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ACE angiotensin converting enzyme %/ AT VYRR
ACHD adult congenital heart disease | ASERIEDER
AF atrial fibrillation IDEHRED
AFL atrial flatter IDEAEED
AR aortic regurgitation RENRACAEHAZ / W7
' ) PIOIFTIIVINRE
ARB angiotensin Il receptor blocker Rt
ARNI angiotensin receptor neprilysin | 7V IA TV UREK
inhibitor RITUSA D UBAEE
AS aortic stenosis REDARIRAE
ASD atrial septal defect DEFRRRIE
AV atrioventricular BE
AVB atrioventricular block BEJOVY
atrioventricular nodal re-entrant | B=f&81U T b —14%
NI tachycardia 5818
atrioventricular reciprocating = B
AVRT tachycardia BED)FMH5ER
AVSD atrioventricular septal defect BEHRRXIE
atrioventricular valve Somapgay
g regurgitation BESRBRIE
BAV bicuspid aortic valve TSORENRA
| |
BNP brain natriuretic peptide ?IET hUDLAIRNT
BT Blalock-Taussig JuOowvyg-dovve
- 7 P
CA catheter ablation ?jT TIrIL—=v3
congenitally corrected & o
CaTCA transposition of great arteries (EIERMERRAL
CHD congenital heart disease FERMEDRR
CIEDs cardiac implantable electronic | fEBIAHELLMEESR T/ \A
devices ZS
cardiac (cardiovascular) ~ ~
Gl magnetic resonance D (DIE) MRI
CO cardiac output MAEHE
CoA coarctation of aorta KEDHRAERE
cardiopulmonary exercise ~ B e
CPET tosting DImEE & fErEER
cardiac resynchronization ~ e B
CRT therapy DB R A
CT computed tomography JvE1—5WERS
CVP central venous pressure HIDEERE
DCM dilated cardiomyopathy haREUDERE
DOAC direct oral anticoagulant EEERRROTTREER
DORV double outlet right ventricle [P NIV &S

EAT ectopic atrial tachycardia EpitDEER
ECG electrocardiogram DB
ECR extra-cardiac rerouting DHNEEE
EF ejection fraction BRI
oGFR estimated glomerular filtration B AR B
rate 7N RN
ERS electrophysiological study BRAEFNRE
FALD Fontan-associated liver disease | Fontan BSi&ERF &R
FDG-PET fluorodeoxyglucose-positron g)bgﬁa??;égﬁ‘g
emission tomography e
HCC hepatocellular carcinoma i)
HCM hypertrophic cardiomyopathy | BEAEYDVEHAE
heart failure with preserved EZERHROREN 2D
HFpEF | oAt . =
ejection fraction eSS
HEER heart failure with reduced EERHEOE T Uah
gjection fraction =
HLHS hypoplastic left heart syndrome | ZEDMEFERUAEIREE
IAA interruption of aortic arch KBRS BERT
IAR intra-atrial rerouting IDBEPWERIRE
IART intra-atrial re-entrant DBERUIY MU —458
tachycardia b=
implantable cardioverter A 7 oo
— defibrillator EAH R
IE infective endocarditis R MEDAIRER
LV left ventricle K=
LVNC left ventricular noncompaction | ZZ=MELES
MAPCA major aortopulmonary collateral TEEREEIER
artery s
MICS minimal invasive cardiac EREDRER
surgery S
MR mitral regurgitation BIEFEAEAE / R
MRA mineralocorticoid receptor =XIILIVF A RZ
antagonist BFEINE
MRI magnetic resonance imaging | &SI
MS mitral valve stenosis BIEFIRAE
NO nitric oxide —B{EER
NSAIDs non-steroidal anti-inflammatory IEXFOA REFIRFEE
drugs B
NT- N-terminal pro brain natriuretic | N =i 7 OBMEF U
proBNP | peptide LFRNTF K
NYHA New York Heart Association Za—I—UDERE
OHSS ovarian hyperstimulation RSB

syndrome
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PAH pulmonary arterial hypertension | FEIifI4 A= I0E SpO2 gaetrsgtei\gﬁous arterial oxygen R EIARITELZREIAE
pASDO gg;ggtt%noi?ﬁg;rial septal i%ﬁaglt\%q]ﬁ%ﬂ}é%ﬁﬁ SVAS supravalvular aortic stenosis SERMERBIIRS_EBRIRAR
PAVF pulmonary arteriovenous fistula | fiEhERIRE SVT supraventricular tachycardia FE=5ER

