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Fri. Jul 9, 2021

Track6

International Symposium of Pediatric Heart and Lung Transplantation
Chair Lecture
Struggle to save children with end-stage heart

failure

Chair:Soichiro Kitamura (Japan Cardiovascular Research
Foundation / National Cerebral and Cardiovascular Center,
Japan)

1:00 PM - 1:35 PM Track6 (IRit=15)

[ISPHLT-CP] Struggle to save children with end-stage
heart failure
©Norihide Fukushima (Department of
Transplant Medicine, National Cerebral and

Cardiovascular Center, Japan)

Sat. Jul 10, 2021

Tracké

International Symposium of Pediatric Heart and Lung Transplantation
Vice-chair Lecture

Living lobar lung transplantation

Chair:Masaaki Sato (Organ Transplantation Center, The
University of Tokyo Hospital, Japan)

1:20 PM - 1:55 PM Track6 (IRith515)

[ISPHLT-VC] Living lobar lung transplantation
“Hiroshi Date (Department of Thoracic

Surgery, Kyoto University, Japan)
Fri. Jul 9, 2021

Track6é

International Symposium of Pediatric Heart and Lung Transplantation
Keynote Lecture 1
The world of pediatric heart transplantation from

the beginning

Chair:Norihide Fukushima (Department of Transplant
Medicine, National Cerebral and Cardiovascular Center,
Japan)

9:00 AM - 9:30 AM Tracké (IRih&I5)

[ISPHLT-KL1] The world of pediatric heart
transplantation from the beginning
SLinda J Addonizio™ (1.Pediatric Cardiology,
Columbia University Vagelos College of
Physicians and Surgeons, USA, 2.Morgan
Stanley Children's Hospital, USA)

©Japanese Society of Pediatric Cardiology and Cardiac Surgery

International Symposium of Pediatric Heart and Lung Transplan%g{i%%ry
Keynote Lecture 2

Pediatric organ donation in USA

Chair:Juntaro Ashikari (Medical Information Headquarters,
Japan Organ Transplant Network, Japan)

1:45 PM - 2:15 PM Track6 (IRit=15)

[ISPHLT-KL2] Pediatric organ donation in the United
States of America
“Thomas A Na|<agawa1'2 (1.Division of
Pediatric Critical Care Medicine, Department
of Pediatrics, University of Florida College of
Medicine. Jacksonville, FL. USA, 2.Carolina
Donor Services. Durham, NC. USA)

International Symposium of Pediatric Heart and Lung Transplantation
Keynote Lecture 3
Pediatric heart transplantation: from the

beginning

Chair:Norihide Fukushima (Department of Transplant
Medicine, National Cerebral and Cardiovascular Center,
Japan)

3:20 PM - 3:50 PM Track6 (IBiti=15)

[ISPHLT-KL3] Pediatric heart transplantation: from the
beginning
OJoyce K Rusch (Cardiac Transplant, Loma

Linda University, USA)

Sat. Jul 10, 2021

Tracké

International Symposium of Pediatric Heart and Lung Transplantation
Keynote Lecture 4
Current status of pediatric lung transplantation

in the world

Chair:Hiroshi Date (Department of Thoracic Surgery, Kyoto
Univeristy Graduate School of Medicine, Japan)

9:00 AM - 9:30 AM Tracké (IRHt=15)

[ISPHLT-KL4] Current status of pediatric lung
transplantation in the world
OStuart C Sweet (Department of Pediatrics,
Washington University, USA)

International Symposium of Pediatric Heart and Lung Transplantation
Keynote Lecture 5
Current status and future aspect of pediatric

mechanical circulatory support

Chair:Takeshi Shinkawa (Department of Cardiovascular
Surgery, Tokyo Women's Medical University, Japan)
3:00 PM - 3:30 PM Track6 (IBith=15)
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[ISPHLT-KL5] Current status and future aspect of
pediatric mechanical circulatory support
Clki Adachi (Congenital Heart Surgery, Texas
Children's Hospital / Baylor College of

Medicine, United States of America)

Fri. Jul 9, 2021

Track6é

International Symposium of Pediatric Heart and Lung Transplantation
Symposium 1
Current status and future aspect of pediatric

heart transplantation in the world

Chair:Heima Sakaguchi (Department of Pediatric Cardiology,
National Cerebral and Cardiovascular Center, Japan)
Chair:Shigetoyo Kogaki (Pediatrics and Neonatology, Osaka
General Medical Center, Japan)

9:40 AM - 11:00 AM Track6 (Rith&15)

[ISPHLT-SY1-1] Pediatric heart transplantation in
Brazil
OEstela Azeka (Cardiology, Heart Institute
(InCor) University of Sao Paulo Medical
School, Brazil)

[ISPHLT-SY1-2] Pediatric heart transplantation in
Osaka University
©Jun Narita (Depatment of Pediatrics,
Osaka University Graduate school of
Medicine, Japan)

[ISPHLT-SY1-3] Pediatric heart transplantation in
NCVC
©Heima Sakaguchi, Norihide Fukushima,
Hajime Ichikawa, Takaya Hoashi, Yuki Ito,
Hikari Miike, Kenichi Kurosaki, Isao Shiraishi

(Department of Pediatric Cardiology,

National Cerebral and Cardiovascular
Center, Japan)

[ISPHLT-SY1-4] National consultation system of
children with end-stage heart failure in
Japan
OTakahiro Shindo (Division of Cardiology,
National Center for Child Health and

Development, Japan)

International Symposium of Pediatric Heart and Lung Transplantation
Symposium 2

Current status of pediatric organ donation in the
world

©Japanese Society of Pediatric Cardiology and Cardiac Surgery

Surger
Chair:Juntaro Ashikari (Medical Information Headquarters,

Japan Organ Transplant Network, Japan)

Chair:Thomas A. Nakagawa (Division of Pediatric Critical Care
Medicine, Department of Pediatrics, University of Florida
College of Medicine/Medical Director,

2:30 PM - 3:10 PM Track6 (IRitt&1%)

[ISPHLT-SY2-1] Ethical issues in pediatric organ
donation
“Thomas A Nakagawa'? (1.Division of
Pediatric Critical Care Medicine,
Department of Pediatrics, University of
Florida College of Medicine. Jacksonville, FL.
USA, 2.Carolina Donor Services. Durham, NC.
USA)

[ISPHLT-SY2-2] Pediatric organ donation and
transplantation in Japan: achievements
in the past decade and goals in the
next
© Juntaro Ashikari (Medical Information
Headquarters, Japan Organ Transplant
Network, Japan)

[ISPHLT-SY2-3] Current status of pediatric organ
donation in Japan: should organ
donation from abused children be
prohibited?

OTakashi Araki (Saitama Medical Center,

Saitama Medical University, Japan)

International Symposium of Pediatric Heart and Lung Transplantation
Symposium 3
How to manage pediatric thoracic organ

transplant recipient

Chair:Fumiko Mato (Center for Pediatric Diseases, Osaka
University Hospital, Japan)

Chair:Yumiko Hori (Department of Transplantation,
Department of Nursing, National Cerebral and Cardiovascular
Center, Japan)

4:00 PM - 4:55 PM Track6 (Rith515)

[ISPHLT-SY3-1] The role of the child life specialist in
the USA and Japan: the creation of a
beautiful friendship
OAlison Heffer (Child Life Department,
New York-Presbyterian Morgan Stanley
Children's Hospital, USA)

[ISPHLT-SY3-2] The role of recipient transplant
coordinator in pediatric heart
transplantation in Japan

OYumiko Hori'?, Nobuaki Konishi'?, Ayaka
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Arizono'?, Heima Sakaguchi®, Norihide
Fukushima® (1.Department of Nursing,
National Cerebral and Cardiovascular
Center, Japan, 2.Department of
Transplantation, National Cerebral and
Cardiovascular Center, Japan, 3.Department
of Pediatric Cardiology, National Cerebral
and Cardiovascular Center, Japan)
[ISPHLT-SY3-3] The role of child life specialists in
pediatric heart transplantation in
Japan: bridging the gap, serving as a
buffer, and offering scaffoldings
OFumiko Mato (Center for Pediatric
Diseases, Osaka University Hospital,

Japan)

Sat. Jul 10, 2021

Track6

International Symposium of Pediatric Heart and Lung Transplantation
Symposium 4
New era of pediatric lung transplantation in the

world

Chair:Hiroshi Date (Department of Thoracic Surgery, Kyoto
Univeristy Graduate School of Medicine, Japan)
Chair:Stuart Sweet (Department of Pediatrics , Washington
University School of Medicine in St.Louis, USA)

9:40 AM - 11:10 AM Track6 (RI=17)

[ISPHLT-SY4-1] Management of pediatric lung
transplant recipients and post-
transplant outcome
OChristian Benden (Faculty of Medicine,
University of Zurich, Switzerland)

[ISPHLT-SY4-2] Technical consideration of pediatric
lung transplantation from deceased
donors
OShaf Keshavjee (Department of Surgery,
University of Toronto, Canada)

[ISPHLT-SY4-3] The Changing face of pediatric lung
transplant - new demographics, new
challenges
OMarc G Schecter (Department of
Pediatrics, Division of Pulmonary Medicine,
University of Florida, USA)

[ISPHLT-SY4-4] Current status of pediatric lung
transplantation in Japan

SHiroshi Date (Department of Thoracic

©Japanese Society of Pediatric Cardiology and Cardiac Surgery

Surgery
Surgery, Kyoto University, Japan)

[ISPHLT-SY4-5] Split lung transplantation for small
children: Bilateral segmental lung
transplantation using split adult living-
donor lower lobe
OSeiichiro Sugimoto, Shinji Otani, Kentaroh
Miyoshi, Shin Tanaka, Yasuaki Tomioka, Ken
Suzawa, Hiromasa Yamamoto, Mikio
Okazaki, Masaomi Yamane, Shinichi Toyooka

(General Thoracic Surgery and Organ
Transplant Center, Okayama University

Hospital, Japan)

International Symposium of Pediatric Heart and Lung Transplantation
Symposium 5

Pediatric mechanical circulatory support in
children and patients with congenital heart

disease

Chair:Yasutaka Hirata (Department of Cardiac Surgery, The
University of Tokyo Hospital, Japan)

Chair:Osami Honjo (Division of Cardiovascular Surgery, The
Hospital for Sick Children, University of Toronto, Canada)
3:40 PM - 5:25 PM Track6 (IRith&i5)

[ISPHLT-SY5-1] Evolving strategies in mechanical
circulatory support in children with
congenital heart disease: SickKids
experience
©0sami Honjo'#*#>678 (1 Department of
Cardiovascular Surgery, The Hospital for
Sick Children, Canada, 2.Watson Family
Chair, Cardiovascular Sciences, The Hospital
for Sick Children, 3.Associate Professor,
Department of Surgery, University of
Toronto, 4.Senior Associate Scientist,)

[ISPHLT-SY5-2] Experiences of EXCOR pediatrics in
Japan
©Hajime Ichikawa', Takaya Hoashi', Kenta
Imai', Naoki Okuda’, Motoki Komori', Heima
SakaguchiB, Ken-ichi Kurosaki®, Isao
Shiraishi®, Norihide Fukushima®

