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33 % des patients en FA au moment du diagnostic d’amylose TTR

Jusqu’a 7 patients sur 10 en FA

Table 2 Prevalence of AF in AL and TTR amyloidosis in most recent studies

Study, date

Population

Overall prevalence

Longhi et al., 2015°°

Mints et al., 201823

Sanchis et al., 201 g'®
Martinez-Maharro et af., 201 g'8
Mitrani et al., 20207

Donellan et al., 2020%%

N = 262

123 AL, 94 hTTR, 45 witTTR 15%
M = 146 wilTR F0%a
N = 238,115 AL, 97 wiTTR, 26 hTTR 445%a
N = 324, 166 TTR, 155 AL

N =290 TTR ¥5%
N = 265, 205 wt, 60 vTTR 69%

Prevalence in TTR Prevalence in AL
i

9%

26%

14%

AL, immunoglobulin light chain amyloidosis; TTR, transthyretin; vTTR, variant transthyretin; w'ITR:WypE transthyretin.

ESC Heart Failure 2022: 9: 11-20
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Thromboembolic and bleeding risk in cardiac amyloidosis

Marco Tana’? | Claudio Tana® | Davide Rossi®® | Cesare Mantini? |

201 hATTR)

Sabina Gallina®® | Fabrizio Ricci®®®” | Ettore Porreca’?
TABLE 2 Thromboembolic risk in cardiac amyloidosis: summary of clinical studies.
Study Population Thromboembolic event ncigence Risk factors
Feng et al. [9], 2007 M = 116 autopsies (55 AL; Intracardiac thrombi at 33% AF, AL subtype
55 wtATTR; 4 AA) autopsy
Feng et al. [10], 2009 N =158 (73 ATTR: 3 AA) Intracardiac thrombi by Echo 279% LW diastolic dysfunction,
blunted LAA velocity,
AF, AL subtype
MMartinez-Maharro et al. N =324 (166 ATTR; 155 AL) Intracardiac thrombi by CMR &% Biventricular systolic
[13], 2019 dysfunction, atrial
dilatation, higher ECWV,
AF, AL subtype
El-Am et al. [12], 2019 M =58 (29 AL; 25 wtATTR; Intracardiac thrombi by Echo 28% AF, AL subtype
4 hATTR)
Mitrani et al. [41], 2021 N =290 (ATTR) Ischemic stroke, n = 2; &% AF, labile INR
minor stroke, n = 8
Cappelli et al. [15], 2021 N =262 (134 AL; 73 hATTR; Stroke, n = 21; minor stroke, 8% AF, LVEF <50%, CHADS-
199 wtATTR) n = 8; WVASc score >2, CKD
Bukhari et al. [42], 2021 M= 168 (68 wtATTR; Stroke, n = 18; minor stroke, 36% WWtATTR; AF, LAVI, CHADS-WVASCc
77 controls) n = 4; control score =>2; LV diastolic
oup dysfunction
Vilches et al. [14], 2022 MN=1191 (290 wtATTR; Stroke, n = 41 3 AF, prior stroke, LV diastolic

dysfunction

Al amyloid A; AF, atrial fibrillation; AL, light-chain; ATTR, transthyretin; CHA:DS:-VASc, Congestive heart failure, Hypertension, Age =75 years
{(doubled), Diabetes mellitus, prior Stroke or TIA or thromboembolism (doubled), Wascular disease, Age &5 to 74 years, Sex category; CKD, chronic kidney
disease; CMR, cardiac magnetic resonance; Echo, echocardiography; ECV, extracellular volume; hATTR, hereditary transthyretin amyloidosis; INR,
international normalized ratio; LAA, left atrial appendage; LAVI, left atrial volume index; LW, left ventricle: L\VEF, left ventricle ejection fraction; wtATTR,
wild-type transthyretin amyloidosis.
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No Association Between CHADS-VASC

Score and Left Atrial Appendage —
Thrombus in Patients With FA OAC

Transthyretin Amyloidosis

FIGURE 1 LAA Thrombus, Anticoagulant Use, and LAA Emptying Velocity According to CHADS-VASc Score
A CHADS-VASCc
i 2 = 4 5 (=] 7 (=5
value
LAA Thrombus 2 (6726) 6 (4325) 14 5 (25%6) 2 (17%a) 1 (826) o 0.14
(399%5)
LAA Emptying 15+7 21+10 18+8 36x+26 217 22+12 39+18 0.8
velocity {(cm/s)
Anticoagulation 3 (1L00%s) 10 26 17 10 7 (58%6) 2 (67%) 0.86
(7196) (7296) (85%46) (83926)
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J0
&0
50
40
30
20
) . I l
. L]
1 2 3 4 5 6 7
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(A) The frequency of LAA thrombus, anticoagulant use and LAA emptying velocity according to CHADS-VASC score is shown. (B) Bar chart showing the incidence of LaA
thrombus according to CHADS-VASE score. LAA = left atrial appendage.

J Am Coll Cardiol EP 2019:5:1473—4.
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Systemic embolism in amyloid
transthyretin cardiomyopathy

Silvia Vilches1?, Marianna Fontana?2?, Esther Gonzalez-Lopezl, Lindsey Mitrani3,
Giulia Saturi4, Mary Renju?, Jan M. Griffin3, Angelo Caponetti4,

Sahana Gnanasampanthan?, Jeffeny De los Santos3, Christian Gagliardi4,
Adrian Rivas', Fernando Dominguezl, Simone Longhi4, Claudio Rapezzi>®,
Mathew S. Maurer3, Julian Gillmore2, and Pablo Garcia-Pavial.7.8,%%

25
Mon-0AC Sinus Rhythm
- 20
= H Mon-0AC Baseline AF
E 15
gn eh
S 10
E
LLJ 5
8] .
o1 2 3 4 =5
CHA_DS,VASC Score
Sinus Rhythm 104 134 123 83 75
Atrial Fibrillation 7 13 18 14 13

Figure 2 Prevalence of embolic events during follow-up in
non-anticoagulated patients with atrial fibrillation (AF) and
non-anticoagulated patients in sinus rhythm according to the
CHA,; DS, -VASc score. OAC, oral anticoagulation.

