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—AVETY VT OHBERBEIXR .
Bl KM R (Simple Congenital
Heart Disease : SCHD) Z il fci4: fifi &
I 4iE (Pulmonary Arterial Pulmonary
Hypertension : PAH) /45 fiti & A M firi
EMJFE5RE (Idiopatic Pulmonary Arterial
Pulmonary Hypertension : IPAH) 23&
B9 2 DB EINIIEE R o 72, JF4E,
PAH {8 DRI L > T, PAHa Y b
O —LshREFALTY v > MEAEE HifT
$ % Treat and Repair 17T\ 5 (4-
7) . NERBREIZL S 3y ha—LdiN
HEZ 72 o TG AT, BB IRR U
ToOMii [ R AE (heart-lung
transplantation : HLT)#% U < (Zilifg# &
DB (combined repair of the
underlying congenital heart lesion and
lung transplantation : CCLT) »3ifT X 41
5. RITIEEERNZR NP —FAED7
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HTdh B LW @) XN T\W3BA, CCLT
BOHEZEIVNN—ZA)ET v 7P LEEKRE
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WK D fi% T 1% SCHD (Z Eisenmenger
Syndrome (ES) & PAH &4t® CCLT fi
7%, 16 £ T 35 HloHREN D 5 (9).
AFTIX, PAH / IPAH IZB T 5 fififghEts
D#HE(10) DAT, SCHD IZ ES % PAH/
IPAH OBHEFIZ CCLT % MifT U 72 &5 (iR
OTHTHS. HILKRFWBETIE, 2020
12 HE T2 136 HlofitifghE (MIEititg
fE 122 B, AEARTTEAE 14 f1]) %2 FEHEL
7. TDS5H ES X PAH % £ - 72 Ak
KM (Adult Congenital Heart
Disease : ACHD) 1Zx9 % CCLT $& %
NTHO, LNEFRERELE (ASD), L=
HifE R 4ESE (VSD), Se®KIMEHAL, 4
B PR EOEFINEEND. ZhoD
FEBNL, BEIZShAD DR AT ES 12T L
TEHI, ONEE2IZ PAH / IPAH
EOFRUIERRE TN TE D, D
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ho— L2k L TWizics b s T,
T BRI B S LA R b 5 & v i v I
JEIE CEA AR Y 1 ZHEK /A0 RE R
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T B D0 R dGEICE ¥ F
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WZOWTahdTsZL.
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BRRD M (=— A0%H), BEAE, Wit
MR ER 1LIZR LU, hiEio.LT a3 —#R
BT —X%2R2I1ZR U=, ASD3#IDS 5
JEH] A 1 BMPRI O A RIZ X 5
(R VEIG B AR ME I & ESE  (Heritable
Pulmonary Arterial Hypertension :
HPAH) &0fT, fEH#I B, C X PAH &/f
Zolz. 3% L EEMFEFE (Home
Oxygen Therapy : HOT) EA & 7%, W
BHAHRE D N #7272 CCLT % it L 7=.
VSD #il 3 il 5 BEEHI D, E 1% PAH &,
SERI F 1% 6 T VSD BASHMT % fifT L 22
% C IPAH L B3z, 3L HNEIN
BRDPNEE L 72 0 CCLT % JifT L 7=.

Ak

DT —RET — XIZBERR I EH S N
7= T — X EBRALU-. 2RI EN RV
Ba, HB T 740 T — XS EEH
U, Bt cERnwWTr—&RIiZoWnWTiET —
ZMEL L U, DT I —REEHIX TR
ke (IVC), HEELET (RAP), HEh
FEINHEE (RVSP), fA=EEE (RVWT),
HEFEE (RVMD), AFmEEZE{LE



R & 4% (Medicine and Biology)

#&1 SCHDEE DFFY

MamE CHD-

NA: not available
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BEFEFCBMPR-IICLE  LoYTIB BHE
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BSA : Body Surface Area ({AZfif&), PVR : Pulmonary Vascular Resistance (ffilll%#$1),

