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Mutations in LMNA are responsible for an aggressive form
of dilated cardiomyopathy due to a high rate of malignant
ventricular arrhythmias. Inter-cellular communication is
essential for proper cardiac function. Mechanical and elec-
trical activities must synchronize so that the work of indivi-
dual cardiomyocytes transforms into the pumping function
of the heart. This well-coordinated excitation-contraction
coupling of the heart relies on an efficient inter-cellular
communication, which is under the regulation of the inter-
calated discs. We focused on the understanding of the
molecular mechanisms of components of intercalated disc
re-localization in pathological context. For this, we investi-
gated disease mechanisms and identify novel therapeutic
targets, using an integrated series of models in cultured
cells, mice and humans. Positive results will break new
ground for future work towards developing novel treat-
ment for malignant arrhythmias.

Published: 11 November 2015

doi:10.1186/1750-1172-10-S2-O7
Cite this article as: Muchir: Investigation of pathomechanisms of
ventricular arrhythmias in cardiac laminopathies. Orphanet Journal of
Rare Diseases 2015 10(Suppl 2):O7.

Submit your next manuscript to BioMed Central
and take full advantage of: 

• Convenient online submission

• Thorough peer review

• No space constraints or color figure charges

• Immediate publication on acceptance

• Inclusion in PubMed, CAS, Scopus and Google Scholar

• Research which is freely available for redistribution

Submit your manuscript at 
www.biomedcentral.com/submit

Correspondence: a.muchir@institut-myolgie.org
Sorbonne Universités, UPMC Univ Paris 06, INSERM UMRS974, CNRS FRE3617,
Center for Research in Myology, Paris, France

Muchir Orphanet Journal of Rare Diseases 2015, 10(Suppl 2):O7
http://www.ojrd.com/content/10/S2/O7

© 2015 Muchir This is an Open Access article distributed under the terms of the Creative Commons Attribution License (http://
creativecommons.org/licenses/by/4.0), which permits unrestricted use, distribution, and reproduction in any medium, provided the
original work is properly cited. The Creative Commons Public Domain Dedication waiver (http://creativecommons.org/publicdomain/
zero/1.0/) applies to the data made available in this article, unless otherwise stated.

mailto:a.muchir@institut-myolgie.org
http://creativecommons.org/licenses/by/4.0
http://creativecommons.org/licenses/by/4.0
http://creativecommons.org/publicdomain/zero/1.0/
http://creativecommons.org/publicdomain/zero/1.0/

	Investigation of pathomechanisms of ventriculararrhythmias in cardiac laminopathies

