CARTAS CIENTIFICAS

Miocardiopatia restrictiva: la L)
importancia de su diagnéstico precoz

Restrictive cardiomyopathy: Importance
of early diagnosis

Sra. Editora:

La miocardiopatia restrictiva (MCR) es una entidad poco
frecuente en pediatria (incidencia del 2,5-5% del total de
miocardiopatias pediatricas)'. Se caracteriza por disfuncion
diastolica con funcion sistdlica preservada y grosor miocar-
dico normal®. La mayoria de los casos son idiopaticos. Entre
las causas conocidas destacan los casos secundarios a muta-
ciones genéticas (principalmente genes sarcoméricos) y a
enfermedades infiltrativas (poco frecuentes en pediatria)®.
Se han publicado casos de MCR pura o con fenotipos mix-
tos asociados a hipertrabeculacion (MCNC) o hipertrofia“. El
tratamiento médico no ha mejorado el prondstico y existe
rapida progresion de la hipertension pulmonar (HTP) y riesgo
de muerte sbita’. Por ello, se debe considerar el trasplante
cardiaco (TC) de forma precoz.

Las variables se expresan como mediana (intervalo inter-
cuartilico).

Se presenta un estudio retrospectivo de 9 pacientes con
MCR diagnosticados en nuestro centro entre septiembre del
2002 y septiembre del 2019. La mediana de seguimiento fue
95,57 meses (0,76-209,74) y la de diagnostico 24,02 meses
(0,00-176,03). Las caracteristicas de los pacientes se des-
criben en la tabla 1. Todos presentaban una miocardiopatia
primaria excepto 1/9 con sospecha de fibrosis endomiocar-
dica secundaria a esquistosomiasis®. En 6/9 el fenotipo fue
MCR pura (mediana edad al diagnéstico 35,99 meses [1,81-
176,03]) y en 3/9 fenotipo mixto de MCR/MCNC (mediana
edad al diagnédstico 0,53 meses [0-123,30]); 2/9 tenian
antecedentes familiares de miocardiopatia: 1/2 MCNC en
familiar de primer grado y 1/2 MCR en familiar de primer
y segundo grado. Se realizé estudio genético en 5/9: 1/5
negativo, 1/5 se diagnostico de sindrome de Alstromy 3/5
presentaban una mutacion patogénica en genes sarcoméri-
cos (1/3 en el gen de la troponina T [TNNT2]y 2/3 en el gen
que codifica la cadena pesada de la betamiosina cardiaca
[MYH7]); 6/9 pacientes iniciaron con clinica de insuficiencia
cardiaca (IC): 4/6 con MCR pura y 2/3 con fenotipo mixto
MCR/MCNC.

Todos los pacientes de los que se disponian datos del
electrocardiograma (8/9) presentaron una ratio P/QRS ele-
vada (0,5 mV [0,33-1,00]) a expensas del incremento de
voltaje onda P (0,40 mV [0,20-0,60]) y disminucion amplitud
QRS (7,5 mV [5-12]). Durante el seguimiento, 4/9 pacientes

desarrollaron arritmias (mediana de meses tras el diagnos-
tico): uno hemiparesia izquierda secundaria a episodio de
fibrilacion auricular (36,50), uno extrasistoles ventriculares
frecuentes (9,30), otro bloqueo auriculoventricular (60,65) y
otro taquicardia ventricular no sostenida con muerte sUbita
(0,76).

Ocho de 9 pacientes presentaban HTP estimada a través
del gradiente ecocardiografico de la insuficiencia tricuspi-
dea (62 mmHg [35-100]). Se realizé estudio hemodinamico
en 7/9 pacientes (tabla 1).

