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INTRODUCTION

Systemic lupus erythematosus (SLE) is a systemic
inflammatory disease secondary to an autoimmune response
that is characterized by the deposition of immune complexes
that activate complement and cause tissue damage. The
American College of Rheumatology (ACR, American
College of Rheumatology) in 2012 established the new
diagnostic criteria for SLE, identifying 17 criteria of which at
least 4 must be met (at least one clinical, and one
immunologic) or lupus nephritis as the sole criterion in the
presence of antinuclear antibody (ANA) or double-stranded
anti-DNA for diagnosis.*

The incidence of SLE varies from 1 to 25/100,000 persons in
America and Europe. The incidence and prevalence of SLE
in Latin American countries is not well known, but it would
appear that the disease presents at younger ages, with greater
frequency and severity in the mestizo population of Latin
America, which is believed to be due to the genetic
component due to the European and Amerindian ancestry of
this population. Regarding the age of disease presentation,
60-70% of patients develop SLE between the ages of 16 and
55 years, approximately 15% before the age of 15 years and
15% after the age of 55 years.'?

CARDIAC ALTERATIONS

Cardiovascular and cerebrovascular disease

The prevalence of cardiovascular pathologies in patients with
a diagnosis of Systemic Lupus Erythematosus Erythematosus
is estimated at 6-8%, cerebrovascular pathologies at 3-15%8
and approximately 40% of patients with SLE have sustained
hypercholesterolemia within 3 years of diagnosis. SLE
presents a bimodal pattern of mortality: initially, death due to
the same pathology or sepsis and in a second stage, after 5
years, due to complications of atherosclerotic pathology as
the main cause. 3*

Vascular disease

In SLE as in other rheumatologic or autoimmune diseases, it
is well known that they present accelerated atherosclerosis,
showing a progression rate more than double that of non-
lupus patients, being directly related to advanced age at the
time of diagnosis, time of disease evolution and
homocysteine levels.>®

In SLE there is an increase in cholesterol deposition in
smooth muscle cells mediated by the presence of immune
complexes loaded with low density lipoprotein (LDL)
cholesterol, in addition to the fact that these immune
complexes inhibit the enzyme cholesterol 27-hydroxylase,
thus decreasing the elimination of cholesterol from the blood
vessel wall. In addition, interleukin 6 (IL6) and anti-
lipoprotein lipase (LPL) antibodies, which are increased in
this disease, inhibit this enzyme, generating an atherogenic
lipid profile, with elevated LDL cholesterol, very low density
lipoprotein (VLDL), triglycerides and decreased high density
lipoprotein (HDL) cholesterol.”8*

Patients with SLE generally have traditional risk factors for
atherosclerosis such as: age, sex, family history,
dyslipidemia, arterial hypertension, diabetes, smoking,
sedentary lifestyle, among others; but present non-traditional
factors specific to the disease such as: the use of
corticosteroids, elevated levels of C-reactive protein (CRP),
complement  activation,  antiphospholipid  antibodies
including beta 2-glycoprotein 1, antibodies against oxidized
LDL, among others.'%*

PERICARDITIS AND PERICARDIAL EFFUSION

Pericarditis was the first known cardiac manifestation of SLE
and has also been referred to as one of the most frequent
complications. Let us not forget that one of the diagnostic
criteria of SLE is serositis, so we must take this pathology
into account when we are faced with a patient with pericardial
effusion or pericarditis. The prevalence of pericarditis as a
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manifestation of SLE is 12-48% in adults and 5-25% in
children, and up to 70% may be accompanied by pleuritis.*

The clinical presentation usually coincides with an active
phase of lupus, although pericardial manifestations have been
observed in patients with SLE in an inactive phase, and it is
observed as an initial manifestation of the disease in only 1%
of patients. As with pericarditis due to other causes, the main
symptom is pain, which improves with prone decubitus, of
prolonged duration of hours to days, with general symptoms
such as fever and malaise, presenting pericardial rub with
effusion or pericardial thickening by echocardiography.
Cardiac tamponade is an infrequent event, its incidence is
estimated at less than 1%, although in small or selected series
it may be higher.*?

