
THENATIONALMEDICALJOURNALOF INDIA VOL.2, NO.3 131

Clinico- Pathological Conference

Young male with pedal oedema, ascites and distended
abdominal veins

ALL INDIA INSTITUTE OF MEDICAL SCIENCES
NEW DELHI

THE CASE
A 38-year-old farmer from Haryana was admitted in July
1988 to the Gastroenterology ward of the All India Institute
of Medical Sciences with a history of pain in the right
upper quadrant of the abdomen and a dry cough for the
previous 6 months. The pain used to occur every 10 to 15
days, lasting for 1 to 2 hours, was mild to moderate in
intensity, burning in character, increased slightly in severity
after meals and was relieved by some tablets (the nature
of which is not known). Two months prior to admission
he started having the pain every 3 to 4 days. There was no
history of haemoptysis or haematemesis.
Five months prior to admission he noticed a swelling in

the epigastrium which gradually increased in size. He then
began to feel breathless. This dyspnoea gradually increased
in severity till at the time of admission he had class III
symptoms. One and a half months prior to admission he
started having abdominal distension, paroxysmal nocturnal
dyspnoea and pedal oedema. During the course of his ill-
ness his appetite was reduced and he had lost 10 kg in
weight. He had had jaundice two years ago which lasted
for a month. He was a non-smoker and did not take
alcohol.
Examination at admission revealed a sick looking and

orthopnoeic man. He was not anaemic and had no jaundice,
cyanosis or clubbing. Besides bilateral pedal oedema,
there were small non-tender, matted lymph nodes in the
right axilla. His pulse rate was 92/min, regular, synchronous
and all peripheral pulses were palpable. He had a respirat-
ory rate of 40/min and the blood pressure was 104/90 mm
Hg. He had a markedly elevated jugular venous pressure
with no pulsations in the neck. The veins over the abdomen
and chest were prominent with flow of blood in them from
above downwards. The first and second heart sounds
were diminished and there was reduced air entry in both
lower zones of the chest. Abdominal examination revealed
a non-pulsatile, tender, firm and 6 em enlarged liver.
There was free fluid in the abdomen but no other palpable
mass.
The haemoglobin was 17.5 gldl, the total leucocyte

count was 5000/cmm with 71% neutrophils, 27% lympho-
cytes and 2% eosinophils, and the ESR was 17 mm inthe
first hour. The platelet count was 240 OOO/cmm, pro-
thrombin time 18 seconds (normal 12 seconds), partial
thromboplastin time with kaolin was 44 seconds (normal
37 seconds), fibrinogen 460 mg/dl. The blood sugar and

FIG 1. Echocardiogram showing mass occupying the entire
right atrium and most of the right ventricle.

blood urea were within normal limits and the serum
creatinine was 1.3 mgldl. The serum bilirubin was 4.1 mgldl,
serum alkaline phosphatase 11 K.A.U., SGOT/PT 50/30
LU., total proteins 7.9 g/dl (albumin 3.9 g/dl). HBsAg
was not present. The urine and stool examinations were
normal. The chest X-ray showed widening of the media-
stinum and bilateral pleural effusions and the ECG was of
low voltage. Fluoroscopy confirmed the bilateral pleural
effusion and revealed pleural and pericardial calcifica-
tion. A right axillary lymph node biopsy was reported as
showing reactive lymphadenitis. The patient had an
echocardiogram (Fig. 1) followed by surgery.

DIFFERENTIAL DIAGNOSIS
DR KHALILULLAH: The commonest cardiac pathology
causing gross heart failure is restrictive heart disease of
which chronic constrictive pericarditis is the most frequent.
Tuberculosis being so common in our country, we will
have to consider it as being a likely diagnosis in any
patient presenting as this one did. The presence of a
pericardial effusion, and pericardial and pleural calcifica-
tion on fluoroscopy and axillary lymphadenopathy further
strengthen this suspicion. A low voltage ECG is the usual
accompaniment of such a syndrome. However, the absence
of a history of fever, a near normal ESR and the absence
of parenchymal lung lesions go against this diagnosis and
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makes tuberculous pericarditis rather unlikely.
. A common cause of superior vena caval obstruction
and gross congestive heart failure is a mediastinal tumour.
The pattern of flow in the veins over the chest and abdomen,
from above downwards, the non-pulsatile venous
engorgement, the widening of the mediastinum on chest
X-ray, and the bilateral pleural effusions support such a
diagnosis. However, the absence of compression of other
structures such as the recurrent laryngeal nerve, the
absence of dysphagia, and of aggravation of the cough on
lying are unusual features. Moreover, the gross conges-
tive heart failure suggest involvement of the heart by one
of these tumours. Amongst the mediastinal tumours
which are known to have a high incidence of cardiac
involvement are Iymphornas and thymomas. These
tumours spread to the heart by direct extension and pre-
sent primarily as pericardial or myocardial disease.
An interesting feature is the haemoglobin level of 17.5

