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Introduction: familial amyloid polyneuropathy (FAP) is a genetic disorder characterized by amyloid deposits in multiple organs. Myocardial amyloid infiltration results in diastolic dysfunction and subclinical changes in systolic function, better assessed by myocardial deformation parameters. Liver transplantation (LT) inhibit liver production of abnormal protein and prevent disease progression. However, its impact on myocardial deformation has never been assessed.
Objective: To evaluate the impact of LT in global myocardial deformation parameters depicted by speckle-tracking echocardiography in patients with FAP.
Methods: Prospective study of patients with FAP undergoing LT. Global longitudinal strain (GLS) and global longitudinal systolic (GLSR-S), protodiastolic (GLSR-E) and end-diastolic (GLSR-A) strain rate were evaluated prior to surgery and repeated at least 1 year thereafter.
Results: Eighteen patients (66.7% female; 39 ± 7 years) with FAP undergoing LT were included. At baseline the neurophysiological median score was 5 [Interquartile range (IQR): 0-14]. All patients had mild neurological symptoms, but none exhibited cardiovascular symptoms. The severity of neurological involvement correlated with the GLSR-S impairment (Pearson R: 0.49, P=0.042). Sixty seven percent of patients had significantly improvement of GLS 3.5 years (median) after LT (post-LT: -18.9 ± 3.0% vs. pre-LT: -17.4 ± 2.4%; p = 0.05). There was consistency between GLS variation and the improvement of the other deformation parameters (GLSR-S variation: Pearson r=0.66, P=0.003; GLSR-E variation: Pearson R=-0.55, P=0.019; GLSR-A variation: Pearson R=-0.55, P=0.017). Variation of myocardial deformation did not depend on age, duration of symptoms or severity of neurological involvement.
Conclusion: Patients with FAP have subclinical changes in systolic function assessed by myocardial deformation analysis, which correlates with the neurological involvement of the disease. After LT, changes in myocardial deformation tend to be reversed.