Tras una mediana de 7,9 anos de seguimiento, 3/9 pacien-
tes estaban libres de muerte sUbita o TC (fig. 1); 5/9 fueron
trasplantados y 1/9 fue fallecio subitamente estando en lista
de trasplante (caso 6); 4/5 pacientes trasplantados recibie-
ron TC a los 61,37 meses del diagnostico (39,72-141,04).
El motivo del trasplante fue disfuncion biventricular severa
en 1/4 (caso 2), requiriendo soporte con oxigenacion por
membrana extracorpérea venoarterial y, posteriormente,
asistencia biventricular previa al trasplante. En 3/4 (casos
3, 4y 8) la indicacion fue clinica de IC e HTP severa. El
caso 3 presentaba presion pulmonar suprasistémica y RVPi
12UW m?, iniciandose asistencia ventricular izquierda para
reducir resistencias pulmonares previa inclusion en lista
de TC a las 4 semanas (RVPi 3,4UWm?), trasplantandose
tras 11 meses de soporte circulatorio. El caso 1 procedia
de otro centro y, al ser valorado, se objetivo HTP severa
e irreversible (PAPm 62mmHg y RVPi 23UWm?), por lo
que recibio trasplante cardiopulmonar. La supervivencia a
los 4 anos del trasplante fue del 100%. El caso 1 fallecio
a los 4,4 aios del trasplante por rechazo pulmonar cro-
nico.

Como conclusiones, este articulo expone la serie
espafiola de pacientes pediatricos con MCR mas extensa
publicada, una entidad infrecuente en pediatria con una
evolucion clinica muy desfavorable y supervivencia libre de
muerte o trasplante del 20% a los 5 afos. La colocacion
de marcapasos o desfibrilador implantable en prevencion
primaria se debe valorar de forma precoz por el riesgo
elevado del desarrollo de arritmias, incluyendo bloqueo
auriculoventricular y muerte subita'. La HTP es una com-
plicacion frecuente que puede contraindicar el TC, por lo
que este se debe considerar de forma temprana tras la
aparicion de la HTP, asi como por la mala evolucion y la
falta de tratamiento. En los pacientes con RVPi elevadas se
puede contemplar la asistencia ventricular previa al tras-
plante. Debido a las complicaciones y al mal pronédstico de
esta entidad, consideramos de especial importancia su deri-
vacion precoz para diagndstico y seguimiento a centros de
alta especializacion con unidades de arritmias pediatricas,
insuficiencia cardiaca y TC pediatrico.

368


https://doi.org/
http://www.analesdepediatria.org
http://crossmark.crossref.org/dialog/?doi=10.1016/j.anpedi.2020.11.012&domain=pdf
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0035
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0055
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
mailto:martinez_gor@gva.es
https://doi.org/10.1016/j.anpedi.2020.12.007
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://crossmark.crossref.org/dialog/?doi=10.1016/j.anpedi.2020.11.012&domain=pdf
https://bedca.net/
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0040
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0045
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0050
https://www.familiaysalud.es/vivimos-sanos/alimentacion/alimentarse-cada-edad/las-proteinas-en-la-alimentacion-del-bebe
https://www.familiaysalud.es/vivimos-sanos/alimentacion/alimentarse-cada-edad/las-proteinas-en-la-alimentacion-del-bebe
https://www.familiaysalud.es/vivimos-sanos/alimentacion/alimentarse-cada-edad/las-proteinas-en-la-alimentacion-del-bebe
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
http://refhub.elsevier.com/S1695-4033(20)30526-9/sbref0060
mailto:vitoriaunhbox voidb@x {special {ps:3 TD$DIFF}}_isi@unhbox voidb@x {special {ps:4 TD$DIFF}}gva.es
https://doi.org/10.1016/j.anpedi.2020.11.023
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://creativecommons.org/licenses/by/4.0/
http://crossmark.crossref.org/dialog/?doi=10.1016/j.anpedi.2020.11.012&domain=pdf

69¢

Tabla 1 Caracteristicas demograficas, electrocardiograficas, ecocardiograficas y hemodinamicas de los pacientes con miocardiopatia restrictiva