PAVSD | Duonary aresa vt AR =R TA | tricuspid atresia =spem

PDA patent ductus arteriosus EiRERE TAA thoracic aortic aneurysm BB A EDARSR

peak VO2| peak oxygen uptake REBRRENE TAPVC f/c;tr?(l)igocrgr?rl]oe%sﬂgﬁlmonary FoImERIT R R E S

PFO patent foramen ovale DRFFLEETE TCPC chigz;/igﬁulmonary ENREEIRATEIRY) S
PH pulmonary hypertension st TEE ggﬁgg;ﬁ dﬁgg?aeparl]y grELTII—

PLE protein-losing enteropathy ERREMEHRIE TGA tarigﬁgsosition of the great TR ARMEERL

PR pulmonary regurgitation FhEDARAEAEE AN E / 7R TOF tetralogy of Fallot Fallot PUf#g

PS pulmonary stenosis [l t-PA tissue plasminogen activator gﬁk/j\?éi/ —TVr
PTA persistent truncus arteriosus | FAENAIRERETL $Ex::/‘ it;fgéﬁlé?%ﬁ;g;?}grﬁ;tvalve §§%7é;£ﬁgﬂﬁi§mﬁ#
PVR pulmonary vascular resistance | FiMEKT TR tricuspid regurgitation =RFAEEAS /Wi
Qp ﬁgﬁ\/\(/)unt of pulmonary blood IR TTE ggﬁgégor&?océcraphy REEED T T—

Qs amount of systemic blood flow | &IME VF ventricular fibrillation IDVERRED

RAAS Sr;itr;—na;ngiotensin—aldosterone 5:7/) IJ}T\\; ;é— z; ¥ VSD ventricular septal defect IDEFRERIE

RI irsaéjtigips;tope (radioactive ;E%E;—E% h=2. 1 VT ventricular tachycardia IDNESEIR

RV right ventricle i WHO World Health Organization THFRREHEES

SGLT? Zodium—glucose cotransporter ;%é;[; -J)3—=X WPW Wolff-Parkinson-White g%ﬁg»;arkinson—White




WEIICHE>T

METICHTcDT

BEIDEFRGE E XIS IFIEIR

PR, BT OMA R FMBEOM RIc L), £{D
FeRMRBBEDRMNET D L)1 o72 BUE, 1K
ANOFER R BBERINEO BEHE KE L ERISIR
MELRoTWBY, TR TIE, & BRI R O
DR NEZ DI L THBY, Fallot UL (TOF) 124X,
FENDLPESEL LD BESEEROK 1/3 2 HHTW5 2,

FTRM BRI, 728 ZBETH, P THBEINTD,
AR - FH AT A 2 E R ENTBY, NER
SBABIERAND Y — AL ALBITPLETH L. LoL,
MMk & RIERE A RRILCLE ) BB DA%
(72K, ZORBRICARERR DAL &% 5HE L T— O
RBNBEDBEL T — AWML b, —F
Fontan flf % 8% T, B AIICHFIRZ (XU o &3 % Ll
P ENE R RREE 2B 2 EDEL Y, RADFRREN
DIADHT L L TR EL TS,

DOETIE, HARBNCRE R RFESICRRE SN E
MEERIEEDS 2019 4EICFE L, 2025 R8I, L )R &Hb
EIF IR CEMESHIG B SN. Ly, BEMED
IR L TnB EI3F Vi, Sk bIEREGZHICHED
B3 RTCOERED, BMEB L S & O #
Zifb L C, AR 2 BT B R L BB RS
LT BEDH 5.

