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HOTIEHWnrEEZE2x D, 2F0, E
WIRFDR IR otz o 2ok
Thh ), SHBTOHHAEEXILDDHZD
Wi, v x v hEEEER L SICET 5
SRR AN L E 2 D,

1)-2  #AE1E ACHD-PAH

FAE1E ACHD-PAH (. ACHD-PAH O34 LA
1(65.4 %) & 5®, KEME ACHD &AETIX
5.3NIHETHEVIERTHST-, £OD
RAE1E ACHD-PAH @ 5 &, Eisenmenger JE{E
HEIX 114 1 (ACHD-PAH 44K 39. 0%) IZ &, &
AU, ACHD &R 1.2 BZH47=5,

HRAEE ACHD 12BN T, RIEFE ACHD-PAH
DOIEFIELTIL, VSD & ASD TH%LL EA 5
DTN, FABERIZIZZENZET 5. 3%
L 9.9%L T LAASDICBWTEWEETH
ofz, THUE, BRAHIE TRIGED VSD O
% < 1% PAH 24 U X 9 2/ NREEHICTH
HTENFRKREEZZHND 7 ASD ITREX
72 K48 (non—restrictive shunt) 1 & K
SNTEEMRAMEZDZ D Z LTI
WZ EICERT S B2 LD,

REE BT PAH FIER D &R EIE, E



\Z PA-VSD (40.6 %). AVSD/ECD (39.4 %).
TOF (17.4 %), TGA (9.8 %) TH Y., T D
& LTk, /ANEBI O RRFZ 3 TIZ PAH
ZRIE L, FIEISH ThH o 7e D TiEZen
MmEBbD, EE 20lFEAELLL
134T Eisenmenger JEERECTH - 77,

PAH RN L < B S . ATl
ACHD % &5 ¥ PAH 2B 72 T & I s
IHITWVWD 5, & L CI4E, PAH IR -
IZE D, ZAVE TIEFMAEE PAH BlIC > ¥
> b PASH TN & FTREIC -5 J71E “Treat and
Repair Strategy” DEAED RINTWAH S
S ETELHENL LT FETIZ WD, 2D
NRIIMOTHELEZEZ DINLD, SH%FL
FoTEANT —ZOEBMPBETHY
INCVD-ACHD 7 —7 DEHKEEZ N5,
2) LA
SERVELDIRIBIZH T DR RO RDME
DEABEARTH D, W OKERTERLY
9 L & L Coie LA =T D
STV, o T, RLELHEICBNT
X, 13 E A EOREFI TR ODA SRR
ko b Liceb TN, 22
T2 DEFFERMOELBIEFIZ OV TR
L7z, 4= ACHD 9743 #1270 41 (2. 8 %) (Z 2
DEEERRLELAELZRDI(FE 6), Z0
270 BIOWNERIE. ccTGA 167 5], TGA 103 4]
T o 72, TCA JEFNT A TLEAA v Fitithk
T o723, ceTCA (I A EE .., &
AT, REE, WEINEIE ENT,

iz, B nEPIVRLESL L TOALAE
ILDARBELELDZ ENE NI U =
PASH A A IHIEE 2 LA2EARE T TH

D FHEIOSNBENRIRE G MBI D, E T2,
RDEABEARBIEG ORI EHTITERE b
2\ 120 BEHrEESC ACE PHESK/ARB (7 v
FT v 11 BB Lo TR
PIEEIRRIEOGIINEITMESL L T v &
AWM, BIEWTERIZOW TR NE T
TRV EWOIERTOHD, TV oTliE
B OIRIFIEIZ BT 2RI R BTN ETH
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D, KLY ARY—"T9TIZ 270 il TD
REINTE D ENGho TS, Alal,
Excel 77 A NVEEMT —X Z8HL T\
720 7o T Jitiek OFEF 2 N3 AUX Z o
34 FRRE ORI T TITHREXI RIS
ZENHIfEEND, ZTOHHICBWTH
INCVD-ACHD 2 /V— 7" D4 1% D FHATEEN 2 H]
FEDDIN D,

3) HLLE=ETEER (Fontan JiER)