Caso 1 Caso 2 Caso 3 Caso 4 Caso 5 Caso 6 Caso 7 Caso 8 Caso 9
Edad media (afios) 10,5 4,0 0,05 2,0 0,15 14,6 10,3 0,08 0,5
Sexo Mujer Varon Varon Varén Varén Mujer Mujer Mujer Varén
Tipo MCR Secundaria Es  Primaria Primaria Primaria Primaria Primaria Primaria Primaria Primaria
Fenotipo MCR MCR MCR/ MCR MCR MCR MCR/ MCR/ MCR
MCNC MCNC MCNC
AF Miocar No No No No Si No No No Si
Estudio genético NR NR Neg NR Sindrome de  Mut gen NR Mut gen Mut gen
Alstrom TNNT2 MYH7 MYH7
Sintomas IC Si Si Si No Si Si No Si No
Electrocardiograma
FC (lpm) ND 87 83 84 125 75 98 103 100
PR(ms) ND 130 160 145 121 130 192 164 110
Voltaje onda P (mV) ND 0,6 0,4 0,4 0,2 0,5 0,4 0,4 0,4
QRS (ms) ND 89 90 90 65 125 90 82 98
QRS (eje) ND 90 10 30 67 147 20 79 117
Voltaje R en DIl (mV) ND 1,0 0,8 1,1 0,5 0,5 0,5 1,2 0,7
QTc ND 437 448 440 454 488 402 490 413
Alteracion repolarizacion ~ ND Infrades Onda T Neg Infrades ST Onda T Neg Onda T Neg No No Onda T Neg
ST inferolat deriv y T Neg deriv deriv deriv
laterales deriv laterales laterales anterolat
inferolat
Ratio P/QRS DII ND 0,36 0,5 0,36 0,4 1 0,8 0,33 0,57
Arritmias FibA BAC EV No No TV/MS No No No
Ecocardiografia
Al (z-score) 5,20 2,39 5,57 2,09 4,26 4,56 4,60 4,20 2,60
IT (mmHg) 100 35 80 54 58 48 66 90 15
FEVI (%) 55 55 70 54 60 69 59 50 73
E (m/s) ND 0,40 0,83 0,37 1,23 1,07 0,80 0,80 1,50
A (m/s) ND 0,58 0,32 NR 0,27 0,29 0,36 0,70 0,30
E/A ND 0,69 2,60 NR 4,50 3,69 2,22 1,10 5,00
E/e’ ND 7,60 8,30 7,40 13,70 21,40 8,50 16,80 10,00
Cateterismo
PAPm (mmHg) 62 17 55 37 NR 37 23 58 NR
PAI (mmHg) 21 13 28 31 NR 25 21 26 NR
PVItd (mmHg) 24 15 27 21 NR 32 28 28 NR
RVPi (UW-m?) 23 2,2 12 6,1 NR 6,0 5,7 6,1 NR
Estado actual TCP/F TC/Vi TC/Vi TC/Vi LT/Vi F LT/Vi TC/Vi LT/Vi

A: onda A flujo transmitral; AF Miocar: antecedente familiar de miocardiopatia; Al: auricula izquierda; Anterolat: anterolaterales; BAC: bloqueo auriculoventricular; Deriv: derivaciones;
E: onda E flujo transmitral; Es: esquistosomiasis; EV: extrasistoles ventriculares; F: fallecido; FEVI: fraccion eyeccion ventriculo izquierdo; FibA: fibrilacion auricular; Gen: genética; IC:
insuficiencia cardiaca; Inferolat: inferolateral; Infrades: infradesnivelacion; IT: insuficiencia tricuspidea; [pm: latidos por minuto; LT: libre de trasplante; MCR: miocardiopatia restrictiva;
MCR/MCNC: miocardiopatia restrictiva mixta asociada a hipertrabeculacion; ms: milisegundos; MS: muerte sUbita; Mut: mutacion; mV: milivoltios; ND: no documentado; Neg: negativo;
NR: no realizado; PAI: presion auricula izquierda; PAPm: presion arteria pulmonar media; PVitd: presion telediastolica del ventriculo izquierdo; Sdr: sindrome; QTc: intervalo QT corregido;
RVPi: resistencias vasculares pulmonares indexadas; TC: trasplante cardiaco; TCP: trasplante cardiopulmonar; TV: taquicardia ventricular; Vi: vivo.
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