O [HRANEREREZETA T4 ] 1E, KEE
\ZHED B R & A O SO B Z R L, DAE
DFHBOM ELHTALE BIEL T, HAMEEREREAR LD
2002 fFIZHDTIIK SN, ZFDH 2011 FB L U8 2017 4
WCEEET S 7z mimeeET 2 SEMERE L, -2
Wr - WERE SO RS R A LR SN, Fo4k - 7
AR Z AT 205 b FRAE L F o T b, RILETIE, Rl
UGETDBRIZ ISR SN 78 7 — & 2 0 B2 IR 0 UL - 434
L, I OMAEREY AAFZEHSETRE L Cam S,
SR CBEBILHAL - JREEDT LR T, JERI T & DR D 2
20, EBERENZ EDS, BT YT Y AZAIH
TLZ DR TH D, Lid-> T, HIETRL
EOEEE IR R T 272008 E e B X, HEk
HY), ERARNBRNEEDLIYRTRERT 5 A A V&

FL7: MEOHFKI S H Y, BHRICLERERE R,
WIREIAZR 5 2 &2 BE L, SFIHBOEEHIHL PR L T
FLT B St L7z

WROSAETIESTVAUNIY

Wik r 5 2L 8T AL T, REDOH A R4
2SELLEDS, HABREFETA FIA4 NEROF5]
& (YETR 2020 4F 3 H 12 HFAT) (ZHELL, HEdEs 5 A
% 1, TIa, TIb, TIT (No benefit), IITI (Harm) (& (1), %
ORWAE T F L ALV A, B, CIZELE (R2).
IEF UV ALNVOPEICBNTIE, oI F s Al
HEOWERZRET L LI, DAEICBIT LHAL
R BB O FE AR - ERER - IR &%+
IR L, AR ZE B0 R E SO TR - BT E®
FEMICIE O WTIE Lo, MEICHE L CIE, HARIGER AR
EDOFATTHZHATAFIA v DBEHEHEOL IR
L7

B, A RITA AERHFERE R O COLIZE RO}
FAHER L 7.

XK1 HERISADE

FH - BEDEN - BATHHEVDIET VAN
HD, FRERBHLL—HLTVD

IEFVR - BEDDS, B BETHDOEEED

=19l

72X lla

TEFVR - BED S, A3 - BREDZNEE

722N e xnTLvaLy

el
No benefit

FH - BEDEN - BRATHEVWCEDIETVAND
3. DAVEREBHLL—HLTVD

721
Harm

Fi - BEDNEECHDEDIET VAN DD, &
BUVIEREHLL—HLTWVD

x2 IEFVAURND

LA A BROEEREN ABRKRGERE /(G A 5 #4T C3RALE
Ay (¥=ES10)

L~JLB B—DRIEBIEN NRRSER I CFRIEBIENAT
TFVKIRRISERPREER CRALS /B D

LA C FPIRB KO/ FIelFNRREERINT (DEEMH
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HHVIERIIBM SN Do 727280, BEFRRERTHE
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1.
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SERM OB EEOMAEIC E&J LB O E Z O
BRI, B, M, AREECSEREEICE DR LY. 201840
T U= 75O TIE, %fliwﬁ$ A REWR D
1.22% " 12 b b, HA/NBERZREAOHE (2015 ~
2023 4F) TiE, 1FEMICHBUIEZI SNEREERED
WA ED AE A3 13 ~ 1.5% THERLTWwS Y., =
OFENNTHAEFRELAMCZ W SN D REM S & F i, L
IR (ASD) DEEDEL o TWa Y, BRSO
AR HHEIZ LD, HFULESLTELEEFREKIE (AVSD) 04
FERDSHA LT aELH5 .

2.

FEXRMEREDIETE

DAEO NCOTBRERETIE, L= RRIE (VSD) %
TOF 7 & &bk L2 R LR BIC X BB TR BT
1968 4ELLBERH & 223 L T AL il oS R LR
BT HE A Db E, 1972 4E £ RT, 1997 £ TD 0~ 19
REOFETEUE IR, 12 60 Ml EIZEBICEIL TW» 5

AR R BDHESAE

. TORERE LT A4EUT 2B\ COL R OER A6 1
*ﬁx)\ﬂ@%@k F—HTHE)N e/l ST 5 -
oy 7N OFAETHL s,

Higk O OMETH L 05, R OEE L b D4R
D 18 I BIT B AELFFIE, 1970 ~ 74 A LB T
13 81.0% 7557275, 1990 ~ 92 4E|ZHIE L 722 Tl 88.6%
LYELTHS Y. EEEED (R Y ICA 18
HOEFFE, BIERREGEETI8.0%, HEET
90.0%, FEFET 56.4% LHEEN TS,

3.