LU ERE1E 1T (Fontan 17 /TCPC #7) 13,
WV E T HULEE B L OO EME LA T
12 & o TUTBET DI W 7 &R ©
b, LnL7ens, 77 7 —BiRHEkT
HHDO0, fibEEZRLS ZOMERIEIIL,
EET & L CofiREA 5D b D TIELARW,
EBE, RAHNICZ S OARIHEEZZEL TS %
ZEMGyIno TS, T, ittt RHINIC
IO FEE (s, P . & B in g
SE, SEAIZE, LARE (RFICHLERSE) .,
BEFEE, FENR, e N7 7L, flixe o
Uy NIEOHEAER ES L ORENRAE T,
ZORNITEET D2 B E\, SO
Excel 7 7 A V7 — & OfEHT TlL4: ACHD 1B
EERED 6.0 % (580 f5]) ANHLLEIEE %
(Fontan fFER) JEFI TH 72 (£ 7). KIZ,
28, 609 B EIEFNZ DN T DIFHRI S BT
L% & JNCVD-ACHD 51 Mg 2139 1, 200
51D Fontan fEEREE AL L TV D
LEZ 5D, Fontan EEFNC R A EA
BT 2RE 21T O I+ piEch v,
A% JNCVD-ACHD 7' /v — 7 A 1L = D4y
FCHHIFAHRE S TH D,

4)  NgsERr

WSS DT & LT, SEMUE & £ MUiE
NHY ., FRIFRETH D, KB, @PFiEE
DONELFRITNT LS 30 A TN DhF
IZIRVMECTd > 72 (3 4, 8) , MEMUE - 22 UE
IZA&0F % CHD & LTIk, UVH/SV 28%<
R ICHEPIEDIE & A EIT UVH/SY NEPFL
TWe, @Sl BT, 2 ONIBSERLIC



VR R I8 A = L AR SE (DORV) DA JF 3%
EENTWAAY, DORV &9 iR M IERE E
D3R4 Th Y | AT EORpi4 TR
W Z I TIR4A E LTI LTV
VW, LA, DORV O£ < X UVH/SV TH Y |
AW ORERIIFFCTJET D H O TR
LEZLND,

5) Bk - BinFRE
7 fE  (Down syndrome, 21-
trisomy)

o dEE, b HAESE S O R AR
HETHO, #1800 ANz 1 AHAETD B
Z LT 4-6 i CHD 2 A0F9 5 & &nb,
X7 9E-ACHD JlPE R (A& 0F 95 CHD I,
AVSD/ECD (31.1%) 23 & 26 < . ¥R\NT PDA,
VSD, #ENRARE (PTA), TOF, Ebstein, ASD
DIETH D | Z4UExF v AEIZEDFT 5 CHD
OBRE L IZITEB L., RAW@ERE Y ¥ E
BEICB W THRBAEREIS CTRBN A
LD Z ENEZTZ, ZORERNS, CHID &
BFE T SEBRFIXIZITREMBR IR RINRIC
TRIBZBDLODND DO TIE 2V EHEE I
Do

22q11. 2 KH8

22q11. 2 &4RIE, 4-6000 Al 1 AHAT
LR REE TH DN, T D 6-8 HZ
CHD ZAPFd 2 1, FRIZ TOF 3% < . Z Dt
REWRARFE AT REINRE :PTA,  KEIR
M a2/ BEWT: CoA/TAA) . VSD. ASD D& /N E
HILTWD 2, ABFFETH TOF B &

(TOF+PA-VSD) C#J 80%% (5 b TU =, 2l v

HH AR RE D R0 R N BTEPE FR A 135 | &k
Tz,
A —F—JEERE (Turner syndrome)

S —F—JEGEREE 10 5 ADFE LRI
50 NOBEE CTHAET 5 & S DM als
BETHL P, BHELLTEZVOIE, BAVE
KUY CoA/TAA DERFE SHL, T—F 372
VN D DARWFFED#ERITE T JE L2y,

<)V 7 7 NEERE Marfan syndrome)

RENRAREEZ S 0F 2 EE B2
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HALH DY, ACHD BEFAL R Ramla S
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Bl O A PHEE ARV & S E Do
CHD A PFHZ DWW TR R EBRITE b
TEHT 1T E A EDERD others IZ55%A
SNTBY, ZNETOWREETFELZWD
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4% DR

HIFE JNCVD-ACHD56 fiigk o 51 gk 23 L 3 A
=T 7 A NVOMHEEZIToTND LR
HBA L. 28, 609 FlO#REH G BT (R 2),
Excel file st —# HRIEGEOLNDIET
THDZ LI ho TnDHN, FEEICHRE
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TWVWRNEW) Z ERHERIND,

