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AMYLOIDOSIS

Classification of cardiac amyloid types

Amyloidosis type Precursor Comment

Light chain or light Immunoglobulin light Systemic plasma cell dyscrasia
chain/heavy chain chain

Mutant transthyretin- ~ TTR point mutation Inherited autosomaldominant

related mutation, expressed after fifth decade
Wild-type transthyretin- None Formerly known as senile

related cardiac amyloidosis

Amyloid A Serum amyloid A Sustained inflammatory process,

cardiac involvement rare

Gertz MANat. Rev Cardi@d015;12:91102



TRANSTHYRETIN
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@ TRANSTHYRETIN AMYLOIDOSIS

“Neurologic” “Cardiac”
[ ] A [ ] Phenotype
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AUTOPSY SERIES
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Frequency of Localized and Generalized
Cardiovascular Amyloid in 85 Elderly

Patients
Number of
Type of Amyloid Patients Percentage
Senile aortic amyloid 85 100
Isolated atrial amyloid 66 78
ASc, 21 25
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Left Ventricular Amyloid Deposition
in Patients With Heart Failure
and Preserved Ejection Fraction
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IN CLINICAL PRACTICE

Patient populations deemed at-risk of ATTR-CM

Heart failure OR Male
>65 years

presence of “red flag”
signs/symptoms

AND OR

Increased wall Female
thickness =14 mm >»70 years
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Occult Transthyretin Cardiac Amyloid in Severe
Calcific Aortic Stenosis

Prevalence and Prognosis in Patients Undergoing Surgical
Aortic Valve Replacement
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Unveiling transthyretin cardiac amyloidosis

and its predictors among elderly patients with
severe aortic stenosis undergoing transcatheter
aortic valve replacement

Prevalence of ATTR-CA

All Patients Females Males
ATTR-CA

ATTR-CA
16%

No ATTR-CA
8%

No ATTR-CA

B84%
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High prevalence of amyloid in 150 surgically removed heart
valves—a comparison of histological and clinical data reveals
a correlation to atheroinflammatory conditions

150 surgically resected heart valve Oslight
specimens 40,0- @ moderate
Amyloid found in 55% specimens with M sovere
highest prevalence in AS = 30,0
(7]
g
& 20,0-
AS
Without amyloid With amyloid 10,0
(n=26) (n=74)
0,0 .

AR MS MR
= L -

Hépitaus de Toulouse

= - E <E]*8 v sUEE]}AXe WA EIZY66 WTiic



Hopitaus e Dol louse

Aortic stenosis and transthyretin cardiac
amyloidosis: the chicken or the egg?
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Galat A, et alEur Heart J2016;37:352%531



Clinical practice update on heart failure 2019:
pharmacotherapy, procedures, devices and
patient management. An expert consensus
meeting report of the Heart Failure
Association of the European Society

of Cardiology

Consensus recommendation

Older patients with symptomatic HF, particularly those with
HFpEF (who are not hypertensive) or those who have features of
hypertrophic or restrictive cardiomyopathy, or degenerative aor-
tic stenosis and end-diastolic interventricular septal wall thickness
exceeding 12 mm, should be considered for screening for cardiac

transthyretin amyloidosis (ATTR).
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NUMBEROFSPECIALISTS AND TESTS

Number of Physician Specialists

B Mean B Maximum
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LEFT VENTRICULAR STRUCSJRBNCTION

Quarta CC, et aCirculation2014;129:184a1.849



VALVULAR THICKENING
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Syed I1SJ Am Coll Cardiol In2010;3:155164



LATE GADOLINIUM ENHANCEMENT
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TISSUE BIOPSY IMMUNOSTAINING



HISTORYDFBONE SCINTIGRAPHNTHE FIELDF
AMYLOIDOSIS

Kula RW, et aLancetl977;1:92-3
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Gillmore JD, et aCirculation2016;133:24042412
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Thirteen percentof ®"TcDPD scintigraphy
myocardial uptake among patients over 60-year-old
admitted for HFpEF with left ventricular
ZC% ESE}%ZC ~H iil uue

'Ivi 0 Ir>e% I XpdE , WENMiIOWIDS



Longhi Set al.JACC Cardiovasc Imagil4;7:531t2
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Biopsy of clinically involved organ Non-invasive Invasive
(heart or kidney) Evaluate with bone scintigraphy Heart biopsy
Positive Congo red stain + typing by mas Positive signal confirms AT TRA Positive Congo red stain + typing b

mass spectrometry or
immunostaining

spectrometry or immunostaining

Maurer MS, et alCirc Heart Fail2019;12:e006075



TRAPSOFBONE SCINTIGRAPHY

Rapezzi C, et dur J Nucl Med Mol Imaging011;38:470-8
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Quarta CC, et akEur Heart 2017;38:1905t908
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Diuretic therapyfor dyspnea

Avoid beta-blockers

ACEI & ARB calpe poorly tolerated but are not contra-indicated

Avoid digoxin(?)

Non-dihydropyridine calcium channel blockers contraindicateldecauseof their negative inotropic
effect

Impaired chronotropic reservawvith amiodarone

Increased riskof atrial thrombosis evenin sinus rhythm, likely becausef a lossof atrial mechanical

function

Emdin M Eur Heart .J2019:;40:369%8706
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Sanchis KAmyloid 2019;26:128138
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CARDIAGMRI

Martinez-Naharro AJ Am Coll Cardi@017:70:466¢7
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Martinez-Naharro A, et alACC Cardiovasc Imagiz@19;12:816819
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MULTIDISCIPLINARY APPROACH

, D dK>K

MEDECINE

INTERNE

CARDIOLOGIE

NEPHROLOGIH

GASTRO
. E d/Yh
ENTEROLOGIE
EhzK>K" UROLOGIE

Martinez-Naharro AJ Am Coll Cardi@017:70:466¢7
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TAKE HOME MESSAGES

Ruberg FL, et al. Am Coll Cardi@019;73:287291
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Witteles RM, et alJ Am Coll CardiblE 2019;7:70916
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