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Prevalence de amylose et RAC

Prévalence RAO>"" ———- Drauvalance ATTR+Rao serré
0 ,
3% Rao serré 6-16%
12% Rao tout venar
ATTRGA Females Males

ATTR-CA
22%

Prévalence de ’anr
>70 ans: 3,3%
>80 ans: 20%

No ATTR-CA
96%

No ATTR-CA
78%

M| M

Castafio A, Narotsky DL. Eur Heart J. 2017 Oct 7;38(38):2879-2887
Thaden J.J.,. Prog Cardiovasc Dis. 2014;56:565-571 R EPOF
‘ J Lebek, European Heart Journal, November 2025 S S
P RQRA R
e 0. .. .. .
’ < www.reseau-amylose.org GRACE § SadesL?gen

A
Reseau GROS FOR REBSARCH ON AMYLOIDOSHS AND EAVDIAG EXCILLI maladies cardiaques héréditaires ou rares
Amylose F-CRIN NETWORK



Jeudi 18 décembre 2025

Fondation Biermans-Lapo6tre m PARIS

AMYLLCSES
CARDIAQUES

Occult Transthyretin Cardiac Amyloid in Severe
Calcific Aortic Stenosis

Prevalence and Prognosis in Patients Undergoing Surgical
Aortic Valve Replacement

Prévalence de I'amylose cardiaque a TTR de 6% parmi les
patients > 65 ans référés pour remplacement valvulaire
aortigue chirurgical avec un ratio homme/femme 2:1

B Amyloidosis M No amyloidosis

Treibel TA, Circ Cardiovasc Imaging. 2016;9:e005066 R'EPOF
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Prevalence and outcome of dual aortic stenosis
and cardiac amyloid pathology in patients
referred for transcatheter aortic valve
implantation

Paul R. Scully"z, Kush P. Patel © 2, Thomas A. Treibel ©® 2,

George D. Thornton @ !, Rebecca K. Hughes © "%, Sucharitha Chadalavada © ',
Michail Katsoulis © 3, Neil Hartman®, Marianna Fontana © 5,

Francesca Pugliese © 1.6 Nikant Sabharwal © 7, James D. Newton © 7,

Andrew Kelion’, Muhiddin Ozkor', Simon Kennon', Michael Mullen’,

Guy Lloyd"?%, Leon ). Menezes"®?, Philip N. Hawkins®, and James C. Moon"-%*

* Prévalence AS-AC 16%
e Grade 1:30%
e Grade 2: 70%
e Grade 3:0
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Prevalence and Outcomes of
Concomitant Aortic Stenosis and
Cardiac Amyloidosis

Christian Nitsche, MD,* Paul R. Scully, PuD," Kush P. Patel, MBBS,"" Andreas A. Kammerlander, MD,
Matthias Koschutnik, MD,* Carolina Dona, MD,* Tim Wollenweber, MD,® Nida Ahmed, MBBS,>*
George D. Thornton, MBBS,”¢ Andrew D. Kelion, MD, Nikant Sabharwal, MD," James D. Newton, MD,"
Muhiddin Ozkor, MD,? Simon Kennon, MD," Michael Mullen, MD," Guy Lloyd, MD,"%# Marianna Font:
Philip N. Hawkins, FMedSci,” Francesca Pugliese, MD,”# Leon J. Menezes, MD,"' James C. Moon, MD,"
Julia Mascherbauer, MD,* Thomas A. Treibel, PuD>?

e Prévalence AS-AC 12%
e Grade 1:33%
e Grade: 2/3:67 %
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Depots amyloids et valvulopathies

50,0
O slight
High prevalence of amyloid in 150 surgically removed heart 40,01 W moderaie
. . . _ W severeg
valves—a comparison of histological and clinical data reveals
. : i 30,0 _
a correlation to atheroinflammatory conditions E
& 20,0-
Dépbts amyloides retrouvés dans 53% des valvulopathies 10,0-
74% dans la sténose aortique H
D‘D T T T
AS AR MS MR
AS Aortic regurgitation Mitral stenosis Mitral regurgitation

Without amyloid With amyloid Without amyloid With amyloid Without amyloid With amyloid Without amyloid With amyloid
(n=26) (r=T4) {(m=1T) (n=2) {n=3) (n=2) (n=19) (m=3)

Kristen AV, Cardiovasc Pathol. 2010;19:228-35
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Cardiovascular Pathology

journal homepage: www.elsevier.com/locate/carpath
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Original Article

Descriptive study of the clinical and myocardial status of a population

with anatomopathological aortic valve amyloidosis ™

Jean-Baptiste Brette*”, Magali Colombat®¢, Pauline Fournier®°, Maxime Moninhas®",
Bertrand Marcheix®, Olivier Lairez*"<%* Eve Cariou®”, On behalf of the Toulouse

Amyloidosis Research Network collaborators!

