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Case Report
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a therapeutic option, although little used, with only one report of
heterotopic transplantation reported in the literature.

Case Report

The patient is a 50-year-old white female, housewife, born in
the town of São Sebastião, in the state of Alagoas, who was refer-
red to InCor in 1996, complaining of enlargement of the abdominal
volume associated with lower limb edema for 3 years. The patient
reported dyspnea associated with huge ascites, which improved
with relief punctures performed every 20-30 days, even though she
was using diuretics. The patient underwent investigation for hepa-
topathy in the gastroenterology unit of the Hospital das Clínicas.
Once the viral, alcoholic and schistosomal etiologies were excluded,
the patient was referred to InCor with the diagnostic hypothesis of
chronic hepatopathy secondary to right heart failure. On admission,
the physical examination showed significant jugular venous distension,
irregular cardiac rhythm with a blood pressure of 140/80 mmHg,
and heart rate of 80 bpm. Her pulmonary auscultation was normal.
The patient had voluminous ascites with significant lower limb
edema. The electrocardiogram showed atrial fibrillation and right
bundle-branch block. The laboratory tests were normal.

The echocardiogram showed a dilated and hypokinetic right
ventricle, with a diastolic diameter of 3.8 cm, and left ventricular
diastolic diameter and ejection fraction of 4.5 cm and 73%, res-
pectively. The right atrium was enlarged. The pericardium was
thickened with a mild effusion. The atrioventricular valvular filling
was of the protodiastolic type with the E wave greater than the A
wave. The clinical diagnostic hypothesis of severe restrictive cardio-
myopathy with right predominance and significant tricuspid insuf-
ficiency was established.

The patient underwent cardiac catheterization, which showed
coronary circulation without obstructive lesions, a normal left ven-
tricle, and loss of the right ventricular intracavitary geography
and amputation of the right ventricular trabecular region, suggesting
the diagnosis of right ventricular endomyocardial fibrosis.

As the patient remained symptomatic with refractory ascites,
requiring relief punctures every 15 days, surgical treatment was
chosen, with resection of the right ventricular endomyocardial
fibrosis and DeVega tricuspid valve annuloplasty.

The anatomicopathological examination of the surgical speci-
men confirmed the clinical and surgical impression, revealing “dense
fibrosis of the endocardium, with a band containing neoformed
vessels and calcified areas, an aspect compatible with endomyo-
cardial fibrosis”.
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Endomyocardial fibrosis is a common disease in tropical coun-
tries, particularly Uganda and Nigeria. It may affect the right
and left ventricles, creating restrictive heart failure, which, in
addition to the classical symptoms, manifests as ascites dispro-
portional to peripheral edema. We report the case of a female
patient with endomyocardial fibrosis refractory to clinical treat-
ment, who underwent surgical treatment with clinical improve-
ment for a short period. Three months after the surgery for
resection of the endomyocardial fibrosis and tricuspid valvulo-
plasty, the disabling symptoms reappeared. Then the patient
underwent bicaval orthotopic heart transplantation, which had
a good clinical outcome. This was the first case of heart trans-
plantation for the treatment of endomyocardial fibrosis, which
proved to be a promising alternative.

Endomyocardial fibrosis is a common form of heart disease in
tropical countries, such as Uganda 1 and Nigeria 2, and a lower
incidence of it may be found in subtropical and tropical regions,
such as Brazil, India, Colombia, and Sri Lanka. It is more common
in the underprivileged population. It may affect the left ventricle
alone (40% of cases), the right ventricle alone (10%), or both
(50%) 3. In the 2 latter situations, manifestations of right heart
failure predominate. Clinically, the patients have huge ascites,
little or no peripheral edema, even when left heart failure predo-
minates. Patients with huge ascites are usually hard to clinically
control and only slightly responsive to diuretics 4. Some authors
have suggested the existence of an inflammatory component in
the formation of ascites 5. Approximately 60% of the patients
have eosinophilia 6 in the peripheral blood, which may be related
to parasitic infestation.

The clinical treatment is symptomatic and offers little satis-
faction 7. When the disease reaches a more advanced stage,
surgery provides symptomatic improvement, being then, the treat-
ment of choice 3. The best surgical results are obtained when the
manifestations of left heart failure predominate 2,8,9. The advanced
disease has a poor prognosis, with a 2-year mortality rate ranging
from 35 to 50% 10. In those cases, heart transplantation may be
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The patient evolved uneventfully in the immediate postoperative
period, but, 3 months after the procedure, the huge ascites resu-
med. On August ‘97, the patient sought the emergency unit with
an exteriorized abdominal hernia and a great flow of ascitic fluid.
The patient remained refractory to clinical treatment, with ascites,
congestive hepatomegaly and fatigue on minimum exertion, being
then referred for heart transplantation assessment.

On that occasion, the echocardiogram evidenced a left ventri-
cular ejection fraction of 69%, left atrium of 48 mm, and moderate
mitral insufficiency. The right ventricle had hyperechogenic ima-
ges, suggesting filling due to fibrosis and important tricuspid insuf-
ficiency on Doppler. On radionuclide ventriculography, the left
ventricular ejection fraction was normal (55%), and the right ventri-
cular ejection fraction was moderately depressed (36%). The car-
diopulmonary test showed maximum oxygen consumption (VO2) of
9.4 mL/kg/min. A new cardiac catheterization showed the following:
no obstructive lesions in the coronary circulation; severe tricuspid
insufficiency; mild mitral insufficiency; loss of the right ventricular
intracavitary geography and amputation of the right ventricular tra-
becular region; an image suggestive of a fibrotic band in the left
ventricular apex; and pericardial effusion. Cardiac output was
3.8 L/min, systemic vascular resistance was 1368 dyna/seg/cm-5,
pulmonary vascular resistance was 224 dyna/seg/cm-5, and the
cardiac index was 2.4 L/min/m2.

