood dyscrasias, but only one of these
(Wolff and Grunfeld, I963) mentions Gau-
cher's disease as being associated with haemo-
pericardium. The case they cite is, however,
that of Rosenfeld and Epstein (I96I), and is

the patient who had malignant invasion of the
pericardium from carcinoma of the bronchus.
The case reported here had previously had

pulmonary tuberculosis, but there was no
evidence clinically, radiologically, or on cul-
ture to suspect involvement of the pericar-
dium in tuberculous disease. Antituberculous
therapy was not given at this time, and there
was no evidence of reaccumulation of peri-
cardial fluid. While the significance of the
raised titre for influenza A virus in this case
cannot be ignored, the clinical presentation,
together with the volume and type of fluid
aspirated, is not in favour of such an aetiology.
Williams, Beckwith, and Wood (I960) and
Connolly and Burchell (I96I) point out that
the three main aetiological factors to be con-
sidered in a subacute illness characterized
mainly by pericarditis are: tuberculosis, neo-
plasm, and disseminated lupus erythematosis.
No evidence for these was found, nor has any
developed subsequently on prolonged follow-
up, during which time the patient has
remained well.

We should like to acknowledge the help of Dr. L.
G. Davies, Consultant Cardiologist, Sully Hospi-
tal, and Dr. A. Bloom, Consultant Haematologist,
Cardiff Royal Infirmary. The illustrations were
prepared by the Department of Medical Illustra-
tion, Cardiff Royal Infirmary, and we should like
to thank Mr. Ralph Marshall, Senior Lecturer in
Medical Illustration, for these.
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