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Abstract

Primary cardiac lymphoma (PCL) is a rare and highly
lethal neoplasm, whose nonspecific clinical presentation
makes early diagnosis difficult. This article reports the case
of an elderly patient, previously healthy, who experienced
dizziness and syncope for four months before the discovery
of a large tumor mass in the heart. Imaging exams, such
as echocardiography and magnetic resonance imaging,
were crucial for tumor identification, and the biopsy
confirmed it to be a B-cell lymphoma with high replication.
However, given the severity of the condition and the
family’s refusal to proceed with treatment, the patient
progressed to sudden death two weeks after diagnosis.
Primary cardiac tumors (PCTs) are underdiagnosed, with
varied symptoms that may include vascular obstructions,
arrhythmias, and heart failure. PCLs account for only 1%
to 2% of primary cardiac masses and are more common
in elderly men. The diagnosis is challenging due to the
absence of specific signs, making imaging exams and
biopsies essential for disease confirmation. This case
illustrates the complexity of managing PCLs, whose rapid
progression limits therapeutic options. The lack of specific
symptoms and silent progression highlight the importance
of early diagnosis. The high mortality rate reinforces the
need for greater medical attention to this condition, which
frequently leads to fatal outcomes before an effective
intervention can be implemented.

Introduction

Primary cardiac tumors (PCTs) are rare entities in clinical
practice and can be classified as benign lesions (myxomas)
or malignant tumors (sarcomas and lymphomas)."? With
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the increasing life expectancy of the population, a higher
incidence of these tumors is expected, highlighting the need
for greater attention to their possible symptoms, especially
considering their varied clinical manifestations.>*

Considering this, it is important to emphasize that PCTs
are often underdiagnosed, which may lead to fatal outcomes
before an effective therapeutic approach can be implemented.?
This article presents a case of primary myocardial lymphoma
in an elderly patient, previously healthy, who experienced
sudden death two weeks after diagnosis.

Thus, the objective of this study is to discuss the clinical
and diagnostic characteristics of PCTs.

Case report

A 78-year-old man, previously healthy, presented with
dizziness and syncope worsening over four months. The
patient had been seen at other emergency care units, but his
symptoms progressively worsened.

On physical examination, no significant findings were
noted. The electrocardiogram showed sinus rhythm with
diffuse ventricular repolarization abnormalities. A chest X-ray
revealed a cardiac silhouette at the upper limit of normal
and bilateral costophrenic angle blunting. A transthoracic
echocardiogram detected a large tumor mass infiltrating
the interventricular septum and the inferolateral wall of the
right ventricle, extending into the right atrial and ventricular
cavities, as well as the left ventricular cavity adjacent to the
septum (Figure 1).

Given this, the patient was referred for a magnetic
resonance imaging scan for a more detailed assessment
of the neoplasm, which confirmed the echocardiographic
findings (Figure 2). An endomyocardial biopsy was performed,
guided by transthoracic echocardiography and fluoroscopy,
conducted simultaneously in the hemodynamics room. The
histopathological study and immunohistochemical analysis
concluded that it was an invasive B-cell lymphoma with
intense cellular replication (Figure 3).

After a detailed explanation of this complex and severe
clinical case to the patient and his family, they refused the
implementation of any form of treatment and requested
discharge to his home, where he remained asymptomatic
for approximately two more weeks, before experiencing
sudden death.
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Figure 1 - Transthoracic echocardiogram showing a tumor mass infiltrating the atrioventricular valves, the ventricular myocardium
at the septal level, and the anterior and inferior walls of both ventricles. The tumor occupies the atrial and right ventricular cavities

(arrows); pericardial effusion.

Discussion

Although reported since the 16th century, PCTs are rare
in clinical practice, with an incidence ranging from 0.0017%
to 0.03% in autopsy studies.' PCTs can primarily manifest as
benign lesions, with an incidence rate of 75%, or as malignant
tumors, accounting for 25% of cases.*”

On the other hand, primary cardiac lymphomas (PCLs) are
classified as malignant neoplasms, representing 1% to 2% of
all primary cardiac masses.**

Although PCTs generally affect more women, PCLs are
more common in men over 60 years old, which is well
represented by the patient described in this case report.**

PCLs often present nonspecific and multifaceted clinical
manifestations.’ Initially, the patients may be asymptomatic
or oligosymptomatic, but as the disease progresses, they
develop various signs and symptoms due to direct and/or
indirect involvement of multiple organs and systems through
heterogeneous, simultaneous, and diverse mechanisms. These
include recurrent vascular obstructive phenomena caused by
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Figure 2 — Magnetic resonance imaging showing the extent of cardiac involvement by lymphoma (*) demonstrated in the sagittal (A)
and transverse (B) planes, along with pericardial and bilateral pleural effusion.
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Figure 3 - Histopathological and immunohistochemical findings demonstrating B-cell lymphoma with intense cellular proliferation in

Ki-67 (A), and B lymphocytes marked in CD20 (B).

thrombi and/or tumor fragments, leading to stroke, peripheral and
visceral arterial embolism, and pulmonary thromboembolism.*”

The tumor itself may cause fixed or transient intracardiac
blood flow obstruction, depending on its size and morphology
(intramural or pedunculated intracavitary), potentially
compromising cardiac output.>* When the myocardial
electrical conduction system is affected, arrhythmia may
occur, sometimes unexpectedly fatal, as possibly seen in the
case presented here.>”’

Thus, in cases of cardiac tumors, it is undeniable that, due
to their nonspecific symptoms, establishing a timely diagnosis to
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apply effective therapy is a challenge for the healthcare team, as
demonstrated in this report.®” Furthermore, it is essential to highlight
the importance of imaging exams, such as echocardiography and
cardiac magnetic resonance imaging, in the detection of these
tumor masses and in performing endomyocardial biopsies to
establish a histopathological diagnosis.®'>

Conclusion

PCL represents a rare but extremely severe condition,
whose nonspecific clinical presentation and silent progression
make its diagnosis a major challenge.
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As discussed in this report, its multiple manifestations can mask
the true extent of the disease, resulting in a discouraging prognosis.
Cardiac involvement by lymphoma not only compromises organ
function but also exposes the patient to a high risk of lethal events,
such as fatal arrhythmias and critical vascular obstructions.

Given this scenario, the importance of early and thorough
investigation using imaging exams, histopathological aspects,
and immunohistochemical analysis for diagnostic definition is
fundamental. However, as evidenced in the case described, even
with the diagnosis established, therapeutic options may be limited
due to the rapid progression of the disease and the patient’s own
decisions.

Thus, the devastating impact of cardiac lymphoma extends
beyond its physiological repercussions, encompassing therapeutic
limitations and abrupt outcomes, emphasizing the need for
greater medical-scientific attention and understanding for future
approaches to this unusual and fatal entity.
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