(1.Department of Pediatric Cardiovascular
Surgery, National Cerebral and
Cardiovascular Center, Japan, 2.Department
of Transplantation, National Cerebral and
Cardiovascular Center, Japan, 3.Department
of Pediatric Cardiology, National Cerebral

and Cardiovasc)
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[ISPHLT-SY5-3] The impact of HeartMate 3 left
ventricular assist device in small BSA
patients
©Tomoyuki Fujita, Satsuki Fukushima, Naoki
Tadokoro, Kohei Tonai, Satoshi Kainuma,
Naomori Kawamoto, Takashi Kakuta, Ayumi
Ikuta (Department of Cardiovascular
Surgery, National Cerebral and
Cardiovascular Center, Japan)

[ISPHLT-SY5-4] Pediatric mechanical circulatory
support in children and patients with
congenital heart disease in Tokyo
University
OYasutaka Hirata, Minoru Ono

(Department of Cardiac Surgery, The
University of Tokyo Hospital, Japan)

[ISPHLT-SY5-5] Long term results of pediatric
mechanical circulatory support as
bridge to transplant in severe heart
failure pediatric patients
“Masaki Taira’, Takuji Watanabe', Yuji
Tominaga', Moyu Hasegawa", Jun Narita?,
Hidekazu Ishida?, Ryo Ishii2, Takayoshi
Ueno', Koichi Toda" (1.Department of
Cardiovascular Surgery, Osaka University
Graduate School of Medicine, Japan,
2.Department of Pediatrics, Osaka
University Graduate School of Medicine,

Japan)

Fri. Jul 9, 2021

Tracké

International Symposium of Pediatric Heart and Lung Transplantation
Special Event

Thank you for saving Japanese children!!
Chair:Norihide Fukushima (Department of Transplant
Medicine, National Cerebral and Cardiovascular Center,
Japan)

5:10 PM - 5:40 PM Track6 (IRith&15)

[ISPHLT-SE]

International Symposium of Pediatric Heart and Lung Transplantation
Lunch Seminar 1
BIERYDEA R (CX T D ImpellafliBHERANR Y 7

F—F

©Japanese Society of Pediatric Cardiology and Cardiac Surgery

Chair: 2P B (IBERERERREL> 5 —) surgery

12:00 PM - 12:50 PM Track6 (Riti=13)

[ISPHLT-LS1]

CFA B— (KRXZEZDHIERR)
Sat. Jul 10, 2021

Track6

International Symposium of Pediatric Heart and Lung Transplantation
Lunch Seminar 2

EELOAEICHITD EXCORDIFIK
Chair:JI| B (HiIfEReRAT LY S — NELENE BE)
12:20 PM - 1:10 PM Track6 (Rithe15)

[ISPHLT-LS2-1]

OO FE (EIEESRAEMEtT Y9 — MR
BERR EE)
[ISPHLT-LS2-2]

O I (EUIEERRMEtTY Y — BEY
LIYPIYRBEI—F 1 R—5—)

Fri. Jul 9, 2021

Track6

International Symposium of Pediatric Heart and Lung Transplantation
Oral Session 1

Pediatric heart treatment

Chair:Kenichi Kurosaki (Pediatric Cardiology, National
Cerebral and Cardiovascular Center, Japan)

11:10 AM - 11:45 AM Track6é (IRHMI=1H)

[ISPHLT-OS1-1] Reversible cerebral vasoconstriction
syndrome after pediatric heart
transplantation
“Hidekazu Ishida, Jun Narita, Ryo Ishii,
Masaki Hirose, Kazuhisa Hashimoto, Keiichi
Ozono (Department of Pediatrics, Osaka
University Graduate School of Medicine,
Japan)

[ISPHLT-OS1-2]

OTakahiro Shindo (Division of Cardiology,
National Center for Child Health and

Development, Japan)

Sat. Jul 10, 2021
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International Symposium of Pediatric Heart and Lung Transplantation

Oral Session 2

Pediatric lung treatment

Chair:Yasushi Shintani (General Thoracic Surgery, Osaka
University Graduate School of Medicine, Japan)

11:20 AM - 12:00 PM Track6 (IBIth=15)

[ISPHLT-OS2-1] Living-donor single-lobe lung
transplantation for pediatric
pulmonary hypertension
“Daisuke Nakajima', Shiro Baba?, Tadashi
lkeda®, Satona Tanaka', Yoshito Yamada',
Yojiro Yutaka', Akihiro Ohsumi, Masatsugu
Hamaji1, Hiroshi Date' (1.Department of
Thoracic Surgery, Kyoto University, Japan,
2.Department of Pediatrics, Kyoto
University, Japan, 3.Department of
Cardiovascular Surgery, Kyoto University,
Japan)

[ISPHLT-OS2-2] Post-transplant lymphoproliferative
disorder after living-donor lung
transplantation in pediatric patients
©Satona Tanaka', Daisuke Nakajima1,
Akihiro Ohsumi’, Shiro Baba?, Itaru Kato?,
Hidefumi Hiramatsu?, Hiroshi Date’

(1.Department of Thoracic Surgery, Kyoto
University Hospital, Japan, 2.Department of
Pediatrics, Kyoto University Hospital)

[ISPHLT-OS2-3] 25-year-old female patient with a
severe case of COVID-19 pneumonia
who has undergone bilateral lung
transplantation at adolescent age
“Yuma Shibuya, Sadamitsu Yanagi, Yuta
Mizuno, Takeshi lkegawa, Shun Kawai,
Yasuhiro Ichikawa, Shin Ono, Ki-sung Kim,
Hideaki Ueda (Department of Cardiology,
Kanagawa Children's Medical Center,

Japan)

International Symposium of Pediatric Heart and Lung Transplantation
Oral Session 3

Mechanical circulatory support

Chair:Masaki Taira (Department of Cardiovascular Surgery,
Osaka University Graduate School of Medicine, Japan)

2:05 PM - 2:50 PM Track6 (IRit=15)

[ISPHLT-OS3-1] The ACTION quality improvement

©Japanese Society of Pediatric Cardiology and Cardiac Surgery

Surgery
collaborative

OAngela Lorts, David Morales (Ventricular
Assist Device Program, UC Dept. Pediatrics
Director, Cincinnati Children's, USA)
[ISPHLT-0OS3-2] Our experience of the use of
implantable ventricular assist device
OYuki Ito", Heima Sakaguchi®, Hikari Miike",
Hajime Ichikawa?, Tomoyuki Fujita3,
Norihide Fukushima® (1.Department of
Pediatric Cardiology, National Cerebral and
Cardiovascular Center, Japan, 2.Department
of Pediatric Cardiac Surgery, National
Cerebral and Cardiovascular Center, Japan,
3.Department of Cardiac Surgery, National
Cerebral and Cardiovascular Ce)
[ISPHLT-OS3-3] Long-term ventricular assist device
support in children
“Motoki Komori', Takaya Hoashi’, Kenta
Imai’, Naoki Okuda', Heima Sakaguhiz,
Kenichi Kurosaki?, Norihide Fukushima®,
Hajime Ichikawa' (1.Department of
Pediatric Cardiovascular Surgery, National
Cerebral and Cardiovascular Center, Japan,
2.Pediatric Cardiology, 3.Transplant

Medicine)
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International Symposium of Pediatric Heart and Lung Transplantation

Chair Lecture

Struggle to save children with end-stage heart failure
Chair:Soichiro Kitamura (Japan Cardiovascular Research Foundation / National Cerebral and

Cardiovascular Center, Japan)
Fri. Jul 9, 2021 1:00 PM - 1:35 PM Track6 (IRiti=15)

[ISPHLT-CP] Struggle to save children with end-stage heart failure

“Norihide Fukushima (Department of Transplant Medicine, National Cerebral and

Cardiovascular Center, Japan)

©Japanese Society of Pediatric Cardiology and Cardiac Surgery
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(Fri. Jul 9, 2021 1:00 PM - 1:35 PM Track6)
[ISPHLT-CP] Struggle to save children with end-stage heart failure

©Norihide Fukushima (Department of Transplant Medicine, National Cerebral and Cardiovascular Center,
Japan)

After the Bailey's first xeno HTx in 1984, the hundreds of neonates and small infants with end-stage
heart failure are living today because of primary or secondary HTx in the world. The number of pediatric
HTx has been increasing and their survival has been acceptable in every recipient age. However, pediatric
brain-dead organ donation in had not been accepted until 2010 in Japan. In 1988, the Japan Medical
Association professed that it would accept brain death as human death. In 1990, the Provisional
Commission for the Study on Brain Death and Organ Transplantation was set up in 1990. The draft of the
Organ Transplantation Act was proposed in 1994. Finally, on October 16, 1997, the Organ Transplant
Act took effect, which enabled brain dead organ donation only if the person expressed in writing prior to
death his or her intent to agree donate his/her organs. In addition, the Act states that "only persons 15
years and above can express to donate". Then, heart transplants to small children become impossible. So,
we started to send children with end-stage heart failure to Dr Bailey as other pediatricians did and
continued to perform xeno HTx experiments. But we finished experiments due to FDA and WHO
recommendation against pediatric xenotransplantation. Since 2003, the author and members of Japanese
Associations of Transplant patients made many efforts to revise the Act and finally the Act was revised
in 2010. After then, the number of pediatric HTx has increasing in Japan and finally exceeded that of
HTx abroad.

©Japanese Society of Pediatric Cardiology and Cardiac Surgery
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International Symposium of Pediatric Heart and Lung Transplantation
Vice-chair Lecture

Living lobar lung transplantation
Chair:Masaaki Sato (Organ Transplantation Center, The University of Tokyo Hospital, Japan)
Sat. Jul 10, 2021 1:20 PM - 1:55 PM Track6 (IRiti=15)

[ISPHLT-VC] Living lobar lung transplantation
“Hiroshi Date (Department of Thoracic Surgery, Kyoto University, Japan)

©Japanese Society of Pediatric Cardiology and Cardiac Surgery
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(Sat. Jul 10, 2021 1:20 PM - 1:55 PM Track6)
[ISPHLT-VC] Living lobar lung transplantation

“Hiroshi Date (Department of Thoracic Surgery, Kyoto University, Japan)

To deal with the brain-dead donor shortage, living-donor lobar lung transplantation (LDLLT) was first
developed as an alternative modality for very sick patients who would not survive a waiting time for
cadaveric lung transplantation (CLT). For the past several years, most of the reports on LDLLT have been
from Japan, where the average waiting time for a cadaveric lung is exceeding 800 days.

Recipient candidates for LDLLT should be less than 65 years old and must meet the criteria for
conventional cadaveric lung transplantation. Our policy has been to limit LDLLT to severely ill patients
with rapidly progressive lung disease who would not survive the long waiting time for cadaveric lungs.
We have accepted only immediate family members (relatives within the third degree or a spouse) for
living-donors. It is very important to confirm that potential donors are competent, willing to donate
without psychologic pressure from the others.

Since only two lobes are implanted, LDLLT was initially indicated for children and small adults such as
cystic fibrosis patients. However, we have accepted various lung diseases including restrictive,
obstructive, infectious and vascular lung diseases for LDLLT candidate. Regarding size matching issue,
functional size matching by measuring donor pulmonary function and anatomical size matching by 3D-CT
volumetry are very useful.