57 patients with valvular amyloid
deposits after SAVR for severe stenosis

&

11 patients without complete;;;s?;‘nlng s
- 2 deaths
- 9 losts of follow up

r 3

46 patients with complete screening for ATTR cardiac amyloidosis
(**™Tc-HMDP scintigraphy and monoclonal gammopathy screening)
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Histoire naturelle du RAC

A Valve Histology Showing Progress:

s o e Ent 3w Dicatin Normal Left
: 7 g M Ventricle
Progression/an
0,17cm2 et 7 mmHG o
Left Ventricular i
Hypertrophy
ProgreSSion en cas Mechanical stress
Angiotensin Il
d'amylose | TGF beta
el
associée ?

Heart Failure
LV impairment
Arrhythmia

lung B, Vahanian A Degenerative calcific i
aortic stenosis: a natural history

The Develop t and Subseq t Decompensation
of LV Hypertrophy in Response to Aortic Stenosis EPOF

1‘¥4eart 2012;98:iv7-iv13. S
www.reseau-amylose.org .G RACE Dweck MR, Boon NA,. J Am Coll Cardiol. ﬁﬁidMQﬁn
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Dégénérescence ?

* RAO> maladie évolutive avec une participation inflammatoire

* Forte prévalence de dépots amyloides valvulaires > atteinte cardiaque
» Stade précoce de la maladie ?
* Amylose opportuniste?
* Marqueur de vieillissement ?

* Manque de données sur le suivi de sténose aortique chez les patients
suivis initialement pour une amylose cardiaque
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Pronostic/Traitement

2 = = UNIVERSITE PREVALENCE AND PROGNOSTIC IMPACT OF AORTIC STENOSIS w CH u
TAVR lmproves Sur\llval n AS"CA and Lone AS DE TOULOUSE IN WiLD-TYPE TRANSTHYRETIN CARDIAC AMYLOIDOSIS . TOULOUSE
Hugo Malerbi, MD; Hugo Cavalerie; Yassmine Boumzebra; Pauline Fournier; Yoan Lavie-Badie; Stéphanie Cazalbou; Eve Cariou and Olivier Lairez
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Nitsche C, et al. 3 Am Coll Cardiol. 2020:50735-1097(20)37735-4. R'EPOF
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RemerCiements Les atteintes rhumatologiques

(synoviales) de l'amylose
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Background

| WtATTR-CM.

Wild-type transthyretin cardiomyopathy (WtATTR-CM) is an age-related disease
frequently associated with aortic stenosis (AS). The aim of this study was to
investigate the prevalence and prognostic impact of AS in the natural history of

ora; Pauline Fournier; Yoan Lavie-Badie; Stéphanie GgaalbownEve ariolzend-Qliviey lleirezcom

N\

Methods

Five hundred patients with wtATTR-CM and full medical records were retrospectively enrolled in the study.
Patient’s medical records were reviewed to determine the prevalence of AS in ATTRwt-CM, the timing of
diagnoses between the two diseases, and their reciprocal prognostic impact. Cox proportional hazards model
was used for statistical analysis.

p
Results

The average age was 816 years, with 82% of male. One hundred
and thirty-eight (28%) patients had a concomitant diagnosis of AS,
including 67 (14%) with severe AS, at the time of diagnosis or during
follow-up. Among them, 79% (53/67) underwent an aortic valve
replacement. AS was diagnosed before, simultaneously and after
WEATTR-CM in 51 (10%), 42 (8%), and 45 (9%) patients, respectively.
The presence of AS has no impact on all-cause mortality (hazard
ratio 1.22; 95% confidence interval -Cl- 0.93 - 1.61, P=0.152). Timing
\_of diagnosis between AS and wtATTR-CM had no impact on all- )

cause mortality.

patients received tafamidis. Among
patients not treated with tafamidis,
neither moderate or severe AS had
impact on all-cause mortality (hazard
ratio 0.75, 95%CI 0.43 - 1.32, P=0.316
and 1.24, 95%CI 0.75 - 2.03, P=0.399,
respectively). However, among
patients treated with tafamidis, after
adjustment on age, moderate AS had
a trend to increase all-cause mortality

~N
Three hundred and sixty-two (72%)

(hazard ratio 1.51; 95%CI 0.97 — 2'35’)
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Conclusion

AS is found in a quarter of patients
with wtATTR-CM. Patients with severe
AS mainly undergo aortic valve
replacement, and AS had no impact
on mortality before the advent of ATTR-
targeted therapy. In patients receiving
tafamidis, there is a trend towards
increased mortality in the presence of
moderate AS. These results show that
the introduction of ATTR-targeted
therapy shifts the prognosis from

J

mvocardialto valvular disease.
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Prevalence of ATTR-CA

All Patients Famales Males
ATTR-CA
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ATTR-CA
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