F 7=, JNCVD-ACHD PN Tl 2 it g% #F 78 2%
e \CHEA TV D, ACHD REICRIT B Pk
B 3H| 7 — 7 7 U > <2 DOAC(direct oral
anticoagulant) i HIZBH 3 B3 4C ASD-
PAH {54 (Treat and Repair Strategy) (ZfH
T HMAE/R EThHDH, BIfE, JNCVD-ACHD 7
N—T VI s LRI BV Tl LWV R
Az X9 LTEY, ACHD-PAH <
Fontan—%& F1 Ik tHVE % 25 (2 B8 - 2 £ Jitu sk A
TMFIER SN TWD, S%FEFmICBEIND
HOLHFFLTWND,

3. MR E

Lk ZEn % < SLH ER - 255 B0
Maak DEFNIEF TR E <D, JEFIEN
L iiEklE, AX v 7 0niIgneEs 1
TeMT 0 DA %L 725, —T5, JEp
B DI W asR T E A Xy 7B RO,
RNIV AN OBHNEL 72D, St
DMERFHIIZHY, EOL D RED
FaTDHONHENTEH DD idEim LT
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£3. BET—SRHRA771 )V (Excel file) DB A B & # (202143 A FTODEIRS)

a4 2018/July 2020/March 2021/March
RN n=14 (34.1%) n=19 (35.2%) n=24 (42.9%)
=84 e =PI % P % I %
KRR F+ 2% AS a3 1.0 64 1.0 108 11
DREPRXA ASD 696 16.7 1243 19.1 1978 20.3
BEhmX#R AVSD/ECD 171 4.1 249 3.8 366 3.8
ARR2RF BAV 202 4.9 301 4.6 381 3.9
(EXE)SEXMEERS  «cTGA 108 2.6 148 2.3 219 2.2
A ROIRAE - R CoA/IAA 133 3.2 241 3.7 343 3.5
b ET 2 o Ebstein 97 23 141 2.2 187 1.9
HME#ES MV a9 1.2 77 1.2 116 1.2
Bl AR AR PA-IVS 40 1.0 70 1.1 124 13
(EEROZPMN)
iy AR EA A PA-VSD 100 2.4 172 2.6 260 2.7
(DEPMRA)
RAR & BT PDA 79 1.9 137 21 256 2.6
EHROAR 2% % PS 118 2.8 193 3.0 282 2.9
BRRE PTA 1 0.3 16 0.2 22 0.2
BIHIRE R TAPVR a6 1.1 73 11 98 1.0
&AM TGA 149 3.6 255 3.9 414 4.2
J7O—atiiE TOF 673 16.2 1018 15.6 1360 14.0
HO= UVH/SV 188 4.5 304 4.7 619 6.4
DEDRXA VSD 999 24.0 1424 21.9 2135 219
0 others 256 6.2 379 5.8 475 4.9
13 4158 100 6505 100 9743 100
F4. ACHDERE B EH DR - iR

BES N (%) RHEN (%) SEM (Dec 31%,20208% )