In cases of oversize mismatch, single lobe transplant or downsizing transplant was performed. In cases of
undersize mismatch, native upper lobe sparing transplant or right-left inverted transplant was
performed.

As of April 2021, the author has performed 152 LDLLTs (47 at Okayama University and 105 at Kyoto
University). The ages ranged from 3 to 64 years. Forty-three patients were children. The 5, 10 and 15-
year survivals were 83%, 75% and 68%, respectively. For pediatric patients, they were 87%, 81% and
81%, respectively. All donors returned to their previous lifestyles without restriction.

LDLLT is a viable option for very ill pediatric and adult patients who would not survive a long waiting
time for cadaveric lungs.

©Japanese Society of Pediatric Cardiology and Cardiac Surgery
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International Symposium of Pediatric Heart and Lung Transplantation

Keynote Lecture 1
The world of pediatric heart transplantation from the beginning
Chair:Norihide Fukushima (Department of Transplant Medicine, National Cerebral and Cardiovascular

Center, Japan)
Fri. Jul 9, 2021 9:00 AM - 9:30 AM Track6 (IRtth=1%)

[ISPHLT-KL1] The world of pediatric heart transplantation from the beginning
©Linda J Addonizio™ (1.Pediatric Cardiology, Columbia University Vagelos College of
Physicians and Surgeons, USA, 2.Morgan Stanley Children's Hospital, USA)

©Japanese Society of Pediatric Cardiology and Cardiac Surgery
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[ISPHLT-KL1] The world of pediatric heart transplantation from the

beginning
Linda J Addonizio™? (1.Pediatric Cardiology, Columbia University Vagelos College of Physicians and
Surgeons, USA, 2.Morgan Stanley Children's Hospital, USA)

In pediatrics we have never been able to accept that the death of a child was inevitable. Physicians over
the years have tried experimental treatments in order to try to save those children on death's door, and
families have been willing participants. For children with congenital heart disease physicians began
pushing boundaries in 1938 with ligation of a ductus and in 1944 with creation of a Blalock-Taussig
shunt. This was quickly followed by complex intracardiac procedures starting in the 1950's that would
save children with even complex congenital heart disease. And so it was that in 1967, just 3 days after
Dr Christian Barnard performed the world's first heart transplant in an adult, Dr Adrian Kantrowitz in
New York attempted a heart transplant in a dying newborn using a donor from an anencephalic baby. He
would never have been able to perform this operation in this day and age. The infant died just 6 hours
after the procedure, but the seeds were planted for the rise of pediatric heart transplantation.
However, the world would have to wait longer for heart transplantation to be offered again to small
children, until the complex care and immunosuppressive therapy necessary for patients to survive had
improved enough such that saving a child's life with transplantation would provide them with a good
quality lifestyle and the chance for growing up. We will discuss the pioneers in this field over the past
50 years, and the key moments that have allowed our field to progress to where it is today, that children
who undergo heart transplantation can expect to grow up, pursue their dreams and have families of their
own.

©Japanese Society of Pediatric Cardiology and Cardiac Surgery
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International Symposium of Pediatric Heart and Lung Transplantation
Keynote Lecture 2

Pediatric organ donation in USA
Chair:Juntaro Ashikari (Medical Information Headquarters, Japan Organ Transplant Network, Japan)
Fri. Jul 9, 2021 1:45 PM - 2:15 PM Track6 (IRit=15)

[ISPHLT-KL2] Pediatric organ donation in the United States of America
©Thomas A Nakagawa'? (1.Division of Pediatric Critical Care Medicine, Department
of Pediatrics, University of Florida College of Medicine. Jacksonville, FL. USA,
2.Carolina Donor Services. Durham, NC. USA)

©Japanese Society of Pediatric Cardiology and Cardiac Surgery
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(Fri. Jul 9, 2021 1:45 PM - 2:15 PM Track6)
[ISPHLT-KL2] Pediatric organ donation in the United States of
America

©Thomas A Nakagawa'? (1.Division of Pediatric Critical Care Medicine, Department of Pediatrics,
University of Florida College of Medicine. Jacksonville, FL. USA, 2.Carolina Donor Services. Durham, NC.

USA)

This presentation will discuss the current state and growth of pediatric donation in the United States of
America. Information about brain dead and circulatory death donors will be reviewed. Donation data
including the number of donors and transplants completed annually will be presented. Growth of DCD
donation in children contributing more organs for transplantation will be presented. Advancements in
transplant technology that are impacting children will be reviewed.

©Japanese Society of Pediatric Cardiology and Cardiac Surgery
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International Symposium of Pediatric Heart and Lung Transplantation
Keynote Lecture 3

Pediatric heart transplantation: from the beginning

Chair:Norihide Fukushima (Department of Transplant Medicine, National Cerebral and Cardiovascular
Center, Japan)

Fri. Jul 9, 2021 3:20 PM - 3:50 PM Track6 (IRiti=15)

[ISPHLT-KL3] Pediatric heart transplantation: from the beginning
©Joyce K Rusch (Cardiac Transplant, Loma Linda University, USA)

©Japanese Society of Pediatric Cardiology and Cardiac Surgery
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(Fri. Jul 9, 2021 3:20 PM - 3:50 PM Track6)

[ISPHLT-KL3] Pediatric heart transplantation: from the beginning
©Joyce K Rusch (Cardiac Transplant, Loma Linda University, USA)

Pediatric heart transplantation at Loma Linda University began in 1985 with the transplant of a 4 day
old infant born with hypoplastic left heart syndrome. The success of this transplant made it necessary
to establish a reliable infant donor identification process to match future potential recipients and
donors. It also necessitated designing treatment protocols for the clinical management of infants after
transplant. As well, it was necessary to identify dedicated nurse clinicians, so called transplant
coordinators, to carefully oversee each step of the transplant process.

The first step in the transplant process begins with the referral of any potential recipient. This first
call sets in motion a cascade of activity that gives definition to the transplant coordinator's role as
communicator and family advocate. As a first priority, the transplant coordinator facilitates the rapid
transfer of information from the transplant center to the referral facility regarding management
techniques for the potential recipient while awaiting diagnostic data that supports the need for heart
transplantation. Communication with the family may begin at this time. It is important to provide the
family with information about their options and the serious, lifelong commitment involved if the choice
for transplant is made.

The second important call is the donor call, which necessitates a rapid but thorough assessment of the
donor, especially in regard to cardiac function. The transplant coordinator's responsibilities include
organizing the pre-operative orders for the recipient, making flight and logistical arrangements for the
donor recovery process, including notification of all team members. In the case of Loma Linda, the
transplant coordinator accompanies the surgeon on procurement, functioning as a "circulating” nurse in
the operating room.

Success in heart transplantation requires a dynamic interdisciplinary team whose members are dedicated
to improving the quality of life of the children they serve. The pediatric heart transplant team includes
cardiac surgeons, general pediatricians, pediatric cardiologists, neonatologists, immunologists, infectious
disease specialists, ethicists and transplant nurse coordinators. At Loma Linda, all primary long-term
care is provided by a group of pediatricians, supported by transplant coordinators.
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International Symposium of Pediatric Heart and Lung Transplantation

Keynote Lecture 4
Current status of pediatric lung transplantation in the world
Chair:Hiroshi Date (Department of Thoracic Surgery, Kyoto Univeristy Graduate School of Medicine,

Japan)
Sat. Jul 10, 2021 9:00 AM - 9:30 AM Track6 (IRt =15)

[ISPHLT-KL4] Current status of pediatric lung transplantation in the world
OStuart C Sweet (Department of Pediatrics, Washington University, USA)

©Japanese Society of Pediatric Cardiology and Cardiac Surgery
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(Sat. Jul 10, 2021 9:00 AM - 9:30 AM Track6)
[ISPHLT-KL4] Current status of pediatric lung transplantation in the

world
OStuart C Sweet (Department of Pediatrics, Washington University, USA)

Pediatric lung transplantation has evolved significantly since the first isolated lung transplants were
performed in children more than 30 years ago. Initially dominated by children and adolescents with Cystic
Fibrosis, the diagnostic landscape now includes a full spectrum of lung and pulmonary vascular diseases
and includes transplantation in infancy for surfactant protein related diseases and pulmonary vascular
disorders. As therapies for Cystic Fibrosis and idiopathic pulmonary hypertension have evolved, these
diseases are less prevalent indications for pediatric lung transplant. Urgency based allocation systems in
the United States and elsewhere have led to increased adult lung transplant volumes and correspondingly
greater competition for lungs in these areas. Therefore, pediatric candidates often have more advanced
lung disease when lungs finally become available. Transplant programs are often challenged to bridge
critically ill patients to transplant with extracorporeal support and extend criteria for donor organ
acceptance. In Japan, limited availability of pediatric deceased donor organs has led to sustained and
innovative use of living donor transplantation which has virtually disappeared in the United States.
Although pediatric lung transplant outcomes are comparable to those of adults, adolescence and
transition to adult care remains a particularly challenging journey for pediatric lung transplant
recipients. Nonetheless pediatric lung transplantation remains a viable option for patients with end
stage pulmonary parenchymal and vascular diseases when other therapies are unsuccessful and a fertile
area for research and innovation to improve outcomes.
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Keynote Lecture 5
Current status and future aspect of pediatric mechanical circulatory

support

Chair:Takeshi Shinkawa (Department of Cardiovascular Surgery, Tokyo Women's Medical University,

Japan)
Sat. Jul 10, 2021 3:00 PM - 3:30 PM Track6 (Ritt=18)

[ISPHLT-KL5] Current status and future aspect of pediatric mechanical

circulatory support
Clki Adachi (Congenital Heart Surgery, Texas Children's Hospital / Baylor College of

Medicine, United States of America)
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(Sat. Jul 10, 2021 3:00 PM - 3:30 PM Track6)
[ISPHLT-KL5] Current status and future aspect of pediatric

mechanical circulatory support
lki Adachi (Congenital Heart Surgery, Texas Children's Hospital / Baylor College of Medicine, United
States of America)

The last decade has witnessed substantial growth and maturation in the field of pediatric mechanical
circulatory support, particularly with ventricular assist device (VAD). This presentation will describe the
changes that have occurred over the last decade in North America. These would include introduction of
implantable continuous-flow VADs in children and modern anticoagulation strategies, both of which have
led to significant outcome improvement. The presentation will then be transitioned to discussion on the
future direction of the field of pediatric mechanical circulatory support. The topic to be covered would
include novel device strategies, new devices currently being tested or those on the horizon, such as the
Infant Jarvik 2015.
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Symposium 1

Current status and future aspect of pediatric heart transplantation
in the world

Chair:Heima Sakaguchi (Department of Pediatric Cardiology, National Cerebral and Cardiovascular
Center, Japan)

Chair:Shigetoyo Kogaki (Pediatrics and Neonatology, Osaka General Medical Center, Japan)
Fri. Jul 9, 2021 9:40 AM - 11:00 AM Track6é (IBith=15)

[ISPHLT-SY1-1] Pediatric heart transplantation in Brazil
OEstela Azeka (Cardiology, Heart Institute (InCor) University of Sao Paulo Medical
School, Brazil)

[ISPHLT-SY1-2] Pediatric heart transplantation in Osaka University
©Jun Narita (Depatment of Pediatrics, Osaka University Graduate school of
Medicine, Japan)