European Journal of Heart Failure (2022) 24, 1387—-1396
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Silvia Vilches1?, Marianna Fontana?’, Esther Gonzalez-Lopezl, Lindsey Mitrani3,
Giulia Saturi4, Mary Renju2, Jan M. Griffin3, Angelo Caponetti4,

Sahana Gnanasampanthan?2, Jeffeny De los Santos3, Christian Gagliardi4,
Adrian Rivas?, Fernando Dominguezl, Simone Longhi4, Claudio Rapezzi>:$,
Mathew S. Maurer3, Julian Gillmore2, and Pablo Garcia-Pavial.7.8.9%

1191 ATTR-CM;
4 INTERNATIONAL CENTERS
87% MALES; 77.1 YEARS(IQR 71.4-82);

83% ATTR-WT EMBOLIC EVENTS BY GROUPS
SR with OAC - O events

SR without OAC -p 1.3 per 100 patients-year
AF with OAC - 1.7 per 100 patients-year

Overall Prevalence of embolic event:: 16% AF without OAC ——» 4.8 per 100 patients-year

Overall Incidence of embolic events: 1.64 v . iits
CHA2DS2VASc score is not useful

Embolic events are frequent

per 100 patients-year

European Journal of Heart Failure (2022) 24, 1387-1396
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Transthyretin Amyloidosis

Francesco Bandera, MD, PuD,*"* Raffaele Martone, MD,"* Liza Chacko, MD, Sharmananthan Ganesananthan, Ms,“
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Bandera, F. et al. J Am Coll Cardiol Img. 2022;15(1):17-29.
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208
18%
16% (5, 13.9%)
14%
12%
10%
B%
6%
A% {1*2335‘:
Post-LAAO anticoagulation: e w 0%
Group 1A: HD NOAC for 6 05
hs followed iri ’ C ) C )
GIZOUP 1: Iieﬂ‘ atrtila::mﬂl months ;ll :;da? s Gr. LA (LA AD+Aspirin) Gr. 18 [LAAD+ HD MOALC) Full-dose MOAC
appendage occlusion N=31
N=56
24 oF AP patlents samered: W Stroke/TIA Bleeding W Device thrombus/LA clot
13,242 ; i
# of patients with a dx of Pos:;l;:un‘?:;t:gzgg!:;mn.
Amyloidosis: 92 ; & g . . .
GROUP 2: On oral L i FIGURE 4 Bar diagram showing summary of thromboembolic
anticoagulation [full-dose . .
{FD) NOAC) and bleeding events reported during the 1-year follow-up.

N=36

FU TEE: 1 year

: 6 months >

Rev Esp Cardiol. 2023;76(7):503-510
M. Cardiovasc. Electrophysiol. 2024:35:1422-1428.
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Cardiac Amvloidosis Referal Center (Rare Disease Network)
, .Cardlologlsts Tegm , Coordination - Quality of Life Clinical Research Team/HEAR
Cardiologist: T Damy, 5 Oghina, A Zaroui, Healthcare pathway: C Henrion, Anais Study engineer: M Kharoubi,
5 Guendouz, A Galat, 5 Mallet, GDS Referral center secretariat: | Vallat Research assistant: Ani, Dilan, Saafa,
Chadha, M Hentati, E C-harbonneau, 5 IDE amyloidosis coordination: S Maupou Sarah, Benoit, Lola
Odouard, A Copie, E Teiger . Psychology: J Pompougnac ; i
Rythmologist: N Lellouche, T Moulin, K § cardlogen

maladies cardiaques héréditaires ou rares

\ Ramoul, N Elbaz, S Rouffiac, V Ouazana

/Medicine Multidisciplinary Network\ / Amyloidosis Diagnosis and Monitoring \

Neurology: V Planté-Bordeneuve, T Gendre Platforms s — ~
Neuromuscular disease: S Souvannanorath || Electrophysiology: JP Lefaucheur ~ HF Telemonitoring
Nephrology: V Audard, H Sakhi Pathology: E Poullot, C Charpy, A Moktef Coordination: E Sarre, A Duchenne
Haematology: F Lemmonier, K Belhadj, equencing: P Fanen, M Konyu ' urses: A Gauchard, elat, as,
J Dupuis. F Le B RG £ MVan D Immuno-biology: V Frenkel, H Abroud, A Beldi C Lecerf

upuss, r Le bras, ounot, M van Uen Ferichou \Cardiologist : L Hittinger y
Akker o ) Radiology: V Tacher, | Sifaoui
Internal medicine: M Michel \Nuclear medicine: E it L Lerman ) (UMR CNRS 8256, INSERMU1164 )
Hepatology: V Leroy, A Sessa Onnik Agbulut
Gerlatry: A Broussier, N ,Llu, N Marie Nelly (" INSERM U955 Clinial Epidemioloy in Aging Ekaterinii Kordeli
Genetic: B Funalot, B Hébrard, C Nativelle Florence Canoui-Poitrine France Lam
Rhumato : S GUignard Etienne Audureau \ /

@hopédie : O Pidet / \Charlotte Lafont

Oncopole - Toulouse: Mass spectometry: M Colombat - NGS cytogenetic: H Loiseau
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