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Dr. Nathan D. Hahurij MD PhD

in Shizuoka Mt Fuji Children’s Hospital

fellow pediatric cardiology Leiden University Medical Center (LUMC) Leiden, The Netherlands

I travelled to Japan for a one-month traineeship at the
Mt Fuji Children’s Hospital in July 2018. The hospital is
beautifully situated at the foot of the Japanese South-Alps
in the city of Shizuoka, which is approximately 1 hour
by a south-bound Shinkansen (bullet train) from Tokyo.
During may stay I mainly focused on the peri-operative
care in children with congenital heart disease and fetal
cardiology.

The cardiovascular surgery department of the Mt Fuji
Children’s Hospital is a well-known center for congenital
heart disease in Japan. Lots of complex congenital heart
disease cases and children with arrhythmias are referred
to this hospital. On the first day of my visit, [ was warmly
welcomed by the head of the department prof. Ikai and
prof. Sakamoto, president of the hospital and of the
Japanese Society of Pediatric Cardiology and Cardiac
Surgery (JSPCCS). Furthermore, I was introduced to my
mentor, dr. Osaki head of the cardiovascular care unit
(CCU).

On a daily basis I would travel by bus from downtown
Shizuoka to the hospital to attend the morning conference.
Two times a week in a multidisciplinary setting many
cases, including lots of second opinions, were thoroughly
discussed for surgical-/interventional decision making.
During these meetings, as one could imagine, language
was the main issue I struggled with. Luckily, there

was always a Japanese colleague willing to translate,

making life for me much easier. Next I would join the
perioperative transoesophageal echocardiography (TEE)
or assist during a heart catheterisation. Furthermore, I
attended the fetal echocardiography program and I even
performed the first fetal echo’s by myself. In the third
week of my traineeship I was scheduled for a scientific
presentation on the role of hemodynamics in congenital
heart disease.

During the weekends, 1 explored the beautiful nature
and cultural heritage of Japan and enjoyed the tasteful
Japanese cuisine. I also appreciated the welcome dinner
with the department and trip to Hakone that [ made
with Ms. Utsumi (secretary of the department) and dr.
Yoshimoto.

I would like to thank all people that I have met during
my stay at the Mt Fuji Children’s Hospital. Due to their
enthusiasm, the lively discussions that we had, and the
ability to perform TEE and fetal echocardiography under
close supervision, I was able to increase my knowledge in
complex congenital heart disease cases. I also appreciated
the excellent assistance of Ms. Utsumi who helped me a
lot with the preparation of my visit to Japan.

Finally, based on all my experiences I could only
encourage all AEPC junior members to apply for a
traineeship in Japan. This certainly is a unique opportunity

in our training to exchange knowledge in the field of

congenital heart disease.

Case Challenge Bia&EE!!

NEBERBZRMFREZESTIR. HEWI YT Y E LT, Case Challenge %%

HP /&L TWE T,

http://jspccs.jp/publication/case-challenge/
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® Review

Recognition and Management of Preclinical
Cardiomyopathies in Children: Special Focus on
Duchenne Muscular Dystrophy and Anthracycline
Cardiotoxicity

10.24509/jpces. 190201

Takeshi Tsuda, Rami Kharouf, Adriana C. Prada-Ruiz,
Jeanne M. Baffa

Nemours Cardiac Center, Nemours/Alfred |. duPont Hospital for Children

Heart failure is conventionally defined as a dynamic clinical
syndrome where the cardiovascular system fails to meet the
metabolic demand of the peripheral tissues or can only do so at
the expense of increased ventricular filling pressure. Emerging
new findings in biomedical research have enabled us to recognize
the early preclinical myocardial changes at the cellular and
molecular levels before ventricular dysfunction becomes visible.
These preclinical changes have also become recognizable by
advanced medical technology. Here, we introduce two relatively
common clinical entities that present with an asymptomatic
preclinical stage in pediatrics, cardiomyopathies in Duchenne
muscular dystrophy and anthracycline-induced cardiotoxicity.
We will discuss underlying pathobiology, early diagnosis by
noninvasive imaging studies, and cardioprotective treatment
of the preclinical stage of progressive myocardial disease. The
early recognition and treatment of the preclinical stage of heart
failure may provide us with new perspectives in understanding
this devastating disease.

@ Original Article

Possibility to Terminate Chylothorax/Abdomen by
Minimum Invasive Pediatrics Lymph Surgery: A
Surgical Strategy Based on the Etiology of the
Lymph Flow

10.24509/jpccs. 190202

Motoi Kato”, Shoji Watanabe”, Koji Nomuraz’,
Yoshihiro Koz), Hiroo Kinamiz’, Kiyoshi Ogawas’,
Kenji Hoshino®, Takashi Hishitani®, Sadataka Kawachi®,

Hiroshi Kawashima‘”, Yutaka Tanami®

1) Saitama Children’s Medical Center, Department of Plastic and
Reconstructive Surgery

2) Saitama Children’s Medical Center, Department of Cardiovascular Surgery
3) Saitama Children’s Medical Center, Department of Cardiology

