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Background: Noncompaction cardiomyopathy is characterized by a left ventricle with a prominent trabecular
meshwork. The clinical courses of the growing number of pediatric cases with noncompaction cardiomyopathy
remain only partially elucidated.

Methods: We enrolled patients with cardiomyopathies from the database of Specific Pediatric Chronic Diseases
in Japan. Questionnaires were sent to institutions throughout Japan to obtain details about the diagnosis, man-
agement, and prognosis of these patients.

Results: We enrolled 1,360 patients and obtained clinical data for 470, among whom 46 had noncompaction
cardiomyopathy (29 males, 17 females; median age: 0.3 years). Among these patients, 22 displayed symptoms at
diagnosis, 4 were detected by school medical screening, and 2 were detected by infant medical screening. Symp-
tomatically, 27 patients had heart failure, 9 had arrhythmia, and 1 had embolism, and almost all the patients
received medical therapy (e.g., inotropes, diuretics, antiplatelets, anticoagulants, vasodilators, or -blockers).
Based on the school-life guidance and management in Japan, patients were classified as follows: E-sports club
activities allowed (19.5%), E-sports club activities prohibited (13.0%), D (23.9%), C (4.3%), and B (2.1%).
Conclusions: It is imperative that we continue to survey and assess cases of specific pediatric chronic disease
associated with cardiomyopathy for inclusion in the repository.
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Table 1 The comparison of clinical characteristics between infantile group and juvenile group

Total Infantile (0-2 vy) Juvenile (=2 )
n=46 n=30 Y n=16 g p value
Male 29 (63.0%) 19 (63.3%) 10 (62.5%) 1.0000
Age at onset (y) 0 (0-16) 0 (0-1) 6.5 (2-16) <0.0001
Initial symptom
Asymptomatic 13 8 (26%) 5 (31%) 0.7400
Heart failure 27 (58.7%) 18 (60.0%) 9 (56.3%) 1.0000
Arrhythmia 9 (20.0%) 5 (16.7%) 4 (25.0%) 0.6982
Embolism 1 (2.2%) 1 (3.3%) 0 (0%) 1.0000
Death 6 (14.6%) 6 (24.0%) 0 (0%) 0.0655
Genetic testing 8 (17.4%) 6 (20.0%) 2 (12.5%) 0.6942
Family history 10 (21.7%) 10 (33.3%) 0 (0%) 0.0086
Rare disease surveillance 9 (32.1%) 7 (36.8%) 2 (22.2%) 0.6700
The school life guidance and management
B 1 (3.5%) 0 (0%) 1(9.1%) 0.0924
C 2 (6.9%) 0 (0%) 2 (18.2%) 0.0924
D 11 (37.9%) 6 (33.3%) 5 (45.5%) 0.0924
E impossible 6 (20.7%) 4 (22.2%) 3(18.2%) 0.0924
E possible 9 (31.0%) 8 (44.4%) 1(9.1%) 0.0924
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Fig. 2 The event-free survival to the endpoint of death of patients with ventricular noncompaction with or
without congestive heart failure (A), and event-free survival to the endpoint of death of infantile and
juvenile patients with noncompaction cardiomyopathy (B)

Table 2 Multivariate analysis of risk factors for LVNC

Univariable survival analysis Multivariable survival analysis
Variable

QOdds ratio (95% Cl) p value Odds ratio (95% Cl) p value
Sex 3.3333 (0.4696-67.4672) 0.2483
Family history 1.1999 (0.0564-9.8677) 0.8806
Heart failure 112544922 (1.8100402-) 0.0139 19247412 (1.4005-) 0.0266
Arrhythmia 1.19E-08 (-1.2320) 0.0713
Embolism 1.42E-06 (-35.9999) 0.5712
Age at onset <2 years 124420943 (1.8621-) 0.0131 20789371 (1.6247-) 0.0192

Cl; confidence interval

ARNRBERSBSFRIME $£3B5EF F35



177

Table 3 The occurrence of cardiomyopathies in pediatric patients from the surveillance of Japanese society

of pediatrics cardiology and cardiac surgery from 2005 to 2014

Age (years) Sex Prognosis
Total
<1 1-6 6-13 13-18 unknown Male Female Unknown  Alive Death  Unknown
DCM 43.1 19.5 11.0 6.8 54 05 22.3 20.2 0.6 35.6 6.2 0.9
HCM 35.8 10.0 3.7 12.7 8.7 0.7 23.1 12.1 0.6 33.7 1.6 0.5
RCM 8.6 1.2 3.0 3.1 1.2 0.1 4.8 3.7 0.1 7.3 1.3 0.0
ARVC 1.8 0.3 0.1 1.0 0.4 0.1 0.8 1.0 0.0 1.7 0.1 0.0
LVNC  28.7 12.6 5.5 7.0 34 0.2 15.8 124 0.5 26.1 2.3 0.3
Total 118.0 43.6 23.3 30.6 19.1 1.6 66.8 494 1.8 104.4 11.5 1.7

ARVC; arrhythmogenic right ventricular cardiomyopathy, DCM; dilated cardiomyopathy, HCM; hypertrophic cardiomyopathy,
LVNC; left ventricular noncompaction, RCM; restrictive cardiomyopathy
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