Simple Congenital Heart Disease CHAEF DR,

HOT : Home Oxygen Therapy (1EEMERHE),

, ICD : Implantable Cardioverter Defibrillator (ﬁj&&ﬁjﬂﬁ?ﬁﬁiiﬁ%ﬁ)
g) CCLT : Combined repair of the underlying Congenital

Hypertension (kfﬂ@ﬂfﬁﬁﬁmﬂfﬁm[ﬂlfr)
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HEX R (LVEF) 122\ CTHTRET & it %
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30 H+10H#%= 1 » H%#, 180 H+x30 H
% 6 7 H1%, 36bx30 H% 12 » A L&
O U7z, DT I — A DRRINZBIZ
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CEDTHMEIEE Z & lThET U7z, #iGta
M ZHEBIELAY 6 il & D i 7=, i &

DALEIPH : Median Smm (IQR :
5—13mm) TEUHKBEL 7=, g7 & i
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1. CCLTHIOLT I —MKRET — &

CCLTHiOODTI—MET —R%E2E21Z
AU ZE U7, RVSP i 84.8mmHg (68.8
—92.9mmHg) THEfH7Z>7z. RVWT
12 9.1mm (6.8—10.5mm) &fEEL TV
7z. RVMD % 54.4mm (43—65.3 mm)
THRLTW/=. RVFAC I1E17% (15
—19.6%) TR FLTW7/z. IVC
% 22mm (15—25mm) TEEHLAL T
W7z, LVDd i 40.5mm (33.3
—41.1mm) TEEHE/NL TW/z. LVEF
12 56.1% (49.0—65.3%) & 1EH FNEZ2xR
L7-.
2. CCLT ®iZDRERZALIZ DWW T

CCLT i Dkt 224k
% Median (IQR) & Z{bED#k%
F£IIWWRUE L. i itk 12 » HD
L7222 7 %X 1-1, 1-21ZxRU 7.
RVSP Z1fii 1 B TAREICHE LD (-63%)
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%2 CCLTRI@DIO—HRET—4 NA: not available
ASD VSD Median(IQR)
A B c D E F
TRPG(mmHg) 62 7 62 106 86 110 80.4(65.8—855)
IVC(mm) 22 25 15 7 22 25 22(15— 25)
RAP(mmHg) 15 15 8 8 8 15 3.0(30-80)
RVSP(mmHg) T 92 70 114 94 125 84 8(688-929)
RVWT(mm) 6 5 9 1 13 1 9.1(68-105)
RVMD (mm) 87 68 40 29 30 a7 54.4(430-65.3)
RVFAC(%) 14 15 17 28 NA 24 17(15—19.6)
IvSd(mm) 8 8 6 7 10 8 80(79-80)
PWd(mm) 8 8 7 8 10 8 80(80-81)
LVDd(mm) 60 29 31 46 40 41 405(333-411)
LVEF(%) 45 76 55 52 68 47 56.1(49.0- 65.3)
EFHEREEESL-F | NA 0 i 0 ] 0
TRPG : ZRFpWHIEEA, IVC : T RIS 2 RAP : ff5[E, RVSP : fE £ S UUHIIE, RVWT @ £75 e/,
RVMD : f5Z %, RVFAC : Ef’ﬁﬁzﬂ %, IVSd : JRiEARIDEPIREEE, PWd : JRiRAR A SRR,

