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A 12-year-old boy was diagnosed with hypertrophic cardiomyop-
athy (HCM) 3 years ago due to a preoperative examination of pa-
tent ductus arteriosus (PDA), and he didn’t receive treatment. He
was admitted to the hospital due to syncope and frequent convul-
sions. He also had decreased muscle strength, elevated serum cre-
atine kinase levels, abnormal liver function (e.g. elevated
transaminase activity), and intellectual decline. Echocardiography
showed obstructive HCM and systolic anterior motion (SAM).
Cardiac magnetic resonance (CMR) imaging demonstrated left ven-
tricular (LV) hypertrophy (especially ventricular septum), biventri-
cular outflow tract obstruction, and a SAM sign (Panel A;
Supplementary material online, Videos S1). Genetic analysis identi-
fied a maternal hemizygous frameshift LAMP2 variant
(NM_002294: c.973dupC, p. L325fs*). A modified extended
Morrow procedure was performed under cardiopulmonary bypass
to relieve his symptoms (Panels C and D). Postoperative echocar-
diography showed LV outflow tract patency. CMR imaging demon-
strated LV outflow tract obstruction was relieved without a SAM
sign  (Panel B, Supplementary material online, Video S2).
Pathological examination revealed marked myocyte hypertrophy,
disarray (Panel E), and LAMP2 protein deletion (Panel F). Electron
microscopy shows intracytoplasmic vacuoles containing autophagic
material and glycogen (Panels G and H). The patient had an im-
provement in exercise capacity at follow-up 8 months
post-discharge.

Danon disease (DD) is a rare, X-linked dominant, multisystem autop-
hagic disease. Hemizygous male patients are typically affected earlier
and more severely than women. Because of the pathophysiology of
DD, the operation’s objective is to improve the patient’s quality of
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life before his condition worsens to the point where heart transplant-
ation is needed.

Supplementary material is available at European Heart Journal — Case
Reports.
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