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BACKGROUND. Tafamidis is a kinetic stabilizer of transthyretin (TTR) that prevents tetramer dissociation and amyloidogenesis

in patients with TTR amyloid cardiomyopathy (ATTR-CM), resulting in delayed disease progression. However, the
endomyocardial effects of tafamidis are still unknown.

Figure 1. A) Classification based on clinical response: a threshold of -30% baseline in standardized uptake value (SUV) retention index distinguishes
between ATTR-CM patients who respond clinically and those who do not respond. B) Change in serum NT-proBNP level from baseline for each cohort.
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OBJECTIVES. We aimed to investigate the effects of tafamidis on the quantification of myocardial amyloid deposition

measured by myocardial standardized uptake value (SUV) peak and SUV retention index and to observe their association
with clinical parameters.
METHODS. Twenty ATTR-CM patients who received a daily dose of tafamidis 61 mg over a six-month period underwent serial

quantitative single photon emission computed tomography (SPECT/CT) of the thorax.
Table 1. Baseline and follow-up characteristics of ATTR-CM patients after six months of tafamidis treatment.

RESULTS. Main results are presented in Table 1. In brief, we observed a significant reduction in myocardial SUV peak (mean, baseline (BL): 15.50

vs. follow-up (FU): 11.61, p<0.001) and SUV retention index (mean, BL: 5.64 vs. FU: 3.58, p=0.001) after treatment with tafamidis (Figure 1A). In
addition, a higher percentage decrease in the SUV retention index is more likely to be associated with clinical benefit, with a threshold of -30%
distinguishing between patients who respond clinically (n=12) and those who do not (n=8, Figure 1B). Clinical response was reflected in
improvements in exertional dyspnea (NYHA class III, BL: 83.3% vs. FU: 41.7%, p=0.047), functional capacity as measured by 6-minute walk
distance (mean, BL: 349.5m vs. FU: 356.7m, p=0.736), and serum NT-proBNP levels (median, BL: 2765.0 pg/mL vs. FU: 1904.0 pg/mL, p=0.041;
cohort comparison: p=0.026, Figure 1C). Echocardiographic findings showed improvements in left ventricular (LV) strain (mean, BL: -12.0% vs.
FU: -13.5%, p=0.049) and LV ejection fraction (LVEF, mean, BL: 48.5% vs. FU: 52.7%, p=0.287) in the responder cohort, while significant
worsening of LV function (LV strain, mean, BL: -13.9 vs. FU: -10.5, p=0. 035; LVEF, mean, BL: 53.2% vs. FU: 46. 5%, p=0. 012) and RV function
measured by tricuspid systolic excursion (TAPSE, mean, BL: 19.2mm vs. FU: 12.6mm, p=0.037) was observed in the non-responder cohort. These
results are consistent with changes in the LV and RV function in cardiac magnetic resonance imaging parameters in each of the two cohorts.
CONCLUSION. Treatment with tafamidis in ATTR-CM patients results in a significant reduction in myocardial amyloid deposition as measured by

the SUV retention index, with a threshold of -30% distinguishing between patients who respond clinically and those who do not. However, a
larger patient sample is needed to verify these results.
NHYA indicates New York Heart association; NT-proBNP, N-terminal prohormone of brain natriuretic peptide; SUV, Standardized uptake value; LA, Left atrium; RA, Right atrium; LV Left ventricle; RV, Right ventricle;
TAPSE, Tricuspid annular plane systolic excursion; CMR, Cardiac magnetic resonance imaging; MOLLI-ECV, Modified look–locker inversion recovery sequence derived extracellular volume. Values are given as mean ±
standard deviation (SD), or median and interquartile range (IQR), or total numbers (n) and percent (%). Bold indicates p <0.05.
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