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Repair of Ebstein’s anomaly in adult.
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Introduction:

Ebstein’s anomaly (EA) is a rare form of congenital heart defects accounting for an incidence of one per
200,000 live births, this represents less than 1% of all congenital heart anomalies. (1) It was described

in 1866, by Wilhelm Ebstein in a 19-year-old patient's autopsy complaining of palpitations and dyspnea.

We report a newly diagnosed 60-year-old patient with this condition, who presented with complaints of
exertional dyspnea, swelling of legs and abdomen. Physical exam showed HR 100/min, engorged

systemic veins, pedal edema, and massive ascites. Chest x-ray showed cardiomegaly and bilateral
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pleural effusion. ECG of the patient revealed atrial flutter. Echocardiography revealed displacement of
the septal and posterior leaflets of the tricuspid valve with severe tricuspid regurgitation, massive right
atrial enlargement and small RV almost filled with calcium, with severely reduced function. Pt was
operated upon with bicaval cannulation, and cardioplegic arrest. The RV was debulked of calcium taking
care to not cause a VSD or inferior wall tear. The Tricuspid valve was repositioned and repaired with an
annuloplasty ring. Post operatively hemodynamics improved with no TR. Pt was discharged home on the
4th post operative day. Pt was placed on diuretics, beta blockers and oral anticoagulation. 6 months

post operative, he attends the clinic, with no ascites and much improved exercise tolerance.
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Figure 1: Depiction of anatomy in our patient
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Figure 2: Pre operative Echocardiogram showing displaced valve and obliterated RV cavity.

Figure 3: Intra op view of RV cavity filled with calcification

Figure 4: Post op echo demonstrating cleared RV and repositioned Tricuspid valve.
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Discussion

Ebstein’s anomaly is characterized by atrialization of the right ventricle with a distinguishing feature of

apical displacement of the septal leaflet 2 8 mm/m?2 body surface area. (2)

The Carpentier classification follows: Type A, minimal displacement of septal leaflet attachment with
small atrialized RV; Type B, moderate displacement of septal leaflet attachment with large atrialized RV;
Type C, important displacement of septal and posteroinferior leaflet attachment with non-atrialized or
dyskinetic atrialized RV, restrained anterior leaflet motion, and short chords; and Type D, tricuspid

sack.

Sudden cardiac death is one of the serious consequences from EA. (1, 3, 4) attributed to ventricular

tachycardia, pulmonary stenosis, and presence of heart failure.

Conclusion

Our patient is unique, due to the buildup calcium in the RV cavity. No guidelines exist for management
of adult patients with EA. Even though surgical repair in adult is debated, in view of our patient’s severe
symptoms and hemodynamic instability, we decided that debulking the RV of the calcium would be

lifesaving. Our case offers scope for role of surgery for EA in adult.
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