[ISPHLT-SY1-3] Pediatric heart transplantation in NCVC
“Heima Sakaguchi, Norihide Fukushima, Hajime Ichikawa, Takaya Hoashi, Yuki Ito,
Hikari Miike, Kenichi Kurosaki, Isao Shiraishi (Department of Pediatric Cardiology,
National Cerebral and Cardiovascular Center, Japan)

[ISPHLT-SY1-4] National consultation system of children with end-stage heart
failure in Japan
©Takahiro Shindo (Division of Cardiology, National Center for Child Health and
Development, Japan)

©Japanese Society of Pediatric Cardiology and Cardiac Surgery



Japanese Society of Pediatric Cardiology and Cardiac Surgery The 57th Annual Meeting of Japanese Society of Pediatric Cardiology
and Cardiac Surgery

(Fri. Jul 9, 2021 9:40 AM - 11:00 AM Track6)

[ISPHLT-SY1-1] Pediatric heart transplantation in Brazil
OEstela Azeka (Cardiology, Heart Institute (InCor) University of Sao Paulo Medical School, Brazil)

Heart Transplantation has been the treatment of choice for children with complex congenital heart
disease and cardiomyopathies refractory to conventional terapy.The first newborn who has underwent
to heart transplantation in Brazil was on October 30, 1992.The indications, complications and Kaplan
meier curve will be present

(Fri. Jul 9, 2021 9:40 AM - 11:00 AM Track6)
[ISPHLT-SY1-2] Pediatric heart transplantation in Osaka University

©Jun Narita (Depatment of Pediatrics, Osaka University Graduate school of Medicine, Japan)

Activation of a revised Transplant Act open doors to pediatric heart transplantation in Japan, and it
passed for 11 years. We experienced 30 cases of domestic pediatric heart transplantation in Osaka
University Hospital to date according gradually to increase donor volume. However, pediatric heart
transplant recipients need over 2-3 years long waiting time even if now. In addition, pediatric heart
transplantation in Japan remain not to perform from June 2020 in combination with impact of COVID-
19.Although it is largely good outcomes that overall survival rate after pediatric heart transplantation
in our institute is 93%, varied post-transplant complications are found and it is often difficult to have
their management and care, and life after heart transplant is the tough road. On other hand, 34 cases of
pediatric heart transplantation abroad had followed up in our institute until now, and their overall
survival rate was 87%. A possible cause of the difference in survival rates between domestic and abroad
is that abroad transplantation has a longer follow-up period than domestic, and serious complications
such as post-transplantation lymphoproliferative disorder (PTLD) are transferred to our hospital with
department of hematooncology. Now, most of abroad post-transplant patients over 15 years old had
transition to adult cardiology, and only cases with prolonged serious complications are continued
followed up in the pediatric team. The transition to adult is also one of the major problems in the future.
In a wide variety of complications, PTLD is the most frequent complication of all pediatric heart
transplants in our hospital, with approximately the same frequency of cellular/antibody-mediated
rejection, followed by renal failure. All patients had been having post-transplant infections for granted,
then some cases sometimes developed chronic infection needed continuous treatment. We will cover
varied of the points including future vision of pediatric heart transplantation and our reports like above
in Osaka University in this symposium.

(Fri. Jul' 9, 2021 9:40 AM - 11:00 AM Track6)
[ISPHLT-SY1-3] Pediatric heart transplantation in NCVC

“Heima Sakaguchi, Norihide Fukushima, Hajime Ichikawa, Takaya Hoashi, Yuki Ito, Hikari Miike, Kenichi
Kurosaki, Isao Shiraishi (Department of Pediatric Cardiology, National Cerebral and Cardiovascular
Center, Japan)
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With the revision of the Organ Transplant Law, the extension of insurance cover to implantable
ventricular assist devices and Berlin Heart EXCOR, major changes have been brought to heart
transplantation in Japan in the past decade. The insurance coverage to Berlin Heart EXCOR, in particular,
has had a major impact on the current state of pediatric heart transplantation in Japan, which requires a
long waiting period for a bridge-to-transplant assist device. The number of patients wishing to travel
overseas for transplantation has decreased, and the number of patients on the waiting list for heart
transplantation in Japan has increased, making us realize that we are approaching a future where
Japanese people can be saved by Japanese people. On the other hand, there are still problems that need
to be improved. These include chronic heart failure in the patients with congenital heart disease (CHD)
long after the surgery and the protein losing enteropathy after Fontan operation. In the CHD patients
long after the surgery, restrictive heart failure is common, and how to avoid to increase central venous
pressure and multiple organ (especially liver and kidney) damage during the long waiting period for
transplant. In the failed Fontan patients, pulmonary circulatory failure, not ventricular dysfunction, is
overwhelmingly associated with heart failure. In Failed Fontan cases, not ventricular dysfunction, but
pulmonary circulatory failure is overwhelmingly involved in heart failure. Therefore, left ventricular
support alone will not improve the condition, and some new approach to improve hemodynamics or
modification of waiting status classification will be necessary. It is not so difficult to discuss such
medical indications because of the precedents set in Western countries, but we have to discuss the
unique problems faced by adults with congenital heart disease (ACHD). There are many ACHD who are
separated from society by long hospital visit, hospitalization, and economic problems. | feel that it is
also an important issue to further improve the determination of social indication for heart
transplantation in such ACHD patients.

(Fri. Jul 9, 2021 9:40 AM - 11:00 AM Track6)
[ISPHLT-SY1-4] National consultation system of children with end-

stage heart failure in Japan
©Takahiro Shindo (Division of Cardiology, National Center for Child Health and Development, Japan)
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International Symposium of Pediatric Heart and Lung Transplantation
Symposium 2

Current status of pediatric organ donation in the world

Chair:Juntaro Ashikari (Medical Information Headquarters, Japan Organ Transplant Network, Japan)
Chair:Thomas A. Nakagawa (Division of Pediatric Critical Care Medicine, Department of Pediatrics,
University of Florida College of Medicine/Medical Director,

Fri. Jul 9, 2021 2:30 PM - 3:10 PM Track6 (IRHI=13)

[ISPHLT-SY2-1] Ethical issues in pediatric organ donation
©Thomas A Nakagawa'? (1.Division of Pediatric Critical Care Medicine,
Department of Pediatrics, University of Florida College of Medicine. Jacksonville,
FL. USA, 2.Carolina Donor Services. Durham, NC. USA)

[ISPHLT-SY2-2] Pediatric organ donation and transplantation in Japan:
achievements in the past decade and goals in the next
©Juntaro Ashikari (Medical Information Headquarters, Japan Organ Transplant
Network, Japan)

[ISPHLT-SY2-3] Current status of pediatric organ donation in Japan: should
organ donation from abused children be prohibited?
©Takashi Araki (Saitama Medical Center, Saitama Medical University, Japan)
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(Fri. Jul 9, 2021 2:30 PM - 3:10 PM Track6)
[ISPHLT-SY2-1] Ethical issues in pediatric organ donation

©Thomas A Nakagawa'? (1.Division of Pediatric Critical Care Medicine, Department of Pediatrics,
University of Florida College of Medicine. Jacksonville, FL. USA, 2.Carolina Donor Services. Durham, NC.
USA)

This presentation will discuss ethical issues related to pediatric donation. Specific issues related to
determination of neurologic and circulatory death and donor management will be reviewed.

(Fri. Jul 9, 2021 2:30 PM - 3:10 PM Track6)
[ISPHLT-SY2-2] Pediatric organ donation and transplantation in
Japan: achievements in the past decade and goals in

the next
©Juntaro Ashikari (Medical Information Headquarters, Japan Organ Transplant Network, Japan)

The Revised Organ Transplant Act enacted in 2010 enabled donation after brain death with consent from
the donor's family when the donor did not have a document regarding organ donation such as a donor
card, whereas prior to the revision both the donor documentation and the family consent was mandatory.
The organ donation documentation is considered legally binding as a will, which in Japan is valid from age
15, therefore before the revision, pediatric patients would not be able to donate their organs after brain
death. When the revision of the Act was discussed between the politicians, there was strong resistance
claiming that the family may be trying to hide child abuse by donating their organs, so the revised Act
included the mandatory exclusion of child abuse cases from organ donation, requiring the donor hospitals
to have a manual and a committee for child abuse. The donor hospitals prepared for pediatric organ
donation were 293 among the 914 emergency medical hospitals (32.0%) as of 2019. At the Japan Organ
Transplant Network have been providing training workshop programs for pediatric donor hospitals
offline and recently online, and also offering support programs to help pediatric donor hospitals develop
their own organ donation manual and hold organ donor training simulations within their own facility. The
recipient selection criteria, which is determined by the Ministry of Health, Labor and Welfare,
prioritized pediatric hearts to be transplanted to pediatric patients since 2010, but kidneys, liver,
pancreas and lungs were similarly prioritized recently between 2018 and 2020. In 2019, there were 18
pediatric donors (18.5%) within the 97 donations after brain death, adding up to a total of 52 from the
enactment of the revised Act to 2020. From the 52 pediatric donors, 134 pediatric recipients have been
transplanted, including 42 heart and 16 lung recipients. Recently we have started a donor hospital inter-
cooperation program where pediatric hospitals with knowledge and past experience of pediatric organ
donation share and exchange their expertise with other pediatric hospitals, cultivating a positive culture
in pediatric organ donation and transplantation for the next decade.

(Fri. Jul 9, 2021 2:30 PM - 3:10 PM Track6)
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[ISPHLT-SY2-3] Current status of pediatric organ donation in Japan:
should organ donation from abused children be
prohibited?

OTakashi Araki (Saitama Medical Center, Saitama Medical University, Japan)

Although the number of brain-dead organ donations from pediatric patients has gradually increased since
the enactment of the revised law, the actual number in Japan is still far below that of developed
countries. Our research so far has revealed the following multifaceted issues: the process of confirming
the will of children and their families to donate their organs, measures to exclude abuse, and care for the
grieving families. We published a textbook on pediatric organ donation under brain death (to be published
in July 2021), a proposal for a process to exclude abused children, a support system for patients'
families, and many other results of the "Development of an educational program that contributes to the
development of a system necessary for organ donation from children" in the Research Project for
Infrastructure Development of Transplantation Medicine from FY2018 to FY2020. We will continue this
research team system. We will continue this research team structure and further promote the above
research, especially with the cooperation of pediatric societies.