(Excel file) 280 L 13 i

AS 108( 1.1)  44(40.7) 29.9+12.2 28.648.2  31.8116.4

ASD 1978(20.3) 1273 (64.4) 47.4421.6 46.2422.2 48.1421.2%**

AVSD/ECD  366( 3.8) 228(62.3) 35.8%15.4 33.8+13.8 37.1116.2

BAV 381( 3.9) 147(38.6) 44.7420.0 4451203 44.9+19.6

€cTGA 219( 2.2) 102(46.6) 39.0+14.8 37.5%14.1 40.8+15.4

CoA/IAA 343(35) 162(47.2) 29.8+10.8 29.3%11.6  30.419.9%**

Ebstein 187( 1.9) 105(56.1) 42.2#17.9 40.6%18.1 43.5117.8

MV 116 ( 1.2) 76 (65.5) 30.849.7  29.3+10.1 31.649.5

PA-IVS 124( 1.3) 68(54.8) 28.046.8  26.446.5  29.316.7**

PA-VSD 260( 2.7) 131(50.4) 31.149.8  31.1410.2 31.219.3

PDA 256( 2.6) 192(75.0) 44.1421.9 3034133 48.7+22.3*

(3 282(29) 161(57.1) 32.6+14.2 31.1114.4  33.8 £13.9%%*

PTA 22(0.2) 9(40.9) 29.946.5  29.5452  30.418.2

TAPVR 98 ( 1.0) 46(46.9) 29.549.7 28.246.8  31.0112.0

TGA 414( 4.2) 132(31.9) 30.1#8.7 29.848.0  30.819.9

TOF 1360 (14.0) 662 (48.7) 36.4%13.2 36.0+13.2 36.9413.1

UVH/SV 619( 6.4) 275(44.4) 29.5#8.7  29.448.7  29.618.7

VsD 2135(21.9) 1178(55.2) 35.1414.7 3424151  35.8 14.5%

others 475( 4.9) 247(52.0) 37.8+16.9 35.7116.4  39.7 £17.1**

13 9743(100) 5238(53.8) 37.617.1 35.8+16.3  39.1%17.5%

N: B

The Kolmogorov-Smirnov test did not showed Gaussian distribution in the data of age.
*p<0.001, **p<0.01,*** p < 0.05 ¥ B (Man-Whitney test)

40



% 5. 2068 H SOBMT—SRH AT 71 IU(Excel file)[=F (2% M 7 it RO AR i i 8 1 FE (PAH) B8 5 3%

Total Statys
PAH —Repaired Unrepaired Eisenmenger
| 2 £ 3 £ %8I KBraHIc
8% PAHRE (%) 20BSABM (%) oan % RSW/HBRE (%) pan (%) ESEBE SBB%) SO
AS 108 1 09 73 676 0 0.0 35 324 1 29 0 0.0 0.0
ASD 1978 102 5.2 1282 648 33 26 696 352 69 99 20 1.0 19.6
‘::g/ 366 17 46 333 91.0 4 1.2 33 9.0 13 394 12 33 70.6
BAV 381 1 03 143 375 0 0.0 238 625 1 04 0 0.0 0.0
«TGA 219 a4 1.8 116 530 1 0.9 103 470 3 29 1 0.5 25.0
CoA/IAA 343 6 17 317 924 4 1.3 26 76 2 17 2 0.6 333
Ebstein 187 0 00 60 321 0 0.0 127 679 0 0.0 0 0.0 -
MV 116 1 09 a1 353 1 24 75 647 0 0.0 0 0.0 0.0
PA-IVS 124 1 08 a4 3.2 1 25.0 120 9%.8 0 00 (] 0.0 0.0
PA-VSD 260 23 88 228 877 10 a4 32 123 13 406 7 2.7 30.4
PDA 256 11 43 187 730 2 11 69 2720 9 130 7 2.7 63.6
PS 282 1 04 162 574 1 0.6 120 26 0 00 0 0.0 0.0
PTA 22 0 00 22 1000 0 0.0 0 00 0 - 0 0.0 -
TAPVR 98 3 31 97 99.0 3 3.1 1 1.0 0 00 0 0.0 0.0
TGA 414 14 34 373 90.1 10 27 a1 99 4 98 6 1.4 42.9
TOF 1360 17 13 1337 983 13 1.0 23 1.7 4 174 3 0.2 17.6
UVH/SV 619 10 16 3 0.5 0 0.0 616 995 10 16 7 11 70.0
VvsD 2135 68 3.2 1119 524 14 1.3 1013 474 54 53 a6 22 67.6
Others 475 12 25 234 493 4 1.7 236 497 8 34 3 0.6 25.0
B 9743 202 30 6131 629 101 1.6 3604 370 191 5.3 114 12 39.0

£ 6 2ERHISOBRMT—SBHAT7 1)L (Excel file)[H T ELEEER
sysRVEH HERBIC

woEES CEHBN DD
(sysRV: systemic right

itk ﬁ:auﬂﬁﬁ ventricle)
ccTGA 513 64 23.7 29.2
(n=219) BETE- RS- EBHER 103 38.1 470

TGA LEAIUTFHtk 103 38.1 249
(n=414)

13 270
24K(974351) (=

HHBN a8
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£ 7. 22BN DOHEMET—2BH A 77 1)L (Excel file)[Z# 1+ Fontan T MBI