REAFER DR B DFEESERE

HAETI, 1997 4E12, ok Lﬁ%mlﬂ‘m%%ﬁ <%’~b
31 J7 8000 \) & LE%%‘;& (#7 30 15 4000 A) 751%
¥k irorz 2007 fFEICENEEEIZF 40 179000 }\2: tc
D, HAER 1 AT ORI T Y, 2080 4FF T ALY
nAsHe CREITIE, A7 < &b 2050 4 F TlEdEhnEm |2
HHEFEENTVE Y, 2011 4L ) AEAIEE L 72b
AETIE, WTFRRAICEE L 5 E T ENSDS, 70 ~ 80
HANREFTIIMT2LE25NT05 .

HAED EBE L 7% BV TES SN 7R LR
H 24,048 NDH L, BERE DOEIGIL 52%, HEEEL &
FEIZZ 2N 24% LaE sz (B1) Y, s b EmiE
FOEEITLIES CHIMEmIZH 5 V.

20 IEL 2GR REBRED S b, HEEE
BERAEAROILETIE, 6 %ULAL%;E@%%%E%@;P%
NOEDFEZFBD LD, HEEE & ERERE CIIESERZ <
Ao 7z AR E N, BE 84.1 7%,
TEE 75.4 1%, EIE 533 A s TLs .
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552

1

AEEAR

NGER OB EFE, & F 8 F O AREKRAS
HWHBLL, BEOTREZLELAT S, AEROERE LTI,
R L DR, PP LAMICL 2B RN O HIT
LA, BlIZIE, BETOY 7% Z LR T WEREORE
B LT, AVSD, BIEKIMEEN. (ccTGA), =RIHH
B (TA), ZWUEGERE CEHR) 25, IASERERZ 72
LR WwWiREL LT, ASD, MBIk (TAPVC)
ZMERETE MR, ccTGA = EHWHITHN 5.

W DAELNR & LT, TR I BT A S S v e e
%0, ORI BERERM BT )y M) —
PRI E 7 5. AR LER T o & HHHEI SO
&, LENY Y M) =5 TART) Th D, LiEzek
TR MBIERAEL T | SR THADH S Y, FUREIRIEIZ
Y BEELZ T Tcary ra— LA LR THA I ED
%<, hF—TNVT77L—ar (CA) #EET5. $72
BIRZEPES T BGAR, LRI PR - v
BEREAS DV /o — A X — I DS & 72 B 5 12,
LY 5 VSD, AVSD, MHEiIRESE, K
i, Ebstein 5%, TOF>"* 7 & CL[AKEIZ, VT b)) —
PRSI S B S 2 BE 2 F . BRI 300 3 UM E T
W% 0 (VT T, MATEREA B¢ 5 1) A7 28
HY, & AUEREAMET L/ZERITIE, L=MlE) (VE)
DX BIIRIEIZ D3 % B2

F72, AFHMOERICE, FiroEE, Eaw, #
BEM R EOREIRIEE~OBRTE L L L2, bz D
BENZ)ET) T, ATy F X RANVOEELREND,
B HBIREICE, WOESEE), Uy MU IR, S
REERRASHIHL R 2 5. T2, OIS AR
BHEMEATTHET 52 LT, AERPHHL R R5. &
IR EDHEITL TV BEETIE, AT T LNY R
Y7 OEAL, Ml MY Y 2 2D ET) Y THEE L
T, ZMEVT RLEM#HZ S0 S FSERAERET| X

=

, BHASHHIE

E\:T 25>'
1.1

AEIROIRLTE

SRBERFICEYIE, e, MOEA - A, © TRl
Ptz EORERE TR Z B85, FNEROMIE %
RADLUEN DL, 12 FELEM, EE)ARLEX, 24
BRIV & — BN, BRIV S — BN, JEfEA s
ARV MNOEN, A=ty TRk, EETIIIFE
FRTNAADMEHTRETH A, LL, #EERIZE->TIE
WVEDS R D Z LI ET ALEN DD