In the Japanese system, organ donation from abused children is prohibited. As a result, when a patient
becomes critically ill and reaches the end of life, it is necessary to deal with the family with a high level
of care on the one hand, and on the other hand, to confirm whether there was any involvement of abuse
in the child's injury, and to investigate the history of abuse in the past. While there are strong critics of
this system, there are also those who believe that organ donation needs to be discouraged from the
perspective of case investigation. In Japan, where there is no medical examiner, a bizarre barrier of
exclusion from abuse stands in the way of children and their families who wish to donate their organs
under brain death. Are abused children ineligible for organ donation? Should abused children be excluded?
We would like to discuss these issues, including ethical considerations, while listening to the opinions of
participants from overseas.
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International Symposium of Pediatric Heart and Lung Transplantation
Symposium 3

How to manage pediatric thoracic organ transplant recipient
Chair:Fumiko Mato (Center for Pediatric Diseases, Osaka University Hospital, Japan)
Chair:Yumiko Hori (Department of Transplantation, Department of Nursing, National Cerebral and
Cardiovascular Center, Japan)

Fri. Jul 9, 2021 4:00 PM - 4:55 PM Track6 (IRiti=157)

[ISPHLT-SY3-1] The role of the child life specialist in the USA and Japan: the
creation of a beautiful friendship
©Alison Heffer (Child Life Department, New York-Presbyterian Morgan Stanley
Children's Hospital, USA)

[ISPHLT-SY3-2] The role of recipient transplant coordinator in pediatric heart
transplantation in Japan
“Yumiko Hori'?, Nobuaki Konishi'?, Ayaka Arizono'?, Heima Sakaguchi®, Norihide
Fukushima? (1.Department of Nursing, National Cerebral and Cardiovascular
Center, Japan, 2.Department of Transplantation, National Cerebral and
Cardiovascular Center, Japan, 3.Department of Pediatric Cardiology, National
Cerebral and Cardiovascular Center, Japan)

[ISPHLT-SY3-3] The role of child life specialists in pediatric heart
transplantation in Japan: bridging the gap, serving as a buffer,
and offering scaffoldings
©Fumiko Mato (Center for Pediatric Diseases, Osaka University Hospital, Japan)
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(Fri. Jul 9, 2021 4:00 PM - 4:55 PM Track6)
[ISPHLT-SY3-1] The role of the child life specialist in the USA and

Japan: the creation of a beautiful friendship
OAlison Heffer (Child Life Department, New York-Presbyterian Morgan Stanley Children's Hospital,
USA)

In 2001 Morgan Stanley Children's Hospital began performing heart transplants on patients who came to
the United States from Japan. Since 2001 we have transplant more than 20 patients. As a child life
specialist | have been a member of the multidisciplinary that has provided care to these patients when
they have come abroad for transplantation. Child Life Specialists are trained professionals who help
infants, youth, children and families cope with the stress and uncertainty of illness, injury and
treatment. Child Life Specialists can be found both in free standing childrens hospitals as well as those
that have pediatric wings within adult hospitals. This presentation will focus on how child life specialist
in the United States worked with the child life specialists in Japan to provide continuity of care for the
patients coming to the USA for transplantation. The presentation will outline the steps that both child
life teams took from the moment that the medical teams confirmed that transplantation was happening.
It will outline some tangible steps that medical and psychosocial teams can take to help patients cope
with transferring to new facilities.

It is the hope that when the audience leaves this presentation they will understand how child life
specialists both in their native country as well as abroad can help make hospitalization as least stressful
as possible for both the medical teams and the families benefiting from the services being provided.

(Fri. Jul' 9, 2021 4:00 PM - 4:55 PM Track6)
[ISPHLT-SY3-2] The role of recipient transplant coordinator in

pediatric heart transplantation in Japan
©Yumiko Hori"?, Nobuaki Konishi'?, Ayaka Arizono'?, Heima Sakaguchi®, Norihide Fukushima?
(1.Department of Nursing, National Cerebral and Cardiovascular Center, Japan, 2.Department of
Transplantation, National Cerebral and Cardiovascular Center, Japan, 3.Department of Pediatric
Cardiology, National Cerebral and Cardiovascular Center, Japan)

Since the revised Organ Transplant Act which allowed pediatric deceased organ was amended in 2010
EXCOR reimbursed in 2015, allowed small children to wait for much longer period for heart transplant
(HTx) and HVAD and HeartMate3 reimbursed in 2019 made larger children wait longer and live at home.
Prior to listing, the recipient transplant coordinators (RTCs) are responsible for (1) supporting the
decision-making of the parents and the affected child, (2) building a patient support system, (3)
understanding the child's daily living conditions before and after HTx, including medication, infection
prevention and school life, and the child's adherence to medical treatment, (4) evaluating financial
aspects, and (5) motivating patient and family education. During the waiting period, parents and the
affected child will be educated on (1) what to expect after HTx and (2) how to make the educated
content a habit of daily life. RTCs also support schooling in children with an implantable ventricular
assist device (i-VAD) After HTx, support for school attendance and parents and child education will be
continued so that the child can become independent and enjoy their school life. Although we provide
visiting school service for the school-age children with EXCOR, it is difficult for some of them to
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express their thoughts to others or to accommodate their self to others and they often use hurtful
words, because they cannot take school education together with other children. It is not so easy for i-
VAD children to get used to their body image changes, hospitalization and long absence from the school
attended previously by their transferring to Osaka. The RTCs are always working together with
physicians, nurses, child life specialists, nursery staffs, and psychologists to address these issues on an
individual basis. RTCs should have individualized measures for each affected child, as the waiting period
is extremely prolonged due to pediatric organ donor shortage It is important for RTCs to make the child
and parents ready to live during waiting and after HTx, and to support the children to lead a post-HTx
self-sustaining social life according to their mental and physical growth.

(Fri. Jul 9, 2021 4:00 PM - 4:55 PM Track6)
[ISPHLT-SY3-3] The role of child life specialists in pediatric heart
transplantation in Japan: bridging the gap, serving as

a buffer, and offering scaffoldings
“Fumiko Mato (Center for Pediatric Diseases, Osaka University Hospital, Japan)

The revised Japanese Organ Transplant Law took effect in 2010; the pediatric heart transplant team
was formed at Osaka University Hospital. Since then, in multidisciplinary collaboration to build the
foundation of child- and family-centered care, the Child Life Program for pediatric heart transplant
recipients and their families has been developed through the process of creating individualized stepwise
plans meeting the unique needs of each child and family while organizing basic guidelines responding to
their common needs.

Children and families confront a variety of transplant-specific psychosocial issues in pre-, peri-, and
post-transplant phases: uncertainty and unpredictability during extended waiting period, isolation and
separation associated with relocation and hospitalization, struggle for control due to restriction on
activities, lack of autonomy caused by enforced dependence, concerns about prognosis, fear of life-
changing complications, threat to future competence, and identity confusion. In addition to those long-
term healthcare needs and hurdles, they potentially need to cope with ethical dilemmas and emotional
ambivalence: hopefully waiting for transplant and feeling guilty about waiting for donation.

Child Life Specialists, applying therapeutic values of play as a primary modality in developmentally
supportive and psychologically appropriate ways, strive to prevent, minimize, and reduce the adverse
effects of potentially stressful or traumatic experiences. Empowering children and families to validate
their oscillated, incompatible feelings, Child Life promotes their understanding and coping skills and
strategies throughout their transplant journey. Child Life interventions, which involve resilience-
focused and relationship-oriented approaches, include therapeutic play, psychological preparation, non-
pharmacological approaches to anxiety/stress/pain management, peer-to-peer connection, parental
involvement, and sibling support. Those interventions are designed to facilitate positive coping with
healthcare encounters.

Introducing the examples of Child Life interventions: 1)meaning-making interventions that incorporate
story-based process, and 2)legacy-building activities to validate and celebrate medical, developmental,
and psychological milestones, this presentation will address how Child Life helps children cope with
psychosocial challenges specific to heart transplantation. The primary focus will be on how children can
actively participate in their transplant process when being empowered to maintain self-esteem and hope,
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enhance a sense of authorship and gratitude, and appreciate the "gift of life" and "life after loss."
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International Symposium of Pediatric Heart and Lung Transplantation
Symposium 4

New era of pediatric lung transplantation in the world

Chair:Hiroshi Date (Department of Thoracic Surgery, Kyoto Univeristy Graduate School of Medicine,
Japan)

Chair:Stuart Sweet (Department of Pediatrics , Washington University School of Medicine in St.Louis,
USA)

Sat. Jul 10, 2021 9:40 AM - 11:10 AM Track6 (IRith=15%)

[ISPHLT-SY4-1] Management of pediatric lung transplant recipients and post-
transplant outcome
©Christian Benden (Faculty of Medicine, University of Zurich, Switzerland)
[ISPHLT-SY4-2] Technical consideration of pediatric lung transplantation from
deceased donors
OShaf Keshavjee (Department of Surgery, University of Toronto, Canada)
[ISPHLT-SY4-3] The Changing face of pediatric lung transplant - new
demographics, new challenges
“Marc G Schecter (Department of Pediatrics, Division of Pulmonary Medicine,
University of Florida, USA)
[ISPHLT-SY4-4] Current status of pediatric lung transplantation in Japan
“Hiroshi Date (Department of Thoracic Surgery, Kyoto University, Japan)
[ISPHLT-SY4-5] Split lung transplantation for small children: Bilateral
segmental lung transplantation using split adult living-donor
lower lobe
OSeiichiro Sugimoto, Shinji Otani, Kentaroh Miyoshi, Shin Tanaka, Yasuaki Tomioka,
Ken Suzawa, Hiromasa Yamamoto, Mikio Okazaki, Masaomi Yamane, Shinichi
Toyooka (General Thoracic Surgery and Organ Transplant Center, Okayama
University Hospital, Japan)
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(Sat. Jul 10, 2021 9:40 AM - 11:10 AM Track6)
[ISPHLT-SY4-1] Management of pediatric lung transplant recipients
and post-transplant outcome

OChristian Benden (Faculty of Medicine, University of Zurich, Switzerland)

Lung transplantation is the ultimate therapy option for infants, children, and adolescents with
progressive advanced lung disease. Recently, outcomes after pediatric lung transplantation have
improved, survival is nowadays now comparable to adult lung transplantation. In order to achieve maximal
post-transplant outcomes, an interdisciplinary team effort is required. In the early post-operative
period, intensive care physicians play a key role together with transplant surgeons and transplant
pulmonologists. Post-transplant, immunosuppression is imperative for prevention of lung allograft
rejection, but evidence-based data on immunosuppression are lacking. Drug-related side effects are very
frequent; thus, close therapeutic drug monitoring is critical, an individually tailored patient approach is
favorable rather than an one fits all attitude. In the first year post-transplant, infectious complications
are the leading causes of morbidity and mortality. In general, community acquired viral infections in
children are frequent following lung transplantation. In the long-term, chronic lung allograft dysfunction
(CLAD) is the leading cause of morbidity and mortality, it remains the Achilles' heel of pediatric lung
transplantation, Therapy options for CLAD are unfortunately still limited, management is based on
extrapolated data in adult lung transplantation. The last option for worsening CLAD would be
consideration for lung re-transplantation; however, numbers of pediatric lung re-transplants are very
small, and its success depends highly on the optimal selection of the most suitable re-transplant
candidate, ideally a non-invasively ventilated child with a good potential for rehabilitation well beyond
the first year post primary lung transplantation.

(Sat. Jul 10, 2021 9:40 AM - 11:10 AM Track6)
[ISPHLT-SY4-2] Technical consideration of pediatric lung
transplantation from deceased donors

OShaf Keshavjee (Department of Surgery, University of Toronto, Canada)

(Sat. Jul 10, 2021 9:40 AM - 11:10 AM Track6)
[ISPHLT-SY4-3] The Changing face of pediatric lung transplant - new
demographics, new challenges

©Marc G Schecter (Department of Pediatrics, Division of Pulmonary Medicine, University of Florida,
USA)

Pediatric lung transplant has been an accepted treatment option for children with end-stage lung disease
for over 30 years. Cystic fibrosis has been the primary indication for lung transplantation in children.
Over the last decade, the treatment and outcomes of children with cystic fibrosis has improved
dramatically with the availability of new drugs, specifically CFTR modulators. These advancements have
lead to a shift in other diagnosis, such as pulmonary hypertension and childhood interstitial lung disease,
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becoming more common indications for pediatric lung transplant. These changes are leading to children
undergoing lung transplant that are younger and sicker at the time of transplant. These new
demographics are creating new challenges for pediatric lung transplant programs.

