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P ATHY, Lz TTakao Tribute Symposium; & LT
S,/ —VEAERSEE O P MRS 2 3T LT
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MR DARN,

Keep step forward
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WLt En s, NUERESE, $3ICZ20%
DT 220 TT, TA7BI1E, AV DiELZEN
BH5, WHEOHN—T £ b7 b O A k—IC
Mo THLRETT,

ZLT, SN DOFEREZES ETRIE RO
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E ol pERE U E HEICEE LEIRL Tw»w L,
Z N Z ZHED Globalization T9,

ZL T, 20Ha%E LDV IDIZ, TKeep step forward,
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7o, FRERE TIRED% D FRL 72D TT L, Moderator

 Panelist OFeBICED» CMZTHE, A EDPELE VT
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127D T, Bifitop runner & L TiGHE L TV 5 &Pk EE il
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WU Z BB THRICEZ S L, —H@fTIicksk

1




12

WEHLAIL DBETH EPEREEUE L, 2ok
BB CHBEATICIER L £ L, Bl mE vl
DVDT =T NN THEZNADTTH, 7 20—
+TAENTWVWEF— 7 )LICFaculty 23§ - E A-TET, &
DIFZ AL L B3R BREVEEE LTEREZ LS 0L
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L7, COXKBFRZ L. SROMEFICHIEIE T
W EB->TwET,

BRI, RO L LRI CED L Tl Z S -7 H
KRR v 7 —/NERIRA Y v 7 —F &, EHC 2
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® Review

Emerging Hypotheses on the Pathogenesis of
RASopathy-Associated Cardiomyopathies—Seconday
Publication

10.24509/jpccs.24-015

Shun Nakagama”, Masataka Yamasaki?, Masamichi [to*?,

Yu Nakagama‘”

1) Department of Cardiovascular Medicine, Graduate School of Medical and
Dental Sciences, Tokyo Medical and Dental University

2)Department of Cardiovascular Medicine, Graduate School of Medicine,
The University of Tokyo

3)Department of Advanced Clinical Science and Therapeutics, Graduate
School of Medicine, The University of Tokyo

4) Department of Virology & Parasitology, Graduate School of Medicine,
Osaka Metropolitan University

RAS/mitogen activated protein kinase (MAPK) pathway
dysregulation, triggered by germline mutations in the involved
genes, leads to a congenital syndrome termed “RASopathy”
Each form of RASopathy expresses a unique clinical phenotype;
however, they share a series of functional and morphological
organ abnormalities, including cardiac malformations, specific
facial features, skeletal abnormalities, and intellectual disabilities.
Secondary hypertrophic cardiomyopathy is the characteristic
cardiac phenotype of RASopathy; its presence is strongly associated
with heart failure-related mortality and sudden death. Therefore,
RASopathy-associated hypertrophic cardiomyopathy (RAS-CMP)
is a disease of priority in pediatric cardiology. However, the
complete picture of its pathogenesis remains to be elucidated.
Along with the development of novel molecular therapeutics,
improving the quality of RASopathy care through collaborations
between basic research and clinical practice is significantly
needed. This review aimed to introduce the current evidence
surrounding RAS-CMP and outline the knowledge gaps that
should be addressed. Moreover, from the viewpoint of biological
analogies between RAS/MAPK-related cancers and RASopathies,
we deepen our discussion of recently emerging clues for exploring

novel therapeutic approaches to RASopathy care.

@ Original Article

Social Independence and Lifestyles in Patients with
Repaired Tetralogy of Fallot—Secondary Publication

10.24509/jpccs.24-002

o

Ryoji Shinbara”, Hiroyuki Sawatari®?, Keiko Yamasaki®,
Minjeong Kang‘”, Ichiro Sakamoto®, Kenichiro Yamamura®,
Hazumu Nagata®, Hiroyuki Tsutsui®, Hiroaki Chishaki”,

Tomotake Tokunou®, Akiko Chishaki*®

1) Department of Nursing, Kyushu University Hospital

2)Department of Perioperative and Critical Care Management, Graduate
School of Biomedical and Heath Sciences, Hiroshima University

3) Faculty of Nursing, Department of Nursing, Fukuoka Nursing College
4)Faculty of Nursing, Daiichi University of Pharmacy

5) Department of Cardiovascular Medicine, Graduate School of Medical
Sciences, Kyushu University

6) Department of Pediatrics, Graduate School of Medical Sciences, Kyushu
University

7)Department of Healthcare Management, College of Healthcare Management
8) Department of Internal Medicine, Kyushu University Beppu Hospital
9)Health Care Center, Fukuoka Dental College Hospital

Background: The purpose of this study was to look at the current
state of the adult patients with tetralogy of Fallot, the most
common cyanotic congenital heart disease, to encourage social
independence and healthy lifestyles.