SR Fontan/TCPC E&EBIC £Fontan/TCPCIZ
SEHI & 85HD% HHD%
ccTGA 219 20 9.1 34
Ebstein 187 5 2.7 0.9
PA-IVS 124 53 427 9.1
TGA 414 1 0.2 0.2
UVHISV 619 501 80.9 86.4
.14 580
297431 a0
&HHB% :
3. ARMBAESSUREBE- REFRESHMDOTOT—IL
E3E 5] {5308 LK -BREFRR
;e EZLE HooE 22q11.2¢ 4 S—F—ERBH TLI7UERE
BE® (%) 9743 (100.0) 83( 09) 72( 0.7) 388( 4.0) 91( 0.9) 19( 0.2) 103( 1.1)
=% (%) 5238 (53.8) 42 (49.4) 39 (54.2) 178 (45.9) 46 (50.5) 58(56.3)
T ()
E3E 376+17.1 269+7.6" 288+78" 304+99" 266+53" 305+94 409+150'"
B 3584163 260+69 288+82 30.2+93 27.1+54 38.7+15.0
it 39.1+17.5¢ 278+82 287+75 30.7+10.6 26.2+5.1 4264150
ERBER BER® BEW(%) B (%) B (%) BEW(%) BEW(%)
AS 108 0( 0.0) 1(0.9) 0{ 0.0) 0( 0.0 0( 0.0) 1{09)
ASD 1978 0( 0.0) 3(02) 40( 2.0) 0( 0.0) 2(01) 2(01)
AVSD/ECD 366 3(08) 18( 4.9) 114 (31.1) 0( 0.0 0( 0.0) 0{ 0.0)
BAV 381 0( 0.0) 0( 0.0) 1(03) 0( 0.0) 6( 1.6) 0{ 0.0)
ccTGA 219 1(05) 0( 0.0) 0( 0.0) 0( 0.0) 0( 0.0) 0{ 0.0)
CoAfIAA 343 0( 0.0) 1(03) 2(06) 7(2.0) 5(15) 0{ 0.0)
Ebstein 187 0( 0.0) 0( 0.0) 7(3.7) 0( 0.0) 0( 0.0) 0{ 0.0)
MV 116 0( 0.0) 0( 0.0) 2(17) 0( 0.0) 0( 0.0) 4( 34)
PA-IVS 124 0( 0.0) 1(08) 0( 0.0) 0( 0.0 0( 0.0) 0{ 0.0)
PA-VSD 260 1(04) 0( 0.0) 3(12) 29(11.2) 1(04) 0{0.0)
PDA 256 0( 0.0) 0( 0.0) 24( 9.4) 1(0.4) 0( 0.0) 0{ 0.0)
PS 282 0( 0.0) 0( 0.0) 0( 0.0) 0( 0.0) 0( 0.0) 0{ 0.0)
PTA 22 0( 0.0) 0( 0.0) 1(45) 1(45) 0( 0.0) 0{ 0.0)
TAPVR 98 1(1.0) 2(20) 0( 0.0) 0( 0.0 0( 0.0) 0{ 0.0)
TGA 414 0( 0.0) 2(05) 3(07) 0( 0.0) 0( 0.0) 0{ 0.0)
TOF 1360 0( 0.0) 2(01) 56( 4.1) 43( 32) 2(01) 1(01)
UVH/SV 619 76(12.3) 35(5.7) 4(06) 0( 0.0) 0( 0.0) 0{ 0.0)
VSD 2135 1(0.0) 2(01) 128 ( 6.0) 9(04) 2(01) 2(0.1)
others 475 0( 0.0) 5(11) 3(06) 1(0.2) 1(0.2) 93(19.6)

Dx: diagnostic name of congenital heart disease, N: the number of patients
'p<0.001, "' p <0.01 vs all ACHD by Man-Whitney test
* p <0.001 vs Male by Man-Whitney test
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Diagnosis 3 yeras-n (% in total) Syndromes/genetic dysorders 3 years-n (% in total)
AS 639( 1.7) Eisenmenger 33(0.1)
ASD 7132 (19.3) Asplenia 371 (1.0)
AVSD/ECD 959 ( 2.6) Polysplenia 206 (0.6)
BAV 0( 0.0) Down syndrome 2291 (6.2)
ccTGA 192 ( 0.5) 22q¢.11.2 deletion 265 (0.7)
CoA/IAA 1075( 2.9) Turner syndrome 91(0.2)
Ebstein 254 ( 0.7) Marfan syndrome 216 (0.6)
MV 835 ( 2.3)

PA-IVS 272( 0.7)

PA-VSD 343 ( 0.9)

PDA 3242 ( 8.8)

PS 3330( 9.0)

PTA 119( 0.3)

TAPVR 495( 1.3)

TGA 766 ( 2.1)

TOF 1636 ( 4.4)

UVH/SV 689 ( 1.9)

VSD 13002 (35.2)

Others 1942 ( 5.3)

Total 36922 (100.0)

T—4I%, BARNRBEREBFERR—LA— (https://isoccs ip/report/database/) &Y 2017-20195 D3E M D T —4 % HEHL . INCVD-ACHDL &
AN —DBFE~NEELTERLE
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