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SUMMARY

An unusual case of neoplastic restrictive
pericardiomyopathy from metastatic constrictive
pericardial disease from a primary cholangio-
carcinoma of liver clinically mimicked alcoholic
cardiomyopathy.

INTRODUCTION
Neoplastic constrictive pericardial disease is not a
frequent occurrence and when present, usually results

from metastases to the pericardium from carcinoma of

3

the lung and gastrointestinal tract! 23 4. Recently, we
observed a case of metastatic constrictive pericaditis
from a primary cholangiocarcinoma of liver.

CLINICAL SUMMARY

A 53 year old black male was admitted to College
Hospital with a chief complaint of progressive swelling
of the feet and legs for eight months duration. He
dinied abdominal swelling. Four months prior to
admission, he started having dyspnea on exertion, at
first after walking four to five blocks and later on
walking even one block, but denied paroxysmal
nocturnal dyspnea. He also complained of
intermittent palpitations. His appetite had been poor
and he had lost 30 pounds during the two months
before admission. there was no history of diabetes
mellitus or hypertension. Pulmonary tuberculosis had
been diagnosed four years earlier, adequately treated
for 18 months. He drank in moderation and did not
smoke.

On admission, the patient was markedly cachectic
and febrile. Pulse was 150 to the minute and regular;
blood pressure was 90/ 60 mm. Hg. in both arms and
respirations were 18 to the minute. There was marked
jugular venous distension at 45 degrees. Carotid and
other peripheral pulsations were feeble. Slight scleral
icterus was noted. There was no lymphadenopathy.
Examination of the cardiovascular system revealed

the point ol maximal impulse to be in the fifth
intercostal space just outside the midclavicular line..
No heaves or thrills were felt. The SI was normal and
of constant intensity. S2 was also normal, No gallops
or murmurs were heard. Lung fields were clear to
auscultation and percussion. Abdominal examination
demonstrated an enlarged liver that measured 15 x 19
cm. and was firm and tender. The was 4+ pitting edema
of lower extremities extending to the thighs. The
neurologic examination was essentially normal.
Laboratory investigations revealed hemoglobin of
14.9 G./dl. with a hematocrit of 42.0 vols. %: the white
blood cells count was 12,700 mm?. with 9567 segs, 29
lymphs and 3% monocyts. Blood chemistry revealed
sodium of 126 mEq./ 1., chloride 90 mEq./ |, carbon
dioxide 26 mEq./ l., potassium 5.3 mEq./ |., BUN 16
mg./dl. with a creatine of 1.0 mg./dl., calcium 8.1
mg./dl. and phosphate 2.9 mg./dl.; SGOT 236.SGPT
234 and LLDH 420. Alkaline phosphatase was 240.
Total serum billirubin was 2.8 mg./dl. with a direct of
0.6 mg./dl. Total serum proteins were 6.9 G./dl.. with
albumin 4.3 and globulin 2.6 G./dl. Initial blood gases
revealed a pH of 7.35. PO2 of 80.5, PCO2 of 42 and
HCO3 of 27.6. Electrocardiogram was consistent with
atrial flutter with a ventricle response of 150 to the
minute. A roengenogram of the chest showed
cardiomegaly and a possible infiltrate in the left
lower lobe obscuring the left heart border.

HOSPITAL COURSE: A preliminary diagnosis of
cardiomyopathy secondary to alcohol was made.
Upon arrival to the Intensive Care Unite. the patient
was cardioverted with 50 joules of energy. The
electrocardiogram following cardioversion showed
low voltage. sinus tachycardia and right ventricular
hypertrophy. The patient was started on Digoxin,
Lasix and aqueous penicillin. Despite 200 mg. of Lasix
in divided doses, the patient did not secrete any urine
during the next 12 hours. A Swan-Ganz catheter was
inserted via the brachial approach and the following
pressures obtained: Right atrium (mean) 22: right
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ventricle 65/22; pulmonary artery 65/25; PCW
(mean) 25 mm. Hg. Cardiac output was measured to
be 2.0 litres per minute per M?. The pressures were
thought to be consistent with constrictive pericarditis.
Percariectomy was performed on the fourth hospital
day. A markedly thickened, fibrous and “calcified”
pericardium was stripped off with difficulty during
surger. Following surgery, the patient continued to do
poorly. No decrease in jugular venous pressure was
noted and the patient continued to have marked
edema, sinus tachycardia, poor urine output. and
expired few days after surgery. Pathological diagnosis
of the excised pericardium was reported as metastatic
carcinoma.