4)Saitama Children’s Medical Center, Department of Surgery

5)Saitama Children’s Medical Center, Department of Radiology

Background: Chylothorax/abdomen can lead to prolonged
hospitalization, cause developmental delays, and sometimes
become fatal. Therefore, the development of a new therapy
for its treatment has been investigated. Owing to the rapidly
expanding knowledge regarding central lymphatic disease,
chylothorax/abdomen has been found to be recurrent and to
leak due to lymphatic stenosis or obstruction. These lymphatic
problems are similar to those in peripheral lymphatic disease,
for which we analyzed the lymphatic flow and treated it with
direct maneuver. Based on this, we have introduced minimally
invasive procedures to correct the central lymphatic system.
Methods: We included 12 pediatric patients aged 30 days to
2 years. Five patients were diagnosed with hereditary diseases
other than cardiac anomalies. All patients were followed for
>6 months after the lymphatic procedures were performed.
Medical treatment was preoperatively administered for 4 weeks
and with diet/milk restrictions.

Results: Four patients were completely cured of lymphatic
leakage, and 3 patients required further treatment. Five patients
died during intensive care, mainly because of respiratory
distress.
Conclusions: Lymphangiography and lymphatic venous
anastomosis are the most commonly performed procedures,
which are effective in some patients. This novel treatment
remains limited to patients with complications. However, the
new therapy that is based on lymphatic flow analysis may
become a novel approach for refractory chylothorax/abdomen.
Therefore, studies on lymphatic disease are ongoing, and further
improvements are expected in the future.

@ Original Article

Efficacy and Safety of Sildenafil in Japanese
Pediatric Patients with Pulmonary Arterial
Hypertension

10.24509/jpces. 190203

Shigetoyo Kogaki'?, Tsutomu Saji®, Hiroshi Ono®,
Masahiro Ishii®®, Shintaro Hiro”, Michinori Terada”
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1) Department of Pediatrics and Neonatology, Osaka General Medical Center
2) Department of Pediatrics, Osaka University Graduate School of Medicine
3)Advanced and Integrated Cardiovascular Research Course in the Young
and Adolescence, Toho University

4)Division of Cardiology, National Center for Child Health and Development
5)Ishii Pediatrics and Pediatric Cardiology Office

6) Department of Pediatrics, Kitasato University Hospital

7) Development Japan, Pfizer R&D Japan

Background: An international multicenter, placebo-controlled,
double-blind study (STARTS-1) and its subsequent extension
study (STARTS-2) demonstrated that sildenafil monotherapy
with medium dose was well tolerated and improved exercise
tolerance, functional class, and hemodynamics in patients with
pediatric pulmonary arterial hypertension (PAH). However,
clinical studies of pediatric PAH had not been performed in
Japan at the time. We therefore aimed to investigate the efficacy,
safety and pharmacokinetics of sildenafil in Japanese pediatric
patients with PAH.

Methods: We conducted an open-label study consisting of both
a 16-week treatment period (Part 1) and a long-term treatment
period (Part 2). The efficacy endpoints were improvement in
the parameters of pulmonary vascular resistance index (PVRI),
mean pulmonary arterial pressure (mPAP), World Health
Organization functional class, brain natriuretic peptide (BNP)
and N-terminal pro-BNP. The patients received sildenafil at
10mg or 20 mg that was administered 3 times a day based on
body weight.

Results: Six children aged 1 to 14 years with PAH were
screened, and sildenafil was assigned. Four patients completed
Part 1, and one patient completed Part 2. In Part 1, among the
5 patients with available cardiac catheterization data, PVRI and
mPAP decreased in 3 and 2 patients, respectively. There were 11
treatment-related adverse events that were already known, but
no serious adverse events including death occurred.
Conclusions: This study suggests that oral sildenafil is well
tolerated and acceptable as a therapeutic option in Japanese
pediatric patients with PAH. (Clinical Trial Registration:
NCT01642407)

® Case Report

Cardiac Fibroma in a Newborn with Down
Syndrome

10.24509/jpccs. 190204

%)

Katsuki Ootani”, Jun Shimada", Yosuke Kitagawa",

Yohei Yamamoto”, Fumitake Miura”,

)

Shun Koyamaishi”, Kentaro Yuzawa", Madoka Fujita”,
Etsuro Ito”, Yasuyuki Suzuki?, Ryosuke Kowatari?,
Ikuo Fukuda?, Manabu Kinjos), Toru Takahashi®

1) Department of Pediatrics, Hirosaki University Graduate School of Medicine
2) Department of Thoracic and Cardiovascular Surgery, Hirosaki University
Graduate School of Medicine

3) Department of Pediatrics, Hachinohe City Hospital

4)Division of Nursing Science, Hirosaki University Graduate School of Health

Sciences

Down syndrome and cardiac tumor occurring in the same
patient is a rare condition. Patients with primary cardiac
tumors face an uncertain treatment strategy that ranges from
conservative management to aggressive surgical intervention.
We report here the case of cardiac fibroma in a newborn with
Down syndrome, and we discuss the most appropriate way
of making a diagnosis and treatment in patients with cardiac
masses. In this case, although the cardiac mass was large,
the patient was asymptomatic. We tried to make a definitive
diagnosis through the use of magnetic resonance imaging
but failed to reveal the diagnosis. Although histologic and
immunohistochemical examinations are useful to get a correct
diagnosis of the type of tumor and its malignancy, clinicians
should keep in mind that open surgical approach can have
serious implications that require consideration. Conservative
management of cardiac masses in a newborn who is strictly
asymptomatic seems to be an acceptable strategy when the risks
of surgical intervention outweigh the benefits.