g/dl in this patient who had a 10month history of anorexia
and a 10 kg loss of weight. Malignancy with the inappro-
priate erythropoiesis associated with hepatomas or renal
carcinomas will have to be considered. A past history of
jaundice, symptoms of recurrent abdominal pain and a
gradually increasing epigastric mass may suggest the
development of hepatocellular carcinoma. These tumours
are known to invade the heart via the inferior vena cava
and present as obstruction to the inferior vena cava, the
tricuspid valve and the pulmonary valve. However,
superior vena caval obstruction is rare, there is no history
of chronic liver disease or alcoholism, and the HBsAg is
negative. These features do not support the diagnosis of
hepatocellular carcinoma with spread to the heart.
In my opinion, an important group of diseases which

has to be considered in viewof gross congestive heart failure
and superior vena caval obstruction are tumours involving
the heart and pericardium either primarily or secondarily.
The echocardiogram shows a normal left ventricular and
atrial cavity with a normal mitral valve, but the wall of the
left ventricle was slightly more echogenic than normal.
The most striking feature isthe large mass occupying the
right ventricle, the right atrium and the tricuspid valve.
Only a very small part of the right ventricular cavity is
seen near the apex.
The final observation, based on the echocardiogram,

would be that this patient had the signs and symptoms of
superior vena caval obstruction with cardiac failure, an
intracavitary mass in the right atrium and right ventricle
and pericardial calcification. This leads me to think of
three possible diagnoses-a mediastinal tumour, a primary
or secondary cardiac tumour, or a tuberculoma. Tuber-
culomas of the heart are rare, but have been reported in 9
patients.' They present as intracavitary cardiac masses
with cardiac murmurs and valvular inflow obstruction
with sudden cardiac death. But all patients described had
advanced pulmonary tuberculosis which our patient did
not have. However, there are many indications against
tuberculosis. There is no history of fever, only a mild eleva-
tion of the ESR and no pulmonary lesion.
The common symptoms and signs of a primary malignant

mediastinal tumour are weight loss, cough, dyspnoea.
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dysphagia, superior vena caval (SVC) obstruction and
cyanosis and mediastinal widening on chest X-ray .
Amongst mediastinal tumours, bronchogenic carcinoma

could have been a possibility because of the caval obstruc-
tion. However, this diagnosis is unlikely as this patient is
a non-smoker; there is no history of haemoptysis and no
lung lesion. Mediastinal lymphomas are a possibility,
because they do present as SVC obstruction and also
involve the heart. The cardiac infiltration is diffuse or in
the form of multiple nodules. This patient, however, had
a large solitary mass occupying the atrium. Thymomas are
one of the most frequent mediastinal tumours, being rare
in childhood and occurring in later life. They may be
associated with myasthenia gravis in 50% of patients, and
presentation with pericardial effusion with cardiac failure
has been reported. The tumour mass is usually situated in
the inferior mediastinum with extension into the pericar-
dium. An intracavitary mass has not been reported.
Primary pericardial thymomas arising from cell rests in
the pericardium have been seen but are rare.
Primary tumours of the heart are teratomas, dermoids,

sequestrated lung or bronchogenic cysts, thymic rest
tumours, pericardial cysts and diverticula, mesotheliomas,
angiomas, lymphangiomas, fibromas, lipomas, Ieiomyo-
mas, neuromas and granular cell rhabdomyomas.
Malignant tumours are mesotheliomas, angiosarcomas,
liposarcomas and fibrosarcomas. Tumours may also arise
from the major vessels.
Secondary tumours are much more common. These

include adenocarcinomas from the lung or breast or
melanomas. These are seen in the elderly and the cardiac
involvement is usually silent. The primary tumour or other
metastases are usually much more prominent features in
the symptomatology.
Myxoma is one of the commonest benign heart tumours

and among the malignant tumours, angiosarcoma is the
commonest. The clinical presentation of 'cardiac
myxomas is similar to that of mitral valve disease in 57%
of patients. Embolic phenomena are common, causing
constitutional symptoms. There is accompanying erythro-
cytosis. However, right heart involvement, as seen in our
patient, is present in only 20% of cases, pericardial
involvement is rare and SVC involvement unknown.
Finally, myxomas are usually pedunculated and this
tumour appears to be sessile on echocardiography.