AUTOPSY FINDINGS: Significant autopsy findings
were limited to heart, liver and prostate. Ventral
portion of parietal pericardium was missing. The
remaining pericardium, thickened by greyish-white
tumor infiltrate, was firmly adnerent to the heart. The
ventral visceral epicardial surface was studded
diffusely by nodular carcinomatour implants that
extended deep into left ventricular myocardium (Fig.
1). The mycardium of atria and right ventricular
outflow tract, in particular, showed extensive tumor
infiltration. The pericardial sleeve extending over
aorta and pulmonary artery was massively infiltrated
by greyish-white tumor encasing the superior vena
cava, aorta and right and left pulmonary arteries.
Superior vena cava and pulmonary arteries at the level
of pulmonary trunk bifurcation were compressed and
stenotic (Fig. 2) Right ventricle was moderately
dilated. Pleura on both sides were irregularly
thickened and lower lobes of both lungs were firmly
adherent to diaphragmatic surfaces, more marked on
right side. Both lungs showed multiple parenchymal
metastic tumor nodules. The liver. at the interlobar
zone, contained an infiltrating greysih-white, firm to
hard tumor with ill-defined edges and multiple satellite
nodules towards its periphery. Tumor involved one of
the main branches of the left hepatic duct with evodent
hepatic vein vascular invasion. The remaining part of
the left lobe showed focal areas of centrolobular
necrosis and grev-dark red mottling (Fig. 3).
Histologically, the tumor in the liver was an
infiltrating desmoplastic hepatic duct
adenocarcinomacal intraductal papillary architecture
and marked anpaplasia. Extensive lymphatic and
vascular invasion was present within and outside the
liver with metastatic carcinomatosis of the diaphragm,
pleura, lungs, pericardium and myocardium. Prostate
contained an incidental focus of prostatic
adeoncarcinoma.

COMMENTS

To our knowledge, this is the first case of
symptomatic neoplastic constrictive pericardial and
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infiltrative myocardial disease from metastatic
cholangiocarcinoma of liver. Peripheral edema as the
presenting sign is of somewhat unusual occurrence in
constrictive perdarditis. The combination of general
pericardial constriction associated with marked
constriction of main vessles and infiltrative
myocardial disease may explain such a presentation in
this case. The incidence of cardiac metastases from
neoplastic diseases 1s extremely variable, raning from
0.1 to 219% of cancer autopsies' }*,5. The metastases
are usually multiple and very rarcly solitary.
Malignancics most commonly associated with
metastatic disease of heartare primary in the lungsand
breast, melanomas and lymphomas, and leukemia.®.
Cardiac involvement in metastatic disease is typically
characterized by involvement of pericardium,
myocardium or both, and is manifested clinically by
pericardial effusion, pericardial construction with or
without effusion. and infiltrative cardiomyopathy
with or without associated pericardial disease?,’.
Metastatic heart disease may be the primary cause of
death, contribute to death or be unrelated to both.
Most often, it is asymptomatic and discovered only as
an incidental finding at autopsy. When symptomatic,
antemortem diagnosis is made in only very small
percentage of the cases and often missed?.
Pericardial involvement by metastatic neoplastic
discase, although not uncommon, most commonly is
an incidental finding at necropsy?,*.5,7. In very small
minority of cases it may, however, dominate the
clinical picture. In such symptomatic cases, symptoms
arc caused by serosanquineous pericardial effusion
with tamponade and only rarely by constrictive
pericarditis or restrictive cardiomyopathy®”.
Restrictive cardiomyopathy usually results from
extensive tumor infiltration of myocardium. Very
rarely, tumors may show direct intracavitary cardiac
extension!?. Cardiac tamponade may be the first
manifestation of the metastatic malignant disease,
usually develops slowly and is often missed?. Primary
malignant tumors of the pericardium, although
extremely uncommon, cause pericardial effusion and
tamponade more readily than metastatic tumors.
Metastatic involvement of the pericardium and
myocardium, on the other hand, more frequently
causes restrictive pericardiomyopathy. In patients
with malignant disease. pericardiomyopathy may
occasionally result from radiation therapy of tumors
adjacent to heart, with or without metastatic
involvement of pericardium or myocardium.® ' 12,
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Figure 2
Note massive metastatic tumor infiltration  of
pericardium and pericardial space around aorta (A),
pulmonary artery (P) and superior vena cava (V).

Heart showing partial pericardiectomy with extensive
tumor metastases, Note the narrowing ol aorta (A).
pulmonary artery (P) by tumor. Probe passing
through superior and inferior vena cava. Resected
pericardial edge (arrow).

Figure 3
Liver showing primary infiltrating tumor mass in the
interlobar zone.
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