(Sat. Jul 10, 2021 9:40 AM - 11:10 AM Track6)
[ISPHLT-SY4-4] Current status of pediatric lung transplantation in

Japan
“Hiroshi Date (Department of Thoracic Surgery, Kyoto University, Japan)

Between 1998 and 2021, lung transplantation has been performed in 861 patients (108 children, 753
adults) at nine lung transplant centers in Japan. CLT was performed in 601 patients (69.8%), LDLLT was
performed in 257 patients (29.8%) and Hybrid lung transplantation (LDLLT+CLT) in 3 patients.

Among 108 pediatric patients, only 26 children (24.1%) received CLT and 82 children (75.9%) received
LDLLT. For pediatric patients younger than 10 years old, only 11 CLTs was performed due to shortage of
pediatric cadaveric donors.

In 26 pediatric patients receiving CLT, the 5-year survival was 77.4%. In 82 pediatric patients receiving
LDLLT, the 5 and 10-year survivals were 85.3% and 78.9%, respectively. Although the number of
pediatric patients was small, pediatric lung transplant recipients showed a trend toward better long-
term survival than adult patients.

(Sat. Jul 10, 2021 9:40 AM - 11:10 AM Tracke)

[ISPHLT-SY4-5] Split lung transplantation for small children:
Bilateral segmental lung transplantation using split
adult living-donor lower lobe

OSeiichiro Sugimoto, Shinji Otani, Kentaroh Miyoshi, Shin Tanaka, Yasuaki Tomioka, Ken Suzawa,
Hiromasa Yamamoto, Mikio Okazaki, Masaomi Yamane, Shinichi Toyooka (General Thoracic Surgery and
Organ Transplant Center, Okayama University Hospital, Japan)

Donor shortage has been a persistent problem in pediatric lung transplantation. As a solution to donor
shortage, living-donor lobar lung transplantation (LDLLT) has still been a realistic therapeutic option in
Japan. However, because an adult lower lobe may be too large to fit into the chest cavity of small
children, standard LDLLT using lower lobe graft may be difficult for small pediatric patients. To
overcome this problem, split lung transplantation using adult living-donor lower lobe was performed on 3
children at our institution. In this study, we describe our experience of split lung transplantation for
small children. Three children aged 1 to 4 years with idiopathic pulmonary fibrosis underwent split lung
transplantation using adult living-donor lower lobe between August 2014 and December 2018. All 3
children were mechanically ventilated with 80 to 100% oxygen concentration before transplantation.
The right or left lower lobe was donated from one recipient parent. In the donor operation, the lower
lobe of the donor was split into the superior and basal segmental grafts in vivo. Cold flushing and graft
preservation were performed ex vivo. In the recipient operation, the superior and basal segmental grafts
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were implanted into the right and left chest cavities in place of the whole lungs of the recipient,
respectively. The superior segment was transplanted without changing its direction, and the segmental
vein was anastomosed to the recipient” s lower pulmonary vein. The basal segments were rotated 180
degrees horizontally and 90 degrees vertically, and then the segmental vein was attached to the
recipient” s upper pulmonary vein. After split lung transplantation, two patients necessitated delayed
chest closure due to size mismatch. One patient died due to legionellosis 66 days after transplantation,
whereas two patients recovered without requiring oxygen inhalation in the acute phase. In the chronic
phase, one patient required lung re-transplantation due to pulmonary hypertension 75 months after
transplantation, whereas the other patient was still surviving 40 months after transplantation. Split
lung transplantation using adult living-donor lower lobe might offer a bridge to lung re-transplantation
for small children. Pediatric recipients who underwent split lung transplantation should be cautiously
followed for future re-transplantation.
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Symposium 5

Pediatric mechanical circulatory support in children and patients with
congenital heart disease

Chair:Yasutaka Hirata (Department of Cardiac Surgery, The University of Tokyo Hospital, Japan)
Chair:Osami Honjo (Division of Cardiovascular Surgery, The Hospital for Sick Children, University of

Toronto, Canada)
Sat. Jul 10, 2021 3:40 PM - 5:25 PM Track6 (IRith=15)

[ISPHLT-SY5-1] Evolving strategies in mechanical circulatory support in children
with congenital heart disease: SickKids experience
©Osami Honjo'#**°%7# (1 Department of Cardiovascular Surgery, The Hospital
for Sick Children, Canada, 2.Watson Family Chair, Cardiovascular Sciences, The
Hospital for Sick Children, 3.Associate Professor, Department of Surgery,
University of Toronto, 4.Senior Associate Scientist,)

[ISPHLT-SY5-2] Experiences of EXCOR pediatrics in Japan
“Hajime Ichikawa', Takaya Hoashi', Kenta Imai’, Naoki Okuda®, Motoki Komori",
Heima Sakaguchi®, Ken-ichi Kurosaki®, Isao Shiraishi®, Norihide Fukushima?

(1.Department of Pediatric Cardiovascular Surgery, National Cerebral and
Cardiovascular Center, Japan, 2.Department of Transplantation, National Cerebral
and Cardiovascular Center, Japan, 3.Department of Pediatric Cardiology, National
Cerebral and Cardiovasc)

[ISPHLT-SY5-3] The impact of HeartMate 3 left ventricular assist device in
small BSA patients
©Tomoyuki Fujita, Satsuki Fukushima, Naoki Tadokoro, Kohei Tonai, Satoshi
Kainuma, Naomori Kawamoto, Takashi Kakuta, Ayumi lkuta (Department of
Cardiovascular Surgery, National Cerebral and Cardiovascular Center, Japan)

[ISPHLT-SY5-4] Pediatric mechanical circulatory support in children and
patients with congenital heart disease in Tokyo University
©Yasutaka Hirata, Minoru Ono (Department of Cardiac Surgery, The University of
Tokyo Hospital, Japan)

[ISPHLT-SY5-5] Long term results of pediatric mechanical circulatory support as
bridge to transplant in severe heart failure pediatric patients
©Masaki Taira', Takuji Watanabe', Yuji Tominaga', Moyu Hasegawa', Jun Narita?,
Hidekazu Ishida?, Ryo Ishii?, Takayoshi Ueno’, Koichi Toda' (1.Department of
Cardiovascular Surgery, Osaka University Graduate School of Medicine, Japan,
2.Department of Pediatrics, Osaka University Graduate School of Medicine, Japan)
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[ISPHLT-SY5-1] Evolving strategies in mechanical circulatory support
in children with congenital heart disease: SickKids

experience
©Osami Honjo"#***%78 (1 Department of Cardiovascular Surgery, The Hospital for Sick Children,
Canada, 2.Watson Family Chair, Cardiovascular Sciences, The Hospital for Sick Children, 3.Associate
Professor, Department of Surgery, University of Toronto, 4.Senior Associate Scientist,)

Incremental improvement of management for infants and children who are supported by ventricular
assist device (VAD) resulted in high rate of bridge to transplantation among those patients with less
morbidities. Recent practice changes, introduction of direct thrombin inhibitor bivalriudin and the use of
continuous flow VAD such as HeartWare and Heartmate Ill, further improved the clinical outcomes.
Nonetheless the patients with congenital heart disease (CHD) carries much higher risk of morbidities and
mortality during VAD support compared to non-CHD population and therefore histologically had much
lower rate of successful bridge to transplantation. Patients with CHD and ventricular dysfunction who
require VAD support has multiple challenges, such as history of previous sternotomy, various ventricular
morphology and location, different physiologic and palliative status, and potential end organ
dysfunction. Herein the current clinical practice, device selection, and special considerations of VAD for
patients with CHD are discussed. In addition, technical challenges in some unique anatomic subgroups,
such as corrected transposition of the great arteries and single ventricle physiology are discussed.

(Sat. Jul 10, 2021 3:40 PM - 5:25 PM Track6)
[ISPHLT-SY5-2] Experiences of EXCOR pediatrics in Japan

9Hajime Ichikawa', Takaya Hoashi', Kenta Imai’, Naoki Okuda’, Motoki Komori', Heima Sakaguchi®, Ken-
ichi Kurosaki®, Isao Shiraishi®, Norihide Fukushima? (1.Department of Pediatric Cardiovascular Surgery,
National Cerebral and Cardiovascular Center, Japan, 2.Department of Transplantation, National Cerebral
and Cardiovascular Center, Japan, 3.Department of Pediatric Cardiology, National Cerebral and
Cardiovasc)

In Japan, the number of pediatric heart transplantation is far less than it is needed, because of the donor
shortage. For the infant with profound heart failure, the only way to safely survive to be transplanted is
to have Berlin Heart EXCOR. EXCOR was approved by Japanese government in Japan in 2015. The number
of hospitals has been gradually increased to 12 with 44 IKUS. To date, 84 patients underwent circulatory
support with EXCOR. The median age and the body weight at EXCOR implantation, were 461.5 days old
and 7.1 kg, respectively. ECMO support was performed before the implantation of EXCOR in 29 patients.
Although the number is limited, the outcome seems excellent. Thirty two patients (17 domestic and 15
abroad) underwent heart transplantation 366.2 days (mean) after the EXCOR was implanted. Weaning
from EXCOR was achieved in 17 patients. Conversion to other mechanical assist device was done in 6
patients. Morbidity was observed in 4 patients. Currently, 25 patients are on EXCOR support.
Unfortunately, because the number of IKUS is limited, it is impossible to implant EXCOR if a new patient
needs one at this moment (2021/5/17). Adverse event includes membrane fracture in 27 pumps,
thrombus formation which necessitate pump exchange in 54 pumps. Broken cannulae were seen in 3.
Among the adverse events with EXCOR, drive line infection is the most annoying problem in the long term
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support. No matter how the skin cannula site is initially placed in an ideal position, as the patient is
recovering they move actively. Then the cannula exit site was damaged and contaminated with bacteria.
Even without bacteria, the skin is somewhat damaged by the movement. There is also a problem related
to the somatic growth of the patient. Since the support period is extremely long compared with the
patients in North America or Europe, displacement of the cannula from left ventricle, broken aortic
cannula or pseudoaneurysm formation at the aortic cannula were seen in Japan. In this paper, the
problems in the long term support with EXCOR and our strategy to manage this situation will be
presented

(Sat. Jul 10, 2021 3:40 PM - 5:25 PM Track6)
[ISPHLT-SY5-3] The impact of HeartMate 3 left ventricular assist

device in small BSA patients
©Tomoyuki Fujita, Satsuki Fukushima, Naoki Tadokoro, Kohei Tonai, Satoshi Kainuma, Naomori Kawamoto,
Takashi Kakuta, Ayumi lkuta (Department of Cardiovascular Surgery, National Cerebral and
Cardiovascular Center, Japan)

It is still challenging to implant left ventricular assist device (LVAD) designed for adult patients into
small body surface area (BSA) patients or congenital patients. Methods: From April 2013 to February
2021, 171 patients received HeartMate Il (HM Il, n=120) or HeartMate 3 (HM3, n=51) in our institute.
There were 41 patients (24%, small group), 30 patients with HM Il and 11 patients with HM3, whose BSA
was less than 1.5m2. Others (n=130) were classified in large group. Mid-term outcomes including
survival, stroke and composite outcome of death, stroke and pump exchange were examined.
Anticoagulation protocol was same in bath group.Results: The pump speed and BSA were linearly related,
and therefore, pump speed was low in small BSA patients. The log-rank test revealed that there were no
significant differences between small group and large group in survival, freedom from stroke and
freedom from composite outcomes (p=0.683, 0.130, 0.905). The 3-year freedom from stroke was 86% in
large group and 78% in small group. There were 9 patients (22%) in small group and 17 (13%) patients in
large group among all observation periods. Patients with stroke more than modified Rankin scale 3 were
3 (7%) in small group and 5 (4%) in large group. To compare HM Il and HM3, there was only 1 patient who
had stroke in HM3 group and the freedom from stroke was significantly higher in HM3 group (p=0.031).
Conclusion: Although surgical technique and post-operative management were more delicate in small BSA
patients, the outcomes were not inferior. HM3 is a promising device for small BSA patients.

