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What is new? 

Definition 



One name, many disease… 

-More than 30 different types of Amyloidosis (each due to a specific protein) 

-Cardiac Amyloidosis: AL + ATTr (up to 95%) 



A restrictive cardiomyopathy? 





What is new? 

Epidemiology 



Increased awarness on Cardiac Amyloidosis 

2005 



Epidemiologia e prevalenza: 

l’amiloidosi è una patologia rara o poco diagnosticata? 

True prevalence Diagnosed prevalence 

Ideal Prevalence 

True

Diagnosed

Suspected Prevalence 

True Diagnosed

Challenging diagnosis 

Fragmented knowledge among different specialists 

Shortage of centers dedicated to disease 

management 

Erroneous belief of rarity, incurability and complexity 



What is new? 

Clinical Presentation 



Clinical Scenarios - Cardiac Red Flags 

-HFpEF 

-HCM/LVH 

-Aortic Stenosis 

-Arrhythmias (AVB, AF) 

-Syncope, orthostatic hypotension  
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Limongelli et al. 2019 

“Prevalence of specific disease was higher: 

-in infants (78%; i.e. Pompe, RAS-Mapk)  

-in adults >55 years old  (58%; Amyloydosis & Fabry) 
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When to suspect cardiac 

amiloydosis? 

Red Flags 



Here, we provide a multiparametric 

echocardiographic approach for the 2 challenging 

clinical scenarios of patients with systemic AL 

amyloidosis or a hypertrophic phenotype.  

 

By using highly sensitive and highly specific cutoffs 

in patients with systemic AL amyloidosis, 

amyloidosis can be excluded or confirmed in 50% of 

patients without the 

need for further tests.  

 

In patients with a hypertrophic 

phenotype, highly specific or highly sensitive cutoffs 

can be used to guide the diagnostic algorithm, avoid 

unnecessary tests, and limit the time to diagnosis 





Validation Cohort  

(n=152) 

≥8 0-1 

19/50 patients (38%) 

 

Se 38% (25-53%) 

Sp 99% (95-100%) 

PPV 95% (72-99%) 

NPV 77% (73-80%) 

PA 79% (72-85%) 

27/50 patients (54%) 

 

Se 54% (39-68%) 

Sp 58% (48-68%) 

PPV 39% (31-47%) 

NPV 72% (65-78%) 

PA 57% (48-64%) 

4/50 patients (8%) 

 

Se 8% (2-19%) 

Sp 42% (32-52%) 

PPV 6% (2-15%) 

NPV 48% (42-54%) 

PA 31% (24-39%) 

2-7 

25/152 patients (16%): Severe Aortic Stenosis 

25/152 patients (16%): Hypertensive Remodeling 

52/152 patients (34%): Hypertrophic Cardiomyopathy 

50/152 patients (33%): Cardiac Amyloidosis 

IWT Score (0-10 Points) 

Parameters Cut-Off Points 

RWT >0.6 3 

E/e’ >11 1 

TAPSE, mm ≤19 2 

GLS, % ≥-13  1 

SAB >2.9 3 IWT Score 
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What is new? 

Imaging 



Perugini et al, J Am Coll Cardiol 2005;46:1076–84 

TcDPD Scintigraphy 
A B C D 

Normal control AL Amyloidosis ATTR Amyl wtTTR 
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Diagnostic Pathway 

Position Paper Amy 2021 
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Bone 

&  

Blood  

HF Guidelines 2021 
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What next? 



What is new? 

Management 







TAKE HOME 









 


