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Sudden unexplained death in the young:
epidemiology, aetiology and value of the
clinically guided genetic screening
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INHERITED CARDIAC DISEASES

15T CAUSE OF SCD IN AGE<20Y OLD

Sudden unexplained death in the young:
epidemiology, aetiology and value of the
clinically guided genetic screening

Avris Anastasakis'*, Efstathios Papatheodorou1'2, Konstantinos Ritsatos _ 1 1
Nikos Protonota.rios', Vasilild Rentoumi', Konstantinos Gatzoulis', 2002 2010 Attlca reglon

Loizos Antoniades®, Emmanuel Agapitos‘, Philippos Koutsaftis®,

Chara Spiliopoulou®, and Dimitrios Tousoulis® 1.500.000 young populatlon
349 young Sudden Deaths

4 young deaths / month in Attica
Causes of SD by age group

10-15 young deaths /month Greece
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Causes of sudden cardiac death
In the young

Hypertrophic cardiomyopathy

Arrhythmogenic cardiomyopathy

Premature coronary artery disease
Myocarditis
Marfan syndrome

« Coronary artery anomalies
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NIKOS PROTONOTARIOS PROJECT
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SPECIAL CHARACTERISTICS

« SUBSTRATE and TRIGGERING FACTOR
Sports  Corrado et al JACC 2003

° ASYMPTOMATIC C Gllnge J Cardiovasc Electrophysiology 2015
« SUBCLINICAL FORMS Mckenna Heart 1997

SCD CAN BE THE FIRST CLINICAL
EXPRESSION OF THE DISEASE



National Network for the management of inherited CV diseases and
SCD prevention in the Young

INHERITED CV DISEASES
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NATIONAL NET WORK FOR THE PREVENTION OF SD IN THE YOUNG
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POST MORTEM

UNKNOWN CAUSE SD
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NATIONAL NET WORK FOR THE PREVENTION OF SD IN THE YOUNG
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CARDIOGENETICA

AMC AMSTERDAM

' Large differences between regions
/' Min. 3 per 10° persons
/' Max. 110 per 10° persons

State of the art of Rare
Hofman et 2l NTvG. 2007: Cardiovascular Disease activities in
the Netherlands
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Ice berg phenomenon
NATIONAL CLINICAL AND GENETIC DATABANK

Sudden death
In the young




Other

non-genetic causes
MYL3
TPMI
THMIZ

EUROPEAN
SOCIETY OF

THMT2 CARDIOLOGY

* Lysoeomal storapes dssces
= Anderson-Fahry

+ Meuromuscular diseases
» Friedreich's ataxia
= FHLI
+ Mitnchondrial diseases
Unknown . :E:JUE
~ 25-30%

Sarcomeric pre
gene mu -
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= AL armyloidosks
* Mewbom of diabetic mother
* Drug-induced
= Tacralimus

» Hydroecychioroguine
= Stercide




Hidden amyloidosis
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I National Greek National Network
: Coverage - of Medical Precision in
. el Cardiology and

: Prevention of Juvenile
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GUARD- HEART 2017-2018

ERN GUARD-HEART Centres

Member State City Centre

Belgium Brussels University Hospital Brussels

Belgium Leuven University Hospitals Leuven

Czech Republic Prague University Hospital Motol

Denmark Copenhagen Copenhagen University Hospital Rigshospitalet

Finland Helsinki Helsinki University Hospital

France Lyon Louis Pradel Cardiovascular Hospital

France Nantes Nantes University Hospital

France Paris AP-HP Pitié Salpétriére Hospital

Germany Miinster University Hospital Miinster

Italy Milan Istituto Auxologico Italiano IRCCS

Italy Napels AORN dei Colli/Monaldi Hospital

Italy Padua Padua University Hospital

Italy Pavia Clinical Scientific Institutes Maugeri IRCCS

Italy Pavia Foundation Policlinico San Matteo IRCCS

Italy Rome Bambino Gesu Children’s Hospital

Netherlands Amsterdam Academic Medical Center

Romania Bucharest Emergency Institute for Cardiovascular Diseases

Spain Barcelona Sant Juan de Déu — Barcelona Children’s Hospital

Spain Madrid University Hospital Puerta de Hierro Majadahonda

Spain Murcia University Hospital Virgen Arrixaca

Sweden Umea Umea University Hospital
BEJCZIDKIDEJES |FRJ} IT § NLRROQ Fl | SE j UK

United Kingdom London Barts Health NHS Trust

2 1 1 il 3 3 6 1 1 1 il 3 United Kingdom London Great Ormond Street Hospital NHS Trust
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http://guardheart.ern-net.eu/ap-hp-pitie-salpetriere-hospital/
http://guardheart.ern-net.eu/university-hospital-munster/
http://guardheart.ern-net.eu/istituto-auxologico-italiano-irccs/
http://guardheart.ern-net.eu/aorn-dei-collimonaldi-hospital/
http://guardheart.ern-net.eu/padua-university-hospital/
http://guardheart.ern-net.eu/clinical-scientific-institutes-maugeri-irccs/
http://guardheart.ern-net.eu/foundation-policlinico-san-matteo-irccs/
http://guardheart.ern-net.eu/bambino-gesu-childrens-hospital/
http://guardheart.ern-net.eu/academic-medical-center/
http://guardheart.ern-net.eu/emergency-institute-for-cardiovascular-diseases/
http://guardheart.ern-net.eu/san-juan-de-deu-barcelona-childrens-hospital/
http://guardheart.ern-net.eu/university-hospital-puerta-de-hierro-majadahonda/
http://guardheart.ern-net.eu/university-hospital-virgen-arrixaca/
http://guardheart.ern-net.eu/umea-university-hospital/
http://guardheart.ern-net.eu/barts-health-nhs-trust/
http://guardheart.ern-net.eu/great-ormond-street-hospital-nhs-trust/
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Greek National Network of Medical Precision in Cardiology and Prevention of Juvenile Sudden Death
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National Health Records Registry

SOFTWARE APPLICATIONS/MODULES
RHHD: Software Application for the
Registry of Hereditary Heart Diseases
RSDYP: Software Application for the
Registry of the Sudden Death of Young
People

RSDYP: Software Application for the
Epidemiological Map of the Country
CgC: Software Module for Clinic-
genital Correlations




“A pessimist sees the
difficulty in every
opportunity;

an optimist sees the
opportunity in every
difficulty.”

~ Winston Churchi
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