DR KHALILULLAH'S DIAGNOSIS
1. A primary tumour of the heart in all probability an

angiosarcoma
2. A mediastinal tumour with metastasis or direct extension

to the heart-either a thymoma or a lymphoma

CLINICAL DISCUSSION
DRVISHVA DEV:This patient was admitted to the Gastro-

enterology ward with a diagnosis of cirrhosis because of
his jaundice, abdominal distension and hepatomegaly. On
the basis of elevated jugular venous pressure, the diagnosis
made there was constrictive pericarditis. On examination
I found markedly distended neck veins but no pulsations,
and an engorged neck and face. The patient also had ascites
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and a markedly enlarged, non-pulsatile liver. Cardio-
vascular examination was normal.
It seemed there was IVC and SVC obstruction. As

venous flow was from above downwards, I thought that
SVC obstruction was complete and the IVC was partly
open. I diagnosed the patient to have a right atrial or a
mediastinal tumour, and advised fluoroscopy, echocardio-
graphy and a cr scan. The fluoroscopy showed pericardia 1
calcification. Then the echo was done and I changed my
diagnosis to a primary cardiac malignancy or a mediastinal
tumour infiltrating the heart.
DR BALRAMAIRAN: We thought this patient had a

tumour of the right atrium and ventricle, so we decided to
try and remove it under cardiopulmonary bypass. On
sternotomy, the thymus was seen to be enlarged and solid.
There was no plane between the thymus and the peri-
cardium. The innominate vein was replaced by a fibrous
cord. After finding an area of pericardium uninvolved by
tumour we did a pericardiotomy, and found that most of
the pericardium was stuck to the aorta and SVC. Over the
right atrium it was adherent over an area of 2.5 sq em and
it could not be separated. We cannulated the atrium with
great difficulty, as there was virtually no lumen. The
tumour was involving almost the entire right atrial
endocardium. The tricuspid valve was also infiltrated.
The septal leaflet had to be excised, and the anterior leaf-
let debrided. The right ventricle was also full of tumour,
but the outflow tract was free. The ventricle could be
cleared of tumour, but there was no back flow even after
clearing 2 ern of SVC, so it was left as it was.
To our surprise, the patient improved after the operation

and we referred him for radiotherapy after an echo (Fig. 2).
DR KHALILULLAH: Did you notice any pericardial

calcifica tion?
DR BALRAMAIRAN:We did not see it during operation.

In fact, there was massive pleural effusion bilaterally,
which did not collect again after we had drained it.

PA THOLOGICAL DISCUSSION
DR KOSUM VERMA: We received multiple pieces of
tumour in small bits which together weighed about 50 g.
Microscopically, the tumour was lobulated, with varying
cellularity and had intervening fibrous septae (Fig. 3).
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FIG 3. Microphotograph of a section of the tumour H&E. x 100 .

It was composed of two types of cells, large polygonal
cells with round vesicular nuclei and abundant cytoplasm
interspersed with small round lymphocytes. These cells
were present in varying amounts in some parts of the
tumour. In other areas, there was a different picture. The
cells were spindle shaped, more cellular and showed more
pleomorphism and anisonucleosis. The lymphocytic
infiltrate was very sparse. These features fitted in with a
diagnosis of a thymoma, infiltrating into the pericardium,
the right atrium and ventricle, and the vena cavae. Almost
50% of thymomas are asymptomatic or may have local
symptoms. They rarely present as SVC obstruction-in
the Mayo Clinic series of 283 thymomas, only 5 patients
had SVC obstruction.? The involvement is mostly of vessels
and infiltration into the cavity of the heart is extremely
rare.
Histologically, thymomas have been classified into pre-

dominantly epithelial (as in this case), or predominantly
lymphocytic, or of a mixed type. It has been seen that the
prognosis does not depend on histological grading and the
most important prognostic factor is the extent of spread at
the time of surgery. About one-third of thymomas operated
show spread outside the margins of the thymus, but this
spread is usually into the pleura, pericardium or lung.
This kind of intracardiac spread is extremely rare.

PATHOLOGICAL DIAGNOSIS

Thymoma epithelial type involving the heart

Compiled by DR M. K. SINGH
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