Methods: On 186 patients, a questionnaire survey (understanding
and anxiety about their heart diseases, treatments, social
independence, and lifestyles) was administered. These data
were also compared between patients with and without physical
disability certification (a certified group and a noncertified group).
Clinical data were extracted from the medical records.

Results: After excluding the cases without meeting the inclusion
criteria, 112 patients (41 males, mean age 28 years) were studied.
Eighty-three percent of 93 patients after excluding 19 students,
were employed (66% full-time employee) , half of them lived
with their parents, and 71% were concerned about their heart
diseases. In terms of lifestyle, 28% were dissatisfied with the
quality of their sleep. The noncertified group (n=59) was assigned
more professional tasks, whereas the certified group (n=53) was
assigned more office duties. The certified group had more regular
outpatient clinic visits and dental consultations, but also had a
greater experience to drink alcohol and take a sleeping pill.

Conclusion: The study patients had a relatively good job rate
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and a high level of social independence, despite having a variety
of anxiety disorders. It was suggested that some supports for
anxiety and sleep disorder issues be implemented especially in the

certified group.

©® Case Report

Transposition of the Great Arteries with Borderline
Right Ventricle, Ventricular Septal Defect, and Aortic
Arch Obstruction

10.24509/jpccs.23-010

Yuta Teguri", Takashi Kido”, Shota Kawai", Koji Miwa",

Tomomitsu Kanaya", Futoshi Kayatani®, Sanae Tsumura"

1) Department of Cardiovascular Surgery, Osaka Women’s and Children’s
Hospital
2) Department of Pediatric Cardiology, Osaka Women'’s and Children’s Hospital

A male neonate with transposition of the great arteries, ventricular
septal defect, coarctation of the aorta, and a moderately hypoplastic
right ventricle was transferred to our hospital. Following initial
bilateral pulmonary artery banding, the arterial switch operation
with ventricular septal defect closure and coarctation repair was
performed, while atrial septal defect was left open. Two years
after the operation, the diameter of the tricuspid valve annulus
was found to be 10.8 mm (Z-score: —2.73), and bidirectional flow
through atrial septal defect was observed on echocardiography.
The patient underwent one and a half ventricular repair at 3
years of age. Thirteen years after the third operation, the patient
is in a good general condition with normal sinus rhythm. At the
latest investigation on echocardiography, no sign of right heart
failure is observed; no dilatation of the inferior vena cava, no
reversal flow in the inferior vena cava, and no right ventricular
systolic dysfunction. The tricuspid valve diameter is 25.3 mm with

balanced left and right ventricular cavities.

©® Case Report

Tricuspid Valve Repair with a Bridging Technique
Across the Valve for Tricuspid Stenosis and
Regurgitation at the Norwood Procedure

10.24509/jpccs.24-005

Takuya Matsuzawa'?, Naoki Wada", Risa Shinbori",
Tubasa Furuya®, Yuya Komori", Yuta Kuwahara”,
Masatoshi Shimada", Yukihiro Takahashi"

1) Department of Pediatric Cardiovascular Surgery, Sakakibara Heart Institute
2) Department of Cardiovascular Surgery, Teikyo University

Moderate or severe tricuspid regurgitation is a poor prognostic
factor for hypoplastic left heart syndrome (HLHS) and may require
tricuspid valve repair at the time of the Norwood procedure. If
complicated with tricuspid valve stenosis, a technique that does
not worsen the stenosis must be selected. We present such a case;
a male infant prenatally diagnosed with HLHS and underwent
surgical repair of the valve on the 20th day of life. We performed
a bridging technique across the tricuspid valve for repair of
tricuspid regurgitation and stenosis associated with HLHS at
the time of the Norwood procedure and successfully controlled
regurgitation without worsening stenosis. This technique does
not restrict the tricuspid valve inflow and is suitable for cases of

combined tricuspid regurgitation and stenosis.