LVDd : &SRR, LVEF : £%BiH%, Median (IQR) : fiefii (74 higapH)
#&3 CCLTRI#ZOEBRNHELOLE
| i e el R
Moduo(H) il it il it
e | statuo-snp | SiE w0 [ mn-ad [ marmo [msias s
o | saasossa | RIZER0 [ smise [ sne e | wies w0
_— 17 (15— 19.6) (n=5) 28é;;.£(§;j§.3) 39.1135(5)"}1{;(5;:1)42) 42(4(1);157;47.3) 44.5(14&?;49)
wowo | masa | Eeed |okeuy | uGm[ises s
VDA () 40.5(33.5—411) 42.3(3(:;—46.7) 42.%(;(2.3:—4)46.3) 42.2(3«2;—446) 46(4?23—{146.8)
— 56.1(49.0— 659 56.7(321).;7648) 62.15?/:35;4)6&5) 61.4(5;/:&5) 63(58;.3‘;“67.8)
fEld Median (IQR) : Hidefi (MU fi#Ep) & 284k {(H % 5HE —RraTEHE) Ay arEtHliEx 100} T9.
BEEEIEZR 2 D@D .
(p <0.056) U ME#{] L7. RVWT r BT T/ (-60%) L TIEHAL)
T 1EMEIC (10%) 8L, 17 A%e» Uz, LVDdiZ 1 8EEIC (4%) BN

512 r AT T (2%) #hncdsEs
T I£5Y 2] Uk, RVMD iZ 138
#BE0 12 y BRI THI/N ((45%) L
[EH k] U7z. RVFACIZ 12 » HE&izh
FTAEREICEN (161%) (p<0.05) L
[EHA L] U7z, IVCIZ 1%L 12

4

U 12 7 Ai2iE (14%) #inL ERAL]
U7-. LVEF X 1 8/B% (1%) L 12
rABIZIE (12%) #inL NE& k] U
7=

3. BIEHDOLEBIN—2Z)ETFY T
SEFAFOEREI)N—ZY)ETFTY VI
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LVDd, LVEF @ CCLT ffigi & it 12 » H D &4 %2R 7.

DWTHTET & DEALR, dEERM, EFEb
IZDOWTER 4R U E U7z, iR DR
BZLIZDVWTH 2-1 - 2-2 12 RLUE L 7=,
RVSP 134 T OREFI T (-60%~-85%)
L MEHA L] U7z. RVWT IZER A, B A3
i & D ©EEERN (33%, 80%) THIZ
(VEes1) 27 U fEHIC, D, E,
Fl3BEE A (-8%~-23%) U [ E{HA |
ERUEDPIELZEE/7>7. RVMD
IIER E O ATET & D HEK (5%) LdiGE
®BIHEIZ TVEFY 2] L. RVFAC
WEB] A D ABEHN (107%) U 4 HiPE A~

M EfE ] 2 L7z, LVDd I3SER F o
AET & D AEAN (-5%) LilERTEIIZ [V
EF Y VJ | 7=, LVEF I35EF] A O AN
(11%) UIEFHFE~ THEME ] 2R 0
7.
4, CCTLw®i# (12 #H) ™ ASD & VSD
D H#K

CCTL®i# (12 » H) @ ASD & VSD
DSEYIE & ZALRIZDONWTEK 5 IZR U=
MiHT e DRIFIZ LIz DWW T 3-1, 3-2
WZRUZEUL. ASD (FEHIB) & VSD (iE
#l D) OffiHET & #hitg 3 » HD.HT a —RE



L W% (Medicine and Biology)

&4 EHICEOEZEIN-RJETIVTRR

A B c D E F
Bl (-73%) B (-68%) Bl (-74%) Bl (-79%) B (-60%) Bl (-85%)
RVSP E HE dE HE & drE
IEHEAL EHEIL IEHEAL ek [ IEHEAL EHEAL
1870 (33%) H8h0 (80%) A (-11%) B (-11%) Hl(-8%) Hod (-23%)
RVWT UFEF\d e G E| & i E{E o fH
AEEKX BEEK BEIEK BEIEK BEEK BEIK
B (-66%) #1(-53%) B (-45%) # (-28%) A (5%) F (-40%)
RVMD & & & = YEF U &
IE%E1E IEFIE IEHEAL IEF1E FSE VN IE#E1L
HE0 (107%) 0 (233%) I (194%) i (54%) 1 (67%)
RVFAC & {Em & & & NA &
{E:filt IEHE1E IEHAL ¥k IEHAL
e/ (-36%) F (-52%) T (-47%) /1 (43%) 0 (-23%) a1 (-56%)
Ve W= HE HE HE E W E
%Ak %L IEHAL 1L %Ak IE#AL
fh(12%) A (62%) A (42%) ol e K (15%) fg ) (-5%)
LvDd ME HE drE HE YEF U
IEHAL IEHE{E IEHEAL 1F % e IEHAL EERD
HEhn (11%6) bl i (25%) i (8%) T (-13%) i (36%)
LVEF HEEm WE WE WE
{Efil IEH #EE IE#E1L IE#E1E IEH #EE IE#E1L
SEG A~F ORI & ifits 12 7 ADHRI N—ZAVEF ) VR ILE £ LR, ‘
R D EALEK, ﬁﬁiffzcéi.ﬁ&%% bﬂiﬁfﬂ:@b TWAHIHHZHETT TUGEEF/L], MBRICSEEHA D -