(Sat. Jul 10, 2021 3:40 PM - 5:25 PM Track6)
[ISPHLT-SY5-4] Pediatric mechanical circulatory support in children
and patients with congenital heart disease in Tokyo

University
OYasutaka Hirata, Minoru Ono (Department of Cardiac Surgery, The University of Tokyo Hospital,
Japan)
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Since 2013, the Berlin Heart EXCOR has been increasingly used for ventricular support in Japan. It has
been applied in end-stage heart failure of both structural/congenital and myopathic etiology. In our
institution, 12 pediatric patients underwent the EXCOR implantation. The patients' age ranged from 2
months to 12 years-old and body weight ranged from 2.6kg to 25kg. Eight patients underwent heart
transplantation, one patient died, and one patient recovered and explanted. Two patients are on support.
Median support was about 400 days. Experience with the EXCOR as a bridge to cardiac transplantation
for children of all ages and sizes points to the feasibility of this approach.

(Sat. Jul 10, 2021 3:40 PM - 5:25 PM Track6)
[ISPHLT-SY5-5] Long term results of pediatric mechanical circulatory
support as bridge to transplant in severe heart

failure pediatric patients
©Masaki Taira', Takuji Watanabe', Yuji Tominaga', Moyu Hasegawa"', Jun Narita?, Hidekazu Ishida® Ryo
Ishii?, Takayoshi Ueno’, Koichi Toda' (1.Department of Cardiovascular Surgery, Osaka University
Graduate School of Medicine, Japan, 2.Department of Pediatrics, Osaka University Graduate School of
Medicine, Japan)

The number of pediatric patients who need mechanical circulatory support (MCS) as bridge to
transplant(BTT) has been increasing. VAD implantation for pediatric heart failure patients has been
standard strategies waiting for heart transplantation. However, the shortage of donor is still one of the
most important issues, and it is still challenging patients can spend long term of waiting period with MCS
safely. In this study, we report long term results of pediatric ventricular assist devices as BTT in
Japan.Single center retrospective study includes 40 pediatric patients who were implanted with
ventricular assist devices as BTT for end stage heart failure since 2012 to 2020. Etiology of heart
failure includes DCM (54.5%), RCM (27.3%), dHCM (4.5%) and others (13.6%). 27 patients were
implanted with EXCOR and the other 13 patients were implanted with implantable devices. Overall
survival and successful rate for heart transplantation (HTx), device related complications were analyzed.
Median support period was 685 (45-1145) days. 22 (55%) patients underwent HTx and only 3 patients
died due to device related adverse event. Median support period during waiting for HTx with VAD was
541.5 (45-1085) days. Freedom from CV events in patients with implantable devices was 75% at 6
months and 60% at 1year. Freedom from diveline infection against which surgical intervention needed
was 100% at 6 months and 75% at 1year. 1 of 13 implantable device-patients developed aortic
insufficiency, and underwent surgical closure of aortic valve. All the implantable patients discharge home
and went back to school activities with VAD. On the other hand, Freedom from CV event in patients with
EXCOR was 70% at 6 months and 1 year respectively. 4 of EXCOR-patients had cannula site infection and
surgical interventions were necessary in two of them. Left ventricular function of 9 EXCOR-patients
recovered after implantation of LVAD and they could be successfully weaned off the devices without
recurrence of heart failure. Waiting time for HTx with ventricular assist device is quite long in Japan,
however long term results of pediatric mechanical circulatory support as BTT is satisfactory.
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Pediatric heart treatment
Chair:Kenichi Kurosaki (Pediatric Cardiology, National Cerebral and Cardiovascular Center, Japan)
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[ISPHLT-OS1-1] Reversible cerebral vasoconstriction syndrome after pediatric
heart transplantation
“Hidekazu Ishida, Jun Narita, Ryo Ishii, Masaki Hirose, Kazuhisa Hashimoto, Keiichi
Ozono (Department of Pediatrics, Osaka University Graduate School of Medicine,

Japan)
[ISPHLT-0OS1-2]

©Takahiro Shindo (Division of Cardiology, National Center for Child Health and
Development, Japan)
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(Fri. Jul' 9, 2021 11:10 AM - 11:45 AM Track6)
[ISPHLT-OS1-1] Reversible cerebral vasoconstriction syndrome after
pediatric heart transplantation

“Hidekazu Ishida, Jun Narita, Ryo Ishii, Masaki Hirose, Kazuhisa Hashimoto, Keiichi Ozono (Department
of Pediatrics, Osaka University Graduate School of Medicine, Japan)

Neurological complications are an important cause of morbidity and mortality in patients after heart
transplantation. Reversible cerebral vasoconstriction syndrome (RCVS) is a rare but increasingly
recognized syndrome characterized by diffuse segmental constriction of cerebral arteries with
thunderclap headache that can lead to severe neurological complications such as stroke and seizure.
Here, we report three cases of RCVS, induced by tacrolimus in adolescent patients (13, 16, 17 years old)
after heart transplantation. We demonstrate the characteristic magnetic resonance imaging (MRI) and
magnetic resonance angiography (MRA) images in this presentation. All cases have thunderclap headache
as the typical clinical symptom. All patients underwent heart transplantation after a long waiting period
and developed headache within a month of transplantation. Two of them were implanted ventricular
assist device. Diagnosis of RCVS was confirmed by repeated MRI scans. Tacrolimus was suspected as the
causal agent in all cases, and the change of the immunosuppressant to cyclosporine and administration of
calcium channel blocker were highly effective. We should suspect RCVS and should immediately conduct
MRI and MRA even in pediatric patients when they claim thunderclap headache after heart
transplantation.

(Fri. Jul 9, 2021 11:10 AM - 11:45 AM Track6)

[ISPHLT-OS1-2]

©Takahiro Shindo (Division of Cardiology, National Center for Child Health and Development, Japan)
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Pediatric lung treatment
Chair:Yasushi Shintani (General Thoracic Surgery, Osaka University Graduate School of Medicine,

Japan)
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[ISPHLT-OS2-1] Living-donor single-lobe lung transplantation for pediatric
pulmonary hypertension
“Daisuke Nakajima', Shiro Baba?, Tadashi Ikeda®, Satona Tanaka', Yoshito Yamada',
Yojiro Yutaka', Akihiro Ohsumi', Masatsugu Hamaji', Hiroshi Date’ (1.Department
of Thoracic Surgery, Kyoto University, Japan, 2.Department of Pediatrics, Kyoto
University, Japan, 3.Department of Cardiovascular Surgery, Kyoto University,
Japan)

[ISPHLT-0OS2-2] Post-transplant lymphoproliferative disorder after living-donor
lung transplantation in pediatric patients
©Satona Tanaka', Daisuke Nakajima', Akihiro Ohsumi’, Shiro Baba?, Itaru Kato?,
Hidefumi Hiramatsu?, Hiroshi Date’ (1.Department of Thoracic Surgery, Kyoto
University Hospital, Japan, 2.Department of Pediatrics, Kyoto University
Hospital)

[ISPHLT-0OS2-3] 25-year-old female patient with a severe case of COVID-19
pneumonia who has undergone bilateral lung transplantation at
adolescent age
©Yuma Shibuya, Sadamitsu Yanagi, Yuta Mizuno, Takeshi Ikegawa, Shun Kawai,
Yasuhiro Ichikawa, Shin Ono, Ki-sung Kim, Hideaki Ueda (Department of
Cardiology, Kanagawa Children's Medical Center, Japan)
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[ISPHLT-OS2-1] Living-donor single-lobe lung transplantation for
pediatric pulmonary hypertension

“Daisuke Nakajima', Shiro Baba?, Tadashi lkeda®, Satona Tanaka', Yoshito Yamada', Yojiro Yutaka',
Akihiro Ohsumi', Masatsugu Hamaji', Hiroshi Date' (1.Department of Thoracic Surgery, Kyoto
University, Japan, 2.Department of Pediatrics, Kyoto University, Japan, 3.Department of Cardiovascular
Surgery, Kyoto University, Japan)

Living donor lobar lung transplantation is an important life-saving option for dealing with the severe
donor organ shortage, especially for small children. This is a case report of successful single-lobe lung
transplantation for severe pulmonary hypertension in children. [Case 1] A 6-year-old boy suffered from
pulmonary hypertension and hypoxia secondary to alveolar capillary dysplasia with misalignment of
pulmonary veins. He underwent living-donor single-lobe transplantation with the right lower lobe from
his 31-year-old mother. The pre-transplant graft size matching was acceptable: the estimated graft
forced vital capacity (FVC) was 96.5% of the recipient's predicted FVC, and the graft size measured by
computed tomography volumetry was 166% of the recipient's chest cavity volume. Right pneumonectomy
followed by implantation was performed under cardiopulmonary bypass (CPB). The pulmonary arterial
pressure (PAP) was significantly decreased to 31/12 mmHg immediately after transplantation, and the
first PaO,/FiO, in the intensive-care unit (ICU) was 422 mmHg. Lung perfusion scintigraphy showed
97.5% perfusion to the right implanted lung three months after transplantation. [Case 2] Living-donor
single-lobe transplantation was performed for a four-year-old boy with idiopathic pulmonary arterial
hypertension. The right lower lobe from his 26-year-old mother was transplanted under CPB. The graft
FVC size matching was 87.9% of the recipient's predicted FVC, and the graft size was 204% of the
recipient's chest cavity volume. PAP was decreased from 115/60 mmHg to 22/9 mmHg just after
transplantation, and the first PaO,/FiO, in the ICU was 462 mmHg. Lung perfusion scintigraphy
demonstrated 94.5% perfusion to the right implanted lung a month after transplantation. This case
report validated the functional capacity of living-donor single lobe transplanted to deal with pulmonary
arterial hypertension in small children.