@ Case Report

Bioprosthetic Aortic Valve Replacement with Aortic
Annular Enlargement in a Young Woman with
Congenital Aortic Stenosis and Intellectual Disability

10.24509/jpccs.24-009

001101

Kazuki Tanimoto, Takashi Kido, Koichi Maeda,
Yusuke Uda, Takuji Watanabe, Masaki Taira,

Takayoshi Ueno, Shigeru Miyagawa
Department of Cardiovascular Surgery, Graduate School of Medicine
Faculty of Medicine, Osaka University

A 25-year-old woman with congenital aortic stenosis and severe
intellectual disability associated with ring chromosome 18
syndrome was referred for surgical evaluation. She had previously
undergone aortic valvuloplasty twice. Her aortic stenosis and
regurgitation were severe, therefore another surgical intervention
was planned. Preoperative  contrast-enhanced = computed
tomography showed a narrow aortic annulus (19.0mm diameter).
Because anticoagulation after surgery was not considered
feasible, bioprosthetic aortic valve replacement was performed in
conjunction with the Konno procedure to enlarge the annulus.
Her postoperative course was uneventful. Contrast-enhanced
computed tomography after surgery showed the sinus of Valsalva
properly enlarged, and distances between the coronary ostia and
the leaflets of the bioprosthetic valve were sufficiently large, which
may lower the risk of coronary flow obstruction when the aortic
valve would be replaced further in a transcatheter valve-in-valve
way. Bioprosthetic aortic valve replacement in anticipation of
future use of such a transcatheter technique is a surgical option
that should be considered for young adult patients with severe AS

and difficulty in anticoagulation.
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EVLIBEPOEE L, 1F LA EDDAREIICIZ BT R
BICX DL EF Y ADFEL T 528, FIRSRIC L T3k
HRRAAER & DI S NI EF Y A Lk, 72, 24
DA TRARIEOMEN S VIE EFEBENZ L HHG I N
T3, FEREMOAS - FUREEEFIEORER I & X 9 ICHIR
WARMAT 2 OB THEE AR L\ ) BRI EEIC ISR 22
ROSREL CESN T 5, ARSUTIIEIRONE & o2 3N
L 72D BIZHIREEO AT - (EART - BITEINC DWW TS L T
. EoI—THIRFRICHE A2 S TTRIELARIIB T B AR
P ICBIT 2RSSOV TR E 2 L 893,
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ABRKRZEZE NERIFHEE
PRSP 0BG, RIMEHIRER 2 (Total Anomalous

Pulmonary Venous Return: TAPVR) 249 2 Bl 13 P83
Wtz o, WA, WEFRE SO TAPVRIERH A EE IR0 Hi 4 1R