The liver tests were normal and the abdominal ultrasonography
evidenced signs of congestive hepatomegaly. Heart transplantation
was indicated.

On May 15, 2000, the patient underwent bicaval orthotopic
heart transplantation, whose postoperative complications were
bleeding and pneumonia. She evolved satisfactorily, and received
cyclophosphamide, azathioprine, and prednisone for rejection pro-
phylaxis. The first endomyocardial biopsy (05/23) was zero degree,
and the second biopsy (06/12) was 3A degree, and the patient
was treated with prednisolone pulse for 3 consecutive days.

Currently, the patient’s evolution is clinically satisfactory, with
complete regression of the symptoms and ascites.

Discussion

Endomyocardial fibrosis is a rare disease in our country. Clinical
treatment is indicated for less symptomatic patients, and the surgi-
cal treatment is indicated for more advanced stages (NYHA func-
tional classes III and IV) 9. The results are somewhat encouraging,
mainly in patients with advanced disease and greater impairment
of the right ventricle, such as in our patient.

The surgical results reported in the literature show an early
mortality rate after surgery ranging from 4.6% to 18% 11,12 and a
late mortality rate of 18% 11. The maintenance of clinical symp-
tomatology after surgery for resecting endomyocardial fibrosis in
our patient may be attributed to the progressive characteristics of
the disease, with continuation of the fibrotic myocardial infiltration
and appearance of postoperative tricuspid insufficiency.

The Brazilian experience with 798 patients referred for heart
transplantations comprises 407 patients with idiopathic dilated
cardiomyopathy, 196 with ischemic heart disease, 117 with
Chagas’ disease, 29 with heart valvular disease, 14 with congenital
heart diseases, 12 with peripartum heart disease, 7 with hyper-
trophic heart disease, 5 with restrictive heart disease, 4 with
alcoholic heart disease, 1 with heart disease due to drug abuse,
and 6 retransplantations 13. No report on patients with endomyo-
cardial fibrosis exists.

This case report stresses the need for careful clinical assess-
ment of hepatic function in patients with right heart failure due to
congestive hepatopathy secondary to heart disease, which may
limit the receptor’s survival and greatly increase the surgical risk.
In these cases, simultaneous heart-liver transplantation, which is
not routinely performed in our country, may be indicated.

The patient’s clinical condition significantly improved after
transplantation, but she still requires diuretics to control her ab-
dominal volume.

In conclusion, heart transplantation may be an alternative for
treating patients with endomyocardial fibrosis in advanced stages.

1. Freers J, Ziegler J, Mayanja-Kizza H, et al. Echocardiographic diagnosis of heart
disease in Uganda. Trop Doc 1996; 26:1-4.

2. Valiathan, MS. Endomyncardial fibrosis. Natl. Med, J. India 1993;6.212.
3. Child JS, Perlaff JK. The restrictive cardiomyopethies. Cardiol. Clin 1988; 6:289.
4. Spyrou N, Foale R. Restrictive cardiomyopathies. Curr. Opin. Cardiol 1994; 9:344.
5. Freers J, Mayanja-Kizza H, Rutakingirwa M, et al. Endomyocardial fibrosis: why

is there striking ascites with little or no peripheral oedema? Lancet 1996; 347: 197
6. Rutakingirwa M, Ziegler JL, Newton R, et al. Poverty and eosinophilia are risk fac-

tors for endomyocardial fibrosis (EMF) in Uganda. Trop Med Int Heath 1999; 4:
229-35.

7. Mady C, Barretto AC, Mesquita ET, et al. Maximal functional capacity in patients
with endomyocardial fibrosis. Eur. Heart J 1993;14:240-242.

8. Oliveira SA, Barretto ACP, Mady C, et al. Surgical treatment of endomyocardial
fibrosis: A new approach. J. Am. Coll. Cardiol. 1990;76:1246.

9. Mady C, Barretto ACP, Oliveira SA, et al. Effectiveness of operative and nonopera-
tive therapy in endomyocardial fibrosis. Am. J. Cardiol. 1989; 63:1281-1282.

10. Barretto AC, Luz PL, Oliveira SA, et al. Determinants of survival in endomyocar-
dial fibrosis. Circulation 1989; 80: 177-182.

11. Moraes F, Lapa C, Hazin S, et al. Surgery for endomyocardial fibrosis revisited.
European J. Cardiothoracic Surg. 1999; 15: 309-313.

12. Oliveira AS, Dallan LAO, Barreto ACP, et al. Cirurgia da Endomiocardiofibrose com
Preservação das Valvas Atrioventriculares. Arq. Bras. Cardiol.1996; 67: 289-294.

13. Bocchi EA, Fiorelli. The Brazilian Experience with Heart Transplantation: A Multi-
center Report. T. J. Heart Lung Transplant. 2001; 20: 637-645.

References