IEHHZBF T TR ], el &

i EERRU T,

BIZVETY VI URHEBZRFET THREXR/AEEKR/E

R & M X MRS 2R U £ U7z (K4,

5). RVSP [&fitdf ASD (74mmHg)

VSD (109.3mmHg) & #EFH 7L mEETUL7
2, iR 1EB L 0 iliE & 612 TIEFEAL

L7z. RVWT X ASD (6.7mm)
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%, 5, s,

SEH A~F @ RVSP, RVWT, RVMD, RVFAC O&RIHZE{LZRT.
Before : fiifil, 1week : 1 ##[E#2, 1lmonths: 1 » H#%%, 6months: 6 » A%, 12months :

12 v B

b

VSD (12.3mm) TU7=A, ff

#% ASD (8.3mm) (23%) EinL 7=dizxd
LT VSD (10.6mm) (-16%) JE4 Ui
WZWE LR Do 7.
B ASD (65mm) VSD (41mm) TU7=

RVMD &4y
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LVDd(mm) LVEF(%)
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& 2 <, a
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N
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22 EEGIOBREBHTE
SEW A~F @ LVDd, LVEF O#EZEb% R,

Before : ffifl, lweek : 13@[1#, 1lmonths: 1 » H#%, 6months: 6 » H%,
12months : 12 » A

RVSP(mmHg) RVWT(mm)

& —g— ASD /___.——0———’_. == ASD
—— VED 5 —s= V8D
e ——y &
B 2
y 2.
% % %, % % % 2 % 3, )
?, S =, 2, %
® % % s, % e * 4 %, %
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100 60
60
—= ASD g ASD
a0 —+ VED —— VSD
2
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LU VR U W 4 h 4 % %
% b % % o % o % %, 2
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[3-1 ASDEVSDDREFRIZT L

ASD & VSD ® RVSP, RVWT, RVMD, RVFAC ORI % =7 .
Before : flifl, lweek : 138[8%, lmonths: 1 #» %%, 6months: 6 » 3%,
12months : 12 » A%

LVDd(mm) LVEF(%)
50
a8 N
a6 50 Q&é
a o ASD " o ASD
Az —— VED —e— VED
= 20
38
36
‘%fa, %, %, %% ©, ‘%@ ’*..n {7’% %, %,
% %
3 K %, 3 % %, %, o,
¢ % % %, % % %

[3-2  ASD&VSDDOEEFRIZT L

ASD & VSD @ LVDd, LVEF OBt %579 .
Before : ffiiRl, 1lweek : 1[4, lmonths: 1 » H%, 6months: 6 » 3,
12months : 12 » H#
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LAX SAX 4CV Chest X-ray

arojog

sqiuowrg (JOd

* B [REIOI SR SMEL-HERAZEL-EE
[E4 Case ASD : Before vs POD 3months

(EBe) FARETOLT I — G & M X #REAg. OT 3 — @& T, Eﬁ?fj(t/ui”ﬂlﬂﬁﬁj: W& BEE

LB L O ASD (F-7) FEAEMIRE 2D 5. E@%EX%‘?@@’C , IDREREL DK % FR E). (FE®)

?ﬁﬁﬁS ffﬁfﬁ@/biﬂ—@kﬁ@ﬁﬂ}(ﬁ@@. DT I — W T, AEOHMI/NEE L AR EALDH
;&mu\&bé HBX%?(E@VC ’ /L\H@?Bbho)ﬁﬁd\aﬁi%wm&bé

LAX: Bl /e 5 Wi R, SAX : el 2tk ACVILRIR 4 ek, Chest X ray : Mg X ##

KD EED Y R T A N AME 7= O MR L 7.

