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Severe Right Heart Failure Due
to the Combination of Ebstein’s
Anomaly and Pericardial Constriction

To the Editor,

We present the case of a 52-year-old male,
smoker who drinks approximately 60 g of alcohol
daily and is under observation for atrial fibrillation
and an Ebstein anomaly that was causing massive
tricuspid regurgitation (TR) and right heart failure
(RHF), treated with diuretics. He was admitted due
to a notable clinical worsening with severe ascites.
A chest radiograph showed the presence of a left
pleural effusion (Figure 1A) and the lateral view
demonstrated a sharp line of pericardial calcification,
indicating pericardial constriction (Figure 1B,
arrow).

The pleural effusion proved to be transudative.
Following multiple recurrences, a permanent
intrapleural catheter was placed to drain the effusions
as needed. Analysis of the ascitic fluid indicated
that portal hypertension had caused the ascites.
Although RHF could have caused it, we first had
to ensure that it was not due to cirrhosis. The liver
examination using ultrasound and fibroscan was
inconclusive, and the laboratory tests (hemoglobin,
platelets, creatinine, proteins, coagulation study,
transaminases, and bilirubin) came back normal.
Lastly, a transjugular liver biopsy showed that it
was cirrhosis. The etiological study found no other
causes in addition to those proposed a priori (alcohol
and congestion), and the clinical, histopathological,
and laboratory data indicated that congestion was
the primary cause.!

The echocardiogram still indicated a diagnosis
of Ebstein anomaly, and underlined its functional

Figure 2. Multislice computerized tomography showing pericardial
calcification around the severely dilated right chambers (arrow), insertion
under the septal tricuspid valve (SV) and a long anterior tricuspid valve (AV)
adhered to the free wall of the right ventricle.

repercussions, the massive TR, and consequent right
heart overload, which hindered the evaluation of
echocardiographic signs of pericardial constriction.
The multislice computerized tomography provided
an anatomical definition of the Ebstein anomalies,
and revealed extensive calcification of the
right pericardium? (Figure 2). During the heart
catheterization, coronary disease was ruled out

Figure 1. Thoracic radiographs.
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and we performed the hemodynamic diagnosis of
constriction.?

After discussing the various treatment options,
we proposed tricuspid repair with a right
pericardiectomy.>® If the ascites is caused by the
RHF, a class A-6 cirrhosis on the Child-Pugh scale
would imply an acceptable surgical risk. However, if
cirrhosis was the cause, class B-9 on the Child-Pugh
scale would imply a high-risk procedure.* Even so, a
Model for End-Stage Liver Disease (MELD) score
of 8 meant an improved prognosis.’

The patient’s initial postoperative evolution
was favourable, but RHF worsened on day 6. The
echocardiogram showed severe residual TR and a
large clot that was compressing the right ventricle.
After another intervention, the patient’s progress
was slow. First, he suffered from hepatorenal
syndrome requiring hemodialysis. He then had
severe pulmonary sepsis that triggered death of the
patient 1 week after the second procedure.

Ebstein anomalies and pericardial constriction
can be considered as rare diseases.>? It is extremely
rare for both conditions to simultaneously appear
in one patient. Symptoms are not sufficient to
be able to diagnose the 2 conditions, requiring
imaging tests and hemodynamic data. Cardiac
cirrhosis intensifies the clinical manifestations of
RHF and complicates patient care.' Both tricuspid
valve surgery® and pericardiectomy® have high
mortality rates. Morbidity after cardiovascular
surgery is much higher if the patient has cirrhosis,
and the prognosis is influenced by the functional
state of the liver disease. Although the Child-
Pugh classification system is very useful for this
objective,* the MELD score has also been used in
recent years, and its value has been demonstrated
in tricuspid valve surgeries.’

Juan L. Bonilla-Palomas, Amador Lépez-Granados,

Antonio L. Gamez-Lépez and José M. Arizén del Prado
Servicio de Cardiologia, Hospital Universitario Reina Sofia, Cérdoba,
Spain

REFERENCES

1. Naschitz JE, Slobodin G, Lewis RJ, Zuckerman E, Yeshurun D.
Heart diseases affecting the liver and liver diseases affecting the
heart. Am Heart J. 2000;140:111-20.

2. Maisch B, Seferovi PM, Risti AD, Erbel R, Rienmiiller R,
Adler Y, et al. Guidelines on the diagnosis and management
of pericardial diseases. Executive summary. Eur Heart J.
2004;25:587-610.

3. Smith SC, Jacobs AK, Adams CD, Anderson JL, Antman EM,
Buller CE, et al. ACC/AHA 2008 Guidelines for the management
of adults with congenital heart disease. A report of the American
College of Cardiology/American Heart Association. J Am Coll
Cardiol. 2008;52:¢143-263.

4. Hayashida N, Shoujima T, Teshima H, Yokokura Y, Takagi K,
Tomoeda H, et al. Clinical outcome after cardiac operations in
patients with cirrhosis. Ann Thorac Surg. 2004;77:500-5.

Letters to the Editor

5. Ailawadi G, LaPar DJ, Swenson BR, Siefert SA, Lau C, Kern
JA, et al. Model for end-stage liver disease predicts mortality for
tricuspid valve surgery. Ann Thorac Surg. 2009;87:1460-8.

6. Ling LH, Oh JK, Schaff HV, Danielson GK, Mahoney DW,
Seward JB, et al. Constrictive pericarditis in the modern
era: evolving clinical spectrum and impact on outcome after
pericardiectomy. Circulation. 1999;100:1380-6.

Rev Esp Cardiol. 2010;63(12):1510-6 1511