FMBEEOT AT AL MIEETHS. L2, HIk
MR & BT MO T RITEL, DEME RS L
T BFIT M RER L oo BE LT, DY X
ZU3) 2 f5, LIIAEA XY M) 22 E 2 R ETH Y 227,
BHAMH, REIAEDSE T L. Jefhia i K R,
HEAATE — T L a— ¥ HERTH 5S>, Krahn S I35
WA O E N REE 60 A%, fAAEL—FLa—%
EhEski: (R OV— 7L a—5+F v Nk + EAER
RS [EPS]) 12500 C, ZOHROBMIEL MG L7
ZOFER, 1 EEBROBWIERIIMAATIIN —T L I—5 52%
T, 1EHH:20% (P =0.012) LYEEMISEL, ZOERK
D9 HEDHEIRIZ L2 Z e ENA > F, RMAL
PR 22 NTHIAARDL — 7L a— ¥ H3hiah 7o
T, F0 71% TAHREEIRA XY M BHY - B LB
BETHY, BWMMEATES VL HE SN TWwD Y, Rk
PR ONIZGE, TRTOBHFIZBWT, RNERO T
H72 R (FUIRBRAS e TCHEAE, Bt 29 dfEZ%e &)
2\ LIMATEI BRI SER T2 b O L) 2 ifilid 5 2
ENEETH D,

1.2
TRERTEAREEAR

1.2.1
SR
AR O 7280, W OFIBIRERIIKIBT 52 L%
VL A SREREREL, 16 ~ 50% \ZHBT A L ShbitTwn

.......



B g7 ERAERGEHE LR EEARERO
HHEED 79% 13, AARSEBEREOSHAHE Sh .
FBET Ty 73RO 54T, 34% BT 25, Gill-
jam 53 168 A\OZWEEE % 28 MBI L, 2B
Ty 7k T% OBEEIZRD. FETay 21T
DFUEFTH o7z HE L Tn5 Y,

1.2.2

AVSD

PG LM ORI RERIEIE LR L T, B
SEAEHIE Koch =N O T, mHEIRIFAOH I E LT
W, E5HIZZOE TR EE R L ERRE TSR - T
EFTLTBY, VSD ILSERICIRE S 3 v, AR
AR AT A NR /L A QYA SR P E et T A VAN
DRV HBHIIETIE, £ < OBEELLENGERIE)S
HY, 28% DEFHIZ, 1ERETOY 7 HRb LN
TC4 DFIERONEIIEN S, HH O VSD &I L T
T CEE 7Oy 72 &72F ) A2, 177 e G &
nTwns .

1.2.3

ccTGA

I CHERE L T B EFBEIIENE SR RO %
WACEL, BRREL T\ 2 BEEASEITERIRTT I 52
FEEREHHOFEITRENTVLE Y, B L T A FE %
ffilx, Koch ZADAMITHEMORIBIRER L, &
PEBEA BRI CEIT L, MBIIRAFORRICIE ). #idk
B 10% ICEE70y 7h55o b, T2, BEEET
Oy 7 OFEEFIT ] ~ 2%/ 4F, AJET 13 ~ 38% 2584
THEHEESN TN, SeFRTTOY 7 FEDTY
ERT 18 T, JREFTR & L TIE, His ®_EE OO
HEALE V) i hidy 5 Y,

1.2.4

(E{ETTiFDISE

SRR EBEZ B DEREAEIRFSIED L - &
bR H R, YPEHIBER OB OSBRI T
¥ NS DOREIRDIEAEIRZ, R UEERTHO
FEFEIZ X > CRES R LA, AN ELT By
WIBEANR—ARA =D ZRLPEL T D0, SFF R
\EB S LN DL, TAICEY, RFEEHEE Zo%
HIME, FZERMELHEEG L7256, WASEREEA
W A2 WD 5. T2, VSD DIBHEe, Zhiefifi
L7z N 2 AOVESETEKRE, IE1E, F 7213 E gL,
B ERHIR T OEMB ORI EREEE T L) A7 hD
%’ 39)