In order to determine the frequency and clinical correlations
of asymptomatic pericardial effusion in lupus patients with
echocardiography and electrocardiography, a study was
published in 2009 in the journal Lupus in which a series of 50
patients with SLE was evaluated. It was found that 24% had
pericardial effusion and 34% had hypoalbuminemia. Patients
with pericardial effusion had lower serum albumin level
(p<0.001), higher incidence of proteinuria (p=0.003), higher
C-reactive protein (CRP) level (p=0.036) and higher
pulmonary artery systolic pressure (p=0.011), tending to have
a higher incidence of PR segment depression (p=0.082)
compared to those without pericardial effusion.™

MYOCARDITIS

Clinically, myocardial involvement is not as frequent as
pericardial disease, although autopsy studies show
inflammatory changes in the myocardium in up to 57% of
cases. Myocardial involvement by lupus can evolve acutely
or chronically to dilated cardiomyopathy, with its respective
complications such as heart failure, low cardiac output,
conduction disturbances and atrial or ventricular arrhythmias.
It should be noted that in patients with lupus there may be
myocarditis  secondary to cardiotoxicity due to
hydroxychloroquine or to a viral etiology due to the
immunosuppression of these patients, making the differential
diagnosis difficult. In symptomatic patients (7-10%), it may
manifest with sinus tachycardia, fever, palpitations, chest
pain and findings typical of heart failure. 1

In the electrocardiogram it is common to find repolarization
alterations, with nonspecific ST segment and T wave
changes, heart block and, if there is associated pericardial
effusion, a low voltage electrocardiographic trace can be
seen. In the echocardiogram, abnormalities in the systolic or
diastolic motion of the cardiac walls may be found diffusely,
with decreased ejection fraction and dilatation of cavities.
Histological findings consist of interstitial and perivascular
mononuclear infiltrate, fibrosis and myocyte degeneration,
nonspecific findings that can also be found in viral
myocarditis. Biopsy, being quite nonspecific in most cases, is
meaningless to perform. When myocardial involvement is

severe and decompensates the patient, putting his life at risk,
treatment with high-dose corticosteroids together with
immunosuppressants is justified.'®

VALVULAR INVOLVEMENT

Valvular involvement in SLE is one of the most frequent and
clinically important forms of cardiac manifestations. 40-60%
of SLE patients have cardiac valvular alterations
demonstrated by echocardiography, while in autopsy studies
the frequency varies between 13-74%. Valvular lesions are
frequently reported in patients with antiphospholipid
syndrome, independent of the presence or absence of SLE.
Valvular lesions most frequently affect the aortic and mitral
valves, and the most frequent is thickening, leading to
stenosis and insufficiency, as well as the formation of
vegetations of various sizes that contribute to the functional
alteration of the valvular apparatus.

Libman-Sacks endocarditis, described in 1924, is the most
characteristic lesion at the valvular level and corresponds to
the formation of large sterile vegetations. The
pathophysiology consists of the sterile deposit of immune
complexes in the left valves (aortic and mitral), which
generates insufficiency or, less frequently, stenosis.

Libman-Sacks vegetations can be flat or coliform, sessile or
pedunculated, and can usually measure between 1 and 4 mm.
They preferentially adhere to the ventricular side of the mitral
valve, either at the commissures, leaflets, chordae tendineae
or papillary muscles. These lesions are generally
asymptomatic and rarely generate audible murmurs;
however, due to their location, they present an increased risk
of generating embolisms to the central nervous system.*’

The most frequent findings in these patients are: valvular
thickening (51%), vegetations (43%), valvular regurgitation
(25%) and stenosis (4%). The combined incidence of stroke,
embolism, heart failure, infective endocarditis and the need
for valve replacement was 22% in patients with abnormal
TEE versus 8% with negative TEE. As this "aseptic"
endocarditis favors the superimposition of infective
endocarditis, antibiotic prophylaxis is suggested in
predisposing situations.*®

Treatment of valvular and endocardial lesions may require
surgery in case of significant hemodynamic compromise,
which occurs in less than 3% of individuals.

It is important to mention that prolonged treatment with
corticosteroids and the immunosuppressive treatment that
patients with SLE often receive to control the disease
generate a state of immunosuppression that predisposes to
infections, facilitating bacteremia and increasing the
probability of suffering infective endocarditis.*®

CONCLUSIONS

SLE can cause damage at any level of the cardiovascular
system. Pericarditis is the classic element of the disease and
constitutes a diagnostic criterion of SLE. Heart disease can
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occur in patients with an already established diagnosis, it may
be the initial manifestation in some of them or the adverse
effect of any of the drugs used for their treatment. Therefore,
most SLE patients develop some type of heart condition
during their lives. An adequate knowledge of this pathology
and its cardiovascular affections is essential to ensure early
and accurate care in patients with this disease.
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