Chest X-ray

X5 Case V8D : Before vs POD 3months

(EB) FAMATO.OT 3 — G 2 il X iR, Ox 3 @&k Tld, ﬁ%%jﬁ}: VSD (-4) FEaigIili
Zan0 D, M XTI, IS0 Z2RD . (TE&") ﬁhfﬁS r ABOLT 3 — & g
%%B}(ﬁ%@{%é. DT I —HERTI, Efo),‘fﬁd\ﬂﬁé’éw . OES X RRE AR TIE, IS 0RO

G Kililrmm, SAX : fEME A =G, ACVAEME 4 B, Chest Xray : Mofl X £

axojog

sqpuowg (1O
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7%, itk ASD (28mm) (-57%)

VSD (31.7mm) (-24%) JEA U TEHA1L]
U7z. RVFAC (%) I&ffrif ASD (15.3)
VSD (26%) TU7=%%, fiifg ASD (43)
(180%) VSD (43) (65%) HhnL [MiEH
ft1 U7z. LVDd l&1fiif ASD (40mm)
VSD (42.3mm) TU 72, fif

# ASD (48mm) (20%) VSD (43mm)
(4%) iy TEE/k] Uk,

ER

1. D&YV =T v 3BECHETE %
D 7>

DY ETY VT (R X, D42
72 EPHEA LI R A2V ET T B L, D
F i e oD BE K R DAREAL & £E VN, X 2
OPo~Y 270 EFTENET S, X oIT0bE
O L 3OV F — R B X O A
KFDEEH M- T, OB UMLK, O
JER) & OERERRER EDREL 5. DY
ET ) Y IIIIEEIZ & o THEEDELD R
N5 L NERE/OFEREREIXSE L VY N-A
VETFYVIBRELBHIEHS. DIEY) €
TV VWA U0 RE /DS REE 2 1
[FERIZIEFEIZRET I N-ZAVETY
vI L TEAMRUGEIZ L EH U N
—ZAVEFTV VT DB, I SITLAE
BITDNERE & D RERR E ANUGE L

72 HFrecEF (Heart Failure with
recovered ejection fraction) &\ fiHkE
7 5. HFrecEF O ¥1%

X HFrEF (heart failure with reduced
ejection fraction) IZHARZEHWE XN
%7h, HFrecEF Of 4 E#lXFH & LVEF @
KTz &/~3. AT OLVEF ZdEL T
WTC bR/ EIfEIREBD - b2 hizgs < F
HHPERLTWAE72OTHSH(11-13).
FEBM AN TS (Left Ventricular
Assist Device : LVAD) TAEZEMNR) N—A
VETFY Z LTS, LVAD BRI HE
VETY) VT2 E-32e03H 0, MiTH
ReD — IR e Ak 72 1 TV ET Y v
TEREETERNWI 2R LTWS(14).
AEFFED 6 5iEHIIE CCLT 12 & » T {4
MRBEIZE EEBRHEBY NV ETY
V7 ot

2. RVWT JEJE & DM iz oW T

IR DS L M2 1E, D2
DR D & S IR U 72 8843 D3R
Ekd 5 TE#ERRHEL) &, SIEPH
HEURE 72 EIEME A 7 LTS & o TRHESE R
DOIEMAL, OHIEEE O, 37 —7
VARRHEDSEEAE UDIAE R T 5 T RO MR
b1 2 %(15.16). HEIREIEHT €T IV
7 v N OWISET, MHEIRKIEM % MR < &
% & A BB RITGE U - ANk b ik ek
FERFT AR TH D EMET DT
% (17). PAH D45 OB A I3 FIE D
SEFERE L L HITHEITT A EHMESINT
W5(18). 2o DHmE LD, AIUE
il A~F OAZ0HE TR <
DKL TED, & PHIZBRINZE
AR B SIE ERRMEALE M DE A TV
7eEZ LNz,