(Sat. Jul 10, 2021 11:20 AM - 12:00 PM Track6)
[ISPHLT-OS2-2] Post-transplant lymphoproliferative disorder after
living-donor lung transplantation in pediatric

patients
©Satona Tanaka', Daisuke Nakajima', Akihiro Ohsumi®, Shiro Baba?, Itaru Kato?, Hidefumi Hiramatsu?,
Hiroshi Date' (1.Department of Thoracic Surgery, Kyoto University Hospital, Japan, 2.Department of
Pediatrics, Kyoto University Hospital)

We report 3 cases of post - transplant lymphoproliferative disorder (PTLD) in pediatric recipients after
living - donor lung transplantation (LDLT). In all cases, the increase in blood Epstein - Barr virus (EBV) -
DNA copies and the involvement of EBV in tumor were observed. Immunosuppression was reduced after
the diagnosis with or without additional therapy. PTLD was successfully managed in the short - term,
although long - term follow - up was required. Case 1. Six - year - old male underwent right sided LDLT
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for alveolar capillary dysplasia with misalignment of pulmonary veins. Six months after surgery, the huge
left lung tumor 48 mm in size with high FDG uptake on PET - CT scan was observed and the transthoracic
biopsy revealed PTLD. The tumor was positive for CD20 and chemotherapy with rituximab was given. The
size of tumor and FDG uptake were remarkably decreased. Seven months after the diagnosis, native left
upper lobectomy was performed with the pathological finding of no residual tumor. The patient is alive 2
years after the diagnosis. Case 2. Six - year - old male underwent right sided LDLT for interstitial
pneumonia after the chemotherapy for bladder rhabdomyosarcoma. Five months after surgery,
lymphadenopathy was developed with high FDG uptake on PET - CT scan. The biopsy of cervical lymph
node revealed PTLD. The tumor was positive for CD20 and rituximab was administered, resulting in the
improvement of lymphadenopathy. The patient is alive 4 months after the diagnosis. Case 3. Four - year -
old male underwent bilateral LDLT for interstitial pneumonia after the chemotherapy for malignant
lymphoma. EBV antibody profile showed previous infection pattern only in this case. Three months after
surgery, the left lung nodule 14 mm in size with high FDG uptake on PET - CT scan was noticed, which
was diagnosed as PTLD by the transthoracic biopsy. Although the tumor was positive for CD20, he was
treated with reduced immunosuppression only due to hemorrhagic cystitis. FDG uptake in lung nodule was
remarkably decreased and the patient is alive 2 months after the diagnosis.

(Sat. Jul 10, 2021 11:20 AM - 12:00 PM Track6)

[ISPHLT-0OS2-3] 25-year-old female patient with a severe case of
COVID-19 pneumonia who has undergone bilateral
lung transplantation at adolescent age

9Yuma Shibuya, Sadamitsu Yanagi, Yuta Mizuno, Takeshi Ikegawa, Shun Kawai, Yasuhiro Ichikawa, Shin
Ono, Ki-sung Kim, Hideaki Ueda (Department of Cardiology, Kanagawa Children's Medical Center,
Japan)

[Introduction]COVID-19pneumonia is known to be severe in immunosuppressed organ transplant
recipients. We report a severe clinical case in which a bilateral lung transplant recipient underwent
tracheostomy and was receiving invasive mechanical ventilation due to COVID-19 pneumonia.[Case
report]A 25-year-oldJapanese female bilateral lung transplant carrier at the 17 years old, came to the
hospital with a fever and cough. She received a bilateral lung transplantation due to pulmonary arterial
hypertension. She was taking tacrolimus and prednisone, and was also suffering from diabetes mellitus.
She was hospitalized after testing COVID-19 positive undergoing nasopharyngeal PCR examination. On
admission, she was in good general condition, had no respiratory distress and vital signs showed oxygen
saturation 97% on room air. However, her respiratory condition gradually worsened, and was intubated
and started invasive mechanical ventilation on the 7th day of admission. Anti-inflammatory and
immunosuppressive therapy with intravenous methylprednisolone pulse and tocilizumab were
administered, but it became difficult to discontinue the invasive mechanical ventilation due to serious
lung damage. A tracheostomy was performed on the 49th day of admission. Although another lung
transplantation is being considered, the patient is now aiming to wean off the mechanical ventilation
while undergoing rehabilitation.[Summary]Although reports of COVID-19 pneumonia in organ transplant
recipients are increasing, there are still only few reports on cases of lung transplantation recipients,
especially lung transplant recipients at adolescent age. It is expected that more cases will accumulate in
the future.
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Mechanical circulatory support

Chair:Masaki Taira (Department of Cardiovascular Surgery, Osaka University Graduate School of
Medicine, Japan)

Sat. Jul 10, 2021 2:05 PM - 2:50 PM Track6 (IRiti=15)

[ISPHLT-OS3-1] The ACTION quality improvement collaborative
©Angela Lorts, David Morales (Ventricular Assist Device Program, UC Dept.
Pediatrics Director, Cincinnati Children's, USA)

[ISPHLT-0OS3-2] Our experience of the use of implantable ventricular assist
device
©Yuki Ito', Heima Sakaguchi’, Hikari Miike", Hajime Ichikawa?, Tomoyuki Fujita®,
Norihide Fukushima® (1.Department of Pediatric Cardiology, National Cerebral and
Cardiovascular Center, Japan, 2.Department of Pediatric Cardiac Surgery, National
Cerebral and Cardiovascular Center, Japan, 3.Department of Cardiac Surgery,
National Cerebral and Cardiovascular Ce)

[ISPHLT-OS3-3] Long-term ventricular assist device support in children
“Motoki Komori', Takaya Hoashi', Kenta Imai’, Naoki Okuda', Heima Sakaguhi?,
Kenichi Kurosaki?, Norihide Fukushima®, Hajime Ichikawa' (1.Department of
Pediatric Cardiovascular Surgery, National Cerebral and Cardiovascular Center,
Japan, 2.Pediatric Cardiology, 3.Transplant Medicine)
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(Sat. Jul 10, 2021 2:05 PM - 2:50 PM Track6)
[ISPHLT-OS3-1] The ACTION quality improvement collaborative

©Angela Lorts, David Morales (Ventricular Assist Device Program, UC Dept. Pediatrics Director,
Cincinnati Children's, USA)

Purpose: ACTION (Advanced Cardiac Therapies Improving Outcomes Network) is a multi-faceted quality
improvement (Ql) and research network with the goal of improving pediatric and congenital heart disease
VAD and heart failure (HF) outcomes. This report describes ACTION initiatives.

Methods: ACTION includes Ql, educational activities, and a data registry. Stakeholders include providers,
patients and families, and industry partners. The core values of ACTION include collaboration and
transparency. ACTION started in 2017, with data collection beginning in April 2018. This report utilizes
ACTION data and describes selected completed and ongoing initiatives.

Results: The ACTION registry report is shared with sites as an interactive dashboard (refreshed
monthly). A comprehensive data quality strategy includes data queries and adjudication of critical
events. There are 50 US/Canadian sites in the network and 34 of the sites contribute data. There are
additional international sites that participate in all activities except patient-level data collection. The
registry includes 388 patients implanted with 511 devices and 51, 411 device days. DCM (203) and CHD
(143) are the major underlying diagnoses. EXCOR (148), HVAD (97), and HM3 (70), are the most common
end devices. Survival is 91% (including ongoing support, transplant and wean). AE rates are: stroke 11%,
bleeding 21%, and infection 26%. The dashboard allows intuitive examination of subgroups, e.g.,
stroke/bleeding rate in patients less than 10 kg/on a specific device. Initial Ql projects include an
initiative (ABC of stroke), that used a bundle of interventions to reduce stroke during VAD support; a
discharge planning project; a telehealth support project; and a harmonization initiative to reduce burden
of protocol development for sites. Additionally, a patient-facing education website about VAD &HF care
is being deployed and a HF project is collecting baseline data for acute decompensated HF. ACTION data
have been used to support regulatory (FDA) approval of selected devices.

Conclusion: ACTION, a collaborative, multi-stakeholder network, has undertaken numerous approaches to
improve outcomes for children with HF and VADs. In keeping with the values of transparency and
collaboration, the ACTION annual reports will be made available in their entirety in a patient-facing
version, via the ACTION website.
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Background: Evolution and miniaturization have increased the use of ventricular assist device (VAD) in
the pediatric and congenital heart disease (CHD) population. But we have few experiences of VAD
implantation against such patients in Japan.

Methods: Data of all consecutive pediatric and ACHD patients with implantable VAD from 2016 to 2021
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were retrospectively reviewed and we examined several factors associated with the prognosis.
Results: A total of 11 patients underwent VAD implantation. The etiology of heart failure was dilated
cardiomyopathy in four patients, ischemic cardiomyopathy in one, and CHD in six. All cases of CHD were
adults. The etiology of CHD was transposition of the great arteries (TGA) after Mustard operation in
two, TGA after arterial switch operation in one, congenitally corrected TGA (ccTGA) after anatomical
repair in two, and ccTGA after functional repair in one. Type of VAD were HeartMate3 in five,
HeartMate2 in three, HVAD in two, and Jarvik 2000 in one. One patient underwent heart
transplantation, eight patients have been waiting for transplantation, and two patients who had heart
failure with severe diastolic dysfunction died.

Discussion:Cases with severe diastolic function had poor prognosis. Considering indication of VAD
implantation is important and we should examine therapeutic strategy conforming to its etiology.
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[Background] The shortage of donor organs in Japan is severe especially in children with end-stage heart
failure awaiting heart transplantation (HT). Then, long-term ventricular assist device (VAD) support
increases the risk of several complications. [Patients] 20 patients under 15 years old underwent
mechanical circulatory support with EXCOR pediatric between 2015 and 2020 (18 LVAD, 2 BiVAD). Over
all outcomes were evaluated. [Results] The median age, body surface area at VAD implantation, and VAD
support periods were 64.5 months of age (range: 1.8-144.0), 0.66 m2 (0.19-1.18), and 13.3 months (2.0-
30.1). The main diagnoses were dilated cardiomyopathy (DCM) for 17 patients and myocarditis for 3
patients. 7 patients (3 domestic and 4 abroad) underwent HT with the average support periods of 10
months. Morbidity was observed in 1 patient due to sepsis. Currently, 7 patients are on EXCOR support.
11 patients were on over 12 months support. (Recovery) Weaning from EXCOR was achieved in 5 patients
with the average support periods of 9.1 months. One of them weaned from LVAD after 24 months
support for DCM. Her histological findings showed the improvement of myocardial fibrosis in Masson's
trichrome staining at mid-mural layer. (Long-term VAD-related complications) Infection free survival
rates at 12 months and 24 months were 53 % and 18 %, respectively. Complications free survival rates
at 12 months and 24 months were 55 % and 28 %, respectively. Complications include membrane fracture
in 2 pumps, thrombus formation which necessitate pump exchange in 6 pumps, and cannula dislocation in
1 patient. (Cannula dislocation case) 18-month-old girl underwent LVAD implantation for DCM. Her
height increased by 12 cm within 12 months. The inflow cannula was unexpectedly detached from apex
and a pseudoaneurysm was formed around apex after 12 months support, then, emergent removal of the
pseudoaneurysm and re-implantation of the inflow cannula were performed. [Conclusion] Complications
of long-term VAD support, including incidence of cannula exit site infections and pump related adverse
events increased by time. Recovery of left ventricular function was frequently seen, even long after VAD
implantation.
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