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A COMPLETELY REVERSIBLE SEVERE CARDIAC DYSFUNCTION WITH SIGNIFICANT MITRAL INSUFFICIENCY IN HEMOCHROMATOSIS - A CASE REPORT
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Hemochromatosis is an iron-storage disease that affects the heart, pancreas, liver, gonads, and skin. The severity of myocardial involvement is related to the rate and amount of iron deposition in the heart. One-third of patients die from cardiac involvement. Heart transplantation may be considered when the heart involvement is life-threatening.  Female 39-year-old, admitted for invasive cardiovascular diagnostic at 1997. Cardiac symptoms began one month earlier with evidence of congestive heart failure (CHF) and supraventricular arrhythmias. Echocardiography showed normal LVEDD (48mm), slightly enlarged LVESD (42mm) and left atrium (43mm), significant 3+ mitral regurgitation (MR) and severely depressed global LV contractility (EF=15-20%). Left ventriculography showed LV of normal size, EF about 25%, 3rd degree MR. It was indicated operation of mitral valve. In preoperative care raised clinical suspicion on hemochromatosis. It was repeated heart catheterization with endomyocardial biopsy of right ventricle-iron staining was positive. Laboratory tests showed an elevated serum ferritin (4649 ug/L). Operation was postponed. Liver and skin biopsy approved diagnosis of hemochromatosis. Phlebotomies started once a week, in amount of 500 mL with complete medicamentose therapy of heart failure. On folow-up patient was without complaints; echocardiography showed normal LVEF (63%), with no signs of MR. In 2001. repeat heart catheterization showed normal LV size with normal systolic function, and trace of MR.  Early treatment by regular repeat phlebotomies and therapy of CHF in primary hemochromatosis with cardiac involvement should be first strategic therapeutic choice. It may result in improvement of the cardiac function, thus making early diagnosis important.
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