FHIBHLMT 28 CTEIRE 2 7 > F 2B T 5 2 L TPRAKE
T2 EBREINTRS, LarLAT Y MEERIENEOBE
o T, BIRE AT > P NIREDEHE TR E 2729, 20%
BN i S EECh 5. SHFR 4%, EHR34EOH, &
1,556 g THIZE L iR FINRICIRA T 2 5 4 7O T Ll
TAPVR WA R LT HIB 7 ICHIRE A 7 > b BB 2 17T i
P ISR IR LB S 2 I L 22 08 S, BHIREE 2 7 > b INgkaE 0 3
filfi U5 U] 7 RE BN FHIBER U, Do NIBTE T % 17 - 7o hER 2 R L 7
DTRET 3.
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BIIRE BRI (ductus arteriosus aneurysm: DAA) 13ERBIIR
EHFIRE L IIEIRCIRE L 2 b T, MR, imfegEk, &
P EOMMNGHHEZ AL 22 03H 5. 56BMHICE LT,
PASSAR I X D REIZIICIRIR L 72 DAAGI 2 5§ 5. 2O
M XA C A 1 BIE R 2 2RI, S CTIRED2» 5 DAALZ
Wiz, KBRS /NEHNC ADE (£85.6mm) % & DA%
39mm OFRFIRERE 2324 S 4, THEIIRANC 22 2.2 mm @ {11
MAHG N, WET RGP A 2 &R IE 20 o 7, SRR
P stent graftfifi Afif DFEIR D & > 72 2MEZ G & L TR
ARE R BABAMNT %2 17 > 72, KREJARMI2> & 37 A L 7z guide wire %
B AR 2> & A L 7z snare catheter THIFf L wire loop % {EK
#%, IBEHIRHI2> 5 delivery sheath %z ffi A L, Amplatzer™ Duct
Occluder 12mm/10mm iz X Y EASE L 7z, 3 HEDE¥CT T
AL S T e, REBCIVBHEHAIT X B © E K % DAA
XS 2 HRABIRRA 72 a v D—D2TH %,
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Marfanii ¢ # <1, KEIRER, KEIR P PHEA 42, 9 iE
FRIRIE & V> o P KL R 28 1 R L #0% Mo R Lo ik 357 30 W A
(transthoracic echocardiography: TTE) 23@4AZHTH %53, {172
7% E ONEBERE & ok LRSS 2 2358035 5. S, AR
FrEHT 2 I I RBIIR T EAE % 4 U R AR L 7228, ABiRio
TTE TREINRTPFRAE DHEST %2 22 W T & 2> o 7o il 2 #25R L 72 7
OWMET 5. REBNE 15T, TR IC A X 2 KENIR
HERET (Bentallfit) % iifT L7, 20k, JBRTTTER L
T748—L Tl MEOEETHINREETH -2, S0,
MR TR EN R EZZ L, TTE CTlkigWi© & 3D ik &
Hekr (transesophageal echocardiography: TEE) T2l L 7
ARIr DA IKAGIZ & 2 BIERBINRS T P22 O 2 TR AT AR
X 2Pl 2 i L 72, MarfandE i3z ic kX h TTETo
MHEPARICAZ ZEDBHD, Z08AI1EMRI®CT, TEETO
S 2B 50803 5 LEZ S, ¥ 7%, Marfanhii @
TEEZ 7 AF VHROE I & 5 47 0 B IKALITTHED R & FUH
IR IS R 2 ATRENEDS D % 72, #7410 —D3N3ET
b5,
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AMEDEE DA, ERETIZ YA L AEDSRL S WH, v A
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4255 11 A H IR0 g SR Lo L TN IEITE D & 5 12
KB F. SHENCHBRIER TCORBIELRH Y, ZoBITVA
Dl aMEE N, R 2 v ZRET, Dza—-T%
BODERIHE & AETHEZ R0, FOLEIRITE X 24 mmHg (2
FRLTWAE, L8 Y EF—FI0pE ) O R & 2L,
DEFVLF =V %o 25, MEZERL, ORI
13mmHg~KE L7z, v¥y 7n 7 v EMREDE L % ik

L, DEROTHEEZROL»ro77-0, ABI4HHIEREL
7. ABER oI a 74 v ¥ —27 4 L 2 A2 (CoxA2) ¥ifk (NT
) 233245, JMEMBOMIETIZ 12815 L 4650 LA 25O 72
729, CoxA2Mh:2MDIEZR &M L7z, CoxA2: 20RO
FEBIRS I 237 W 72 D PR T 5

©® EFIHRE

TERR 35 B DL ERRRIEZ #1073 W ENREAHIC & 1T

2 M RIAHE AR BT T 22 P U 7 i I 7 A D
10.9794/jspccs.41.102

g RV AL G - =2 - 8
me mx’ 2@ es” w0 sas?

e Es” e Y 2 we?
1) BB C bRkt EFEER
2) BRI C EHRE DIEMENR
3) BB C EHRMkE ERaR

DERREKEZ D 2 WiE RS (pulmonary atresia with
intact ventricular septum, PAIVS) (%, HiZERE, @IRE 1< il
MR L T3, AN BRGLAME T U T s
ML 72 B8&, BIEVEN 2 7 & OB 2 A 0FE 2 2 720, N
BRABIC X D IR HE Z2 A 5 2 E03% w»w, —J5, WEHAE
TR HIE 25 23 22 3G D KB IT R I D W TR AL R 234 72
W, REBNZFER 35, 2.2kg D PAIVS T, % 24 e 2> o Jifilfi
WARBICHIM L 72, 7R A% 75 vy v b I REEE D
AW AFE L 7 & ONFHER TR O R+, fEBRA
AT U7, Hiln 3 i miliisikEc i (bilateral pulmonary
artery banding, bPAB) %#f7-57 & 2 AEEREIEDSLE L 72, H
i 21 1 4% S5 19 ki B IR - T2 405, H Win 55 12 47 2530 11 B8 TR Al 7%
1oz, AAEGNE, PAIVS @ X 9 il 2 BRE Ik fE 4 5 5
FKEDEER TS, RIS & - TiZ, bPAB ML % — Ry 2 il
T 2MEELIBRE L THMARZ E2RB LT3,
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