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DISEASE:
Familial progressive cardiac conduction defect

NAME: Familial progressive cardiac conduction defect

DESCRIPTION:
A genetic cardiac rhythm disease that may progress to complete atrioventricular (AV) block. The disease is 
either asymptomatic or manifests as dyspnea, dizziness, syncope, abdominal pain, heart failure or sudden 
death.

ORPHACODE: 871

SYNONYMS:

Familial Lenègre disease
Familial Lev disease
Familial Lev-Lenègre disease
Familial PCCD
Familial progressive heart block
Hereditary bundle branch defect

XREF(S):

Orphanet
OMIM
OMIM
OMIM
OMIM
OMIM
ICD-10

https://www.orpha.net/consor/cgi-bin/OC_Exp.php?Expert=871
https://www.orpha.net/consor/cgi-bin/OC_Exp.php?Expert=871
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https://www.omim.org/entry/113900
https://www.omim.org/entry/115080
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https://www.omim.org/entry/140400
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https://www.omim.org/entry/604559
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https://www.omim.org/entry/612838
https://www.omim.org/entry/612838
https://www.omim.org/entry/612838
https://icd.who.int/browse10/2016/en#/I45.8
https://icd.who.int/browse10/2016/en#/I45.8
https://icd.who.int/browse10/2016/en#/I45.8


ANALYTE(S):

SCN1B
SCN5A
NKX2-5
TRPM4

CREATED: 13 May 2019 - 01:02

CHANGED: 22 Jun 2023 - 16:14

Source URL: http://gentest.healthdata.be/disease/541

file:///var/www/gentest.healthdata.be/docroot//analyte/1363
file:///var/www/gentest.healthdata.be/docroot//analyte/1363
file:///var/www/gentest.healthdata.be/docroot//analyte/1363
file:///var/www/gentest.healthdata.be/docroot//analyte/154
file:///var/www/gentest.healthdata.be/docroot//analyte/154
file:///var/www/gentest.healthdata.be/docroot//analyte/154
file:///var/www/gentest.healthdata.be/docroot//analyte/736
file:///var/www/gentest.healthdata.be/docroot//analyte/736
file:///var/www/gentest.healthdata.be/docroot//analyte/736
file:///var/www/gentest.healthdata.be/docroot//analyte/1364
file:///var/www/gentest.healthdata.be/docroot//analyte/1364
file:///var/www/gentest.healthdata.be/docroot//analyte/1364
http://gentest.healthdata.be/disease/541
http://gentest.healthdata.be/disease/541
http://gentest.healthdata.be/disease/541


RELATED CONTENT
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Cardiomyopathy, hereditary (gene panel)
Cardiopathies, hereditary (gene panel)
Primary Electrical disorders / Brugada syndrome / Long QT syndrome (LQT) / Short QT syndrome (SQT) / Arrhythmogenic right ventricular 
cardiomyopathy (ARVC) / Catecholaminergic polymorphic ventricular tachycardia (CPVT) (gene panel)
Primary cardiac arrhythmias (Atrial fibrillation / Brugada syndome / Catech. polymorphic ventricular tachycardia / Early repolaristion syndrome / 
Ideopathic ventricular fibrillation / Long QT syndrome / Sick sinus syndrome / Short QT syndrome) (gene pane)

Related Laboratories 

Centrum Medische Genetica - UZ Antwerpen
Centrum Medische Genetica - UZ Brussel VUB
Centrum Menselijke Erfelijkheid - KUL

Related Analytes 

NK2 homeobox 5
sodium voltage-gated channel beta subunit 1
sodium voltage-gated channel alpha subunit 5
transient receptor potential cation channel subfamily M member 4
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Cardiomyopathy, hereditary (208 genes) - VUB
Cardiopathies, hereditary (102 genes) - KUL
Congenital heart disease (29 genes) - VUB
Primary Electrical disorders/Brugada syndrome (genepanel) - UZA
Primary cardiac arrhythmias (113 genes) - VUB
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