3. ASD & VSD ok (&5, ™ 3-1,
3-2)

ASD 0¥ LT, RVWT 134
(6.7mm) &BWEE > 7203k
(8.3mm) (23%) ~NEEEAME L7z, RVMD
WEATET (65mm) & FEHRILKZR U725,
fhite (28mm) (-53%) & KIEIZ /N
U7-. RVFAC (%) &ffigi (15.3) &3
ZIARMETZ o 72 3% (43) (180%) &
KIEZndssE UIEFE(L L=, —J, VSD
DOFHEUE, RVSP 23Mirai (109.3mmHg)
BT EETL 5 T2 DM E S & 0 A GE
UIEH L L 7z, RVMT 3481 (12.3mm)
CEEMELTED, i (10.6mm) (-
16%) TN T BDARE S 7=,
LVDAd 13485 (42.3mm) 2% (43.mm)
(4%) L DOTHIEINEEEZRT DA >
7.

ASD OAEIIREAMIZ X > THHED
RGHEMERRIE, SORIEAE K, DRSO L
n, MERHL23R0, VSD A= I1x PH
2 & B EARIC & > TOMMEE K 2 8
3 EMEINTVWS(19). MRIIZE B0
kAL D 'mAIFHME T, ESEED S
% Pre-TV shunt ¥& & Post-TV shunt ¥
BE VMR EA TS EHREI N
TW3%(20.21).

4. CCLTBIZAZWALHEL b o7
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#z5 ASDEVSDOCCTLRATE 12 B DFEHESELE

ASDD T {E (2 L5 VSDOD FE (L)

Before 12Mounths Before 12Mounths
RVSP(mmIg) 74 22 (-68%) 109.3 27 (-75%)
RVWT (mm) 6.7 8.3 (23%) 12.3 10.6 (-16%)
RVMD (mm) 65 28 (-57%) 41 31.7 (-24%)
RVFAC (%) 15.3 43 (180%) 26 (N=2) 43 (65%)
LVDd(mm) 40 48 (20%) 42.3 43 (4%)
LVEF (%) 58.6 64 (10%) 55.6 59 (%)

ZEIiIZonT

HiE PH B N DOfifghi% D RVWT (12
DOWTIE, MBREHICERITEAD U8
i ENEREIIZ R > T S HEICHE
DU EHE(L0, 22-30) T VWA, L
ML, ZN5DOWMEIZIZ RVWT BEE (>
bmm) %R UTCTWEREMNEEZ L E&ENT
W7z, AHFSESER] C, D, E, F ® RVWT
BRI LGB 2 R L7208, B
i (< bmm) F CTHERDETHEZR
L7-FF7-o7- (84). TOHEBELT
ORI AR K & RHE L IZ & - TEEE D4R
BEEF-oTWBREEZONTZ. —F, JE
Bl A, B DX DIZHTET L 0 & HIZEEE H3EE
muzz TYEF) v 7 BRI, KRF9EE
B D7D THREKN TR TH 7. GFED
YA XL UWHERENREL 212 0rb 6T,
WHZEEE AN U 72 B2 D W TR LA
MDFENE Z 5155 MRI RO0HAER
MY DMEENEENS.
5. BMPR2 FEHIIZDWT

JEB] A 1 ASD & BMPR2 E{E 2RI
&% PAH &0t TH 5. MOFEH & Hii
LRI D= Y 1 X RVMD (87mm)
LVDd (60mm) k&<, UNHERE
1% RVFAC (14%) LVEF (45%) & {&f#
7207 (3£ 2). fiifgld RVMT H e IZEEE
ML, RVFAC & LVEF 1% T |