® Case Report

Case of a 38-year-old Patient with Coronary
Arterial Calcification Caused by Kawasaki Disease
Evaluated with Pathological Examination and
Composition Analysis

10.24509/jpccs. 190205

Nobuyoshi Kusano”, Satoshi Marutani”,
Takako Nishinoz’, Noboru Inamura”

1) Department of Pediatrics, Kindai University Faculty of Medicine

2) Department of Cardiovascular Surgery, Kindai University Faculty of

Medicine

Few studies have examined the coronary arterial calcification
(CAC) caused by Kawasaki disease (KD), although it has been
shown to increase the risk of acute coronary syndrome. In this
study, we present the case of a 38-year-old patient with KD-
induced CAC who was operated by acute myocardial infarction.
Pathological examination revealed that coronary arterial lesions
included atherosclerosis-like lesions and that KD-induced CAC
was composed of >98% calcium phosphate with carbonate,
like CAC of atherosclerosis. Radiological analysis using dual-
energy computed tomography showed that the composition of
KD-induced CAC resembled that of atherosclerosis. However,
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carotid ultrasonography and pulse wave velocity results
were normal. These results suggest that KD-induced arterial
calcification formed on tissues damaged in the past subsequently
to arteriosclerosis. These findings suggest that patients with
the past of KD, especially with KD-induced CAC, are easy to
develop atherosclerosis and they should take care of the risk
factors of atherosclerosis, such as hypertension, hyperlipidemia,

smoking, obesity, and diabetes.

@ Case Report

Isolated Hypoplasia of a Right Ventricle
That Showed Right Ventricular Restrictive
Cardiomyopathy

10.24509/jpces. 190206

Hideki Masumi, Nori Takada, Satoshi Marutani,
Keisuke Sugimoto, Noboru Inamura

Department of Pediatrics, Kindai University of Faculty of Medicine

We report the case of a 15-year-old girl with isolated right
ventricular hypoplasia without interatrial shunt. At 13 years of
age, her right ventricular end-diastolic volume was 58% of the
normal and the left ventricular end-diastolic volume was within
the normal range with (98% of normal) despite the absence of
interatrial shunt. Doppler echocardiography showed anterograde
diastolic pulmonary arterial flow, coinciding with the A wave of
atrial contraction. At 15 years of age, the right ventricular end-
diastolic volume remained unchanged, but the left ventricular
end-diastolic volume decreased to 65% of normal. The right
ventricular pressure wave form showed a clear dip and plateau
and the exacerbation of the restrictive change. The fact that
the deterioration of the right ventricular diastolic disorder
progressed with the decrease of the left ventricular end-diastolic
volume suggests that end-diastolic volume of the patient’s left
ventricle was maintained with the end-diastolic forward flow to

the pulmonary artery.

@ Case Report

Everolimus Treatment in a Neonate with Heart
Failure Caused by Cardiac Rhabdomyomas

10.24509/jpccs. 190207

Hirohisa Kago, Hideo Fukunaga, Mitsuru lkeno,
Noboru Tanaka, Kotoko Matsui, Mana Harada,
Takeshi Furukawa, Ken Takahashi, Masahiko Kishiro,
Toshiaki Shimizu

Department of Pediatrics, Juntendo University Faculty of Medicine

Most primary pediatric cardiac tumors are rhabdomyomas,
which are generally associated with tuberous sclerosis complex.
Large tumors can sometimes cause heart failure, and surgery
might be required for patient survival. Everolimus, an oral
mammalian target of rapamycin inhibitor, has been recently
studied for its antineoplastic effect. Here, we describe a
case involving successful everolimus treatment for cardiac
rhabdomyomas in a neonate.

® Images in Pediatric and Congenital Heart Disease

Quadricuspid Aortic Valve in an Asymptomatic
Newborn Infant

10.24509/jpces. 190208

Takumi Sato", Akira Sato", Kinya Hatakeyama?

1) Department of Pediatrics, National Hirosaki Hospital

2)Department of Pediatrics, Sapporo City General Hospital

® Images in Pediatric and Congenital Heart Disease

Rare Cases of Mixed Type Total Anomalous
Pulmonary Venous Connection with Chambers
Encircling Left Atrium

10.24509/jpccs. 190209

Yasunobu Miki", Toshikatsu Tanaka",
Michio Matsuoka', Naoya Kamei”,

Yoshiharu Ogawa', Kenta Tominaga', Sachiko Kido",
Yoshihiro Oshima?

1) Department of Cardiology, Kobe Children’s Hospital

2) Department of Cardiovascular Surgery, Kobe Children’s Hospital
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