2L, fofEF L b ERLRWEE
NEhotz (R4)., £z, #Mi83 »HH
WZOEHIH (Ventricular Tachycardia :
VT) 280 RU7Z7=DICDEFH L -T2
(£1). AEIVN=—RVEFY L FE VT
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7 (OEEE/ DBSRERRE ) O EAEE X0
ML DRI G, MDY N-Z) £
TV VTN R R R TS A
MR L EZ SN,
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¥HIZ DWW T

CHD-PAH DGR FIZDWTK 7(31)
WZaRd. SER A IZNX e REBFAL (ASDO
< 20mm) & BMPR2 iz k% PAH &ffL
TIRRED 7 [2.1. 1112038, JEHI B, C,
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VSD® > 10mm) %4 L 7=/l 5ok
Y PVR WELIZ FA UIERED -
B[2.2112 4%, SEH F 1% VSD FHSHEZ O
HAREEEL I FNE L 72 PAH D72 [1112 %4
L7-.

R 57
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#=6 CHD-PAHDEER 4R

CHD-PAHO RS H

1. v MEEEREFPAHER (20 EBEHE)
ME&RA SR B LI-PAH - i1 RAIEB R ITERTE1L (4E) LI=PAH

2. Uy bhEkREE

2.1 EFZAE A
Lw—PAH

2.1.1/©N&% (restrictive) v & & B L1-PAH/IPAH
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KT AF ORI R T I8
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f%E =273 10 fif 3
it KR 131 15 0 146
BinERKFE 19 0 22
FERE 9 0 11
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RERKE 175 113 0 288
AR AR 66 113 3 182
LA S 115 94 0 209
B ARF 47 6 0 53
RIFKZE 14 5 0 19

£t 658 270 3 N=931
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FEERE 10 % D 75 h T Y B A iy 2 <

DREBIZ FERL TW 5D (£ 6) (32)73,
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TR N2 8D % gk e [F] THREGIEL 2 B 4 7z fiff

FETDIENEENS.

SCHD & PAH / IPAH &0z 53
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Right Ventricular Reverse Remodeling After Lun%
Transplantation and Endocardial Repair for Simple
Congenital Heart Disease Complicated By Pulmonary
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Summary

In patients with simple congenital heart disease combined with pulmonary
arterial hypertension / idiopathic pulmonary arterial hypertension, lung
transplantation and endocardial repair are the last options when medical treatment
becomes difficult. The purpose of this study was to analyze whether lung
transplantation and endomyocardial repair can restore right ventricular remodeling
to normal, improve it only partially, or remodel it further than before surgery. The
subjects were 3 patients with atrial septal defects and 3 patients with ventricular
septal defects who underwent lung transplantation and endocardial repair for simple
congenital heart disease and pulmonary arterial hypertension/idiopathic pulmonary
arterial hypertension from 2012 to 2015, for a total of 6 cases. Methods were based on
echocardiographic data from the medical records, and the improvement and recovery
of right ventricular morphology and right heart dysfunction were analyzed
preoperatively, at 1 week, 1 month, 6 months, and 12 months after the operation. The
patients had a right ventricular systolic pressure Median (IQR) of 22.3 mmHg (19.3-
27.2 mmHg), a right ventricular central diameter of 31 mm (29.9-33.5 mm), and a
right ventricular area change rate of 44.5% (40.5%). The right ventricular area change
of 44.5% (40.8-49%) improved and returned to the normal range. However, right
ventricular wall thickening of 9.3 mm (8.3-9.9 mm) did not improve, and right
ventricular reverse modeling was only partially improved.

Keywords: Simple congenital heart disease (SCHD), Adult congenital heart disease
(ACHD), Combined repair of the underlying congenital heart lesion and lung
transplantation (CCLT), Pulmonary arterial pulmonary hypertension (PAH),
Idiopathic Pulmonary arterial pulmonary hypertension (IPAH), Eisenmenger
Syndrome (ES)
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