F2E BRE RESHIE

1.3
SRR EENR

1.3.1
LEFEIR

AR EOEEEEIIBWT, T XTOEEAREIRD
T, FBEMEY = M) —MHHH (AVNRT) (X 8% &
MESNLA, UL, IEFEHEHEZLFMfEEZSNT
W59 AVNRT OFEIL, 2 00OESWICHEEE S 7
WERED BT DR ZEREHIANDA > 7y MERE ((REFFH A
<, RSP EVEREER L, (RERHAR L, Nolo
HOELER) Thb, bok LA Z AVNRT 13, 32
(REEE A WAL, SRRIERE % W P S B3k T 5
slow-fast Bl T 4. fast-slow %!, slow-slow i, JE#
WAL AVNRT I2&F 5. AVNRT I2XfL7 7 L—ay
FEMSN 49 A\OBEFEDH L, #EE AVNRT 14 63%
T, JEHE T AVNRT (& 28%, Wi ifAAE L7205 8%
Thot-.

1.3.2

AVRT

FEE RSN (AVRT) &3, AERFAEL TV AEIE
RN L7ZBEICTH D, RASER M LR BRSO L5
1 (SVT) 1205841, 8% LT EvbiTws . Fi
(R A MR B RTE T 5 2 LI XD, LEHSRY]
\ZHLEE L, 12 35EFEX I, short PR HFE, 7V 4,
wide QRS &7 0, WPW EBRE L LTSN TWA. B
SEREEIZ NI IR, BIZEERE 2 0y A A (R 5
orthodromic AVRT &, RIfmEREs & NES AL, B Ak A
& 3 5 1) 1 (2 B {5 7% 5 % antidromic AVRT A¥& %.
WPW JSEBEHEO IS A I IR BRI RYEDH U, Ebstein
JHD 9%, ccTGA D 1.4%, |IOEEI, B A & Fkk
D 0.15% & 3N 5BY, R E L0 R 3R
SRV, FIUSFE L b ORUEER T 5.
AR PR AFAE S 2 I % b - 7 BUEE % A
I RHINE, K BIERE ARG AT (permanent form
of junctional reciprocating tachycardia: PJRT) & ZiZ115%.
$ 72, Mahaim HU&, HEIAGL2I3A5 BEHIEE 2> & A 055 (o 1)
NONEFT DL 2 AT 5D D0, WATHEER
RO WENREEETH 5.

1.3.3

2 DDEERFEZTT S AVNRT

FEEMEIN 2 OFET 256, 2 20OBEMEH N3 5
AVNRT 2SI 2 W REMEH 2. RFRBEL LT, #
SeEGT, GEBEEAL, WMEEESHTON LY. [
R EAGE & %5 R EREE O AL OB ASE L )L THE
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NSRRI CIREZTETA NI A >

it (Monckeberg sling) LCBD, FEBAZ héRl 3 2 4iA
Thrb 12FLLEMLE, 22508 % 25 QRS KB
END. AT ZFDOI LD 1 OD%E L7z QRS k%
Y

1.3.4

IART

BN R BB E D% T, IART (3 - & HHEE
DEVLEN~YZ ) T M) = TH BT ZOH
DAL H120E, FAEEOYIFM, WHE, /Xy F, Ny
TNRe, HKdDHITHAE, BRI R L O R &
(RERIEI AL O A LETH L. BUEOEATCHEE
BRICE ) OEPIERT A28, OO ES-
9 %. Mustard fii %> Senning fli 72 & D.LEA A v T4,
B - M@k & (APC) 12X % Fontan fiT7 &1, TART @
B A LB A ANTHELT B MR .0 5L B
(AFL) &0 b, SMEMIRWENCH Y, BRERImE)
L1127 % L MATEIREDSBRE L o3 . 72, 2945
ER=ZARX=INI LB LEPUHIAAR— 2V 7 HEEEDMEH T
&\,

1.3.5

IDEHAED

T NS TRRRIS, TEsIC X0 LB (AF) OSSR
AN 5. BUNLRLEEOEANPAERANIL, AF O
MATENRE o> ) 271275, AF 2B L2 T WESE
PR, (RERE, NS0, (LEHFMI
MEDORIR & 7 2T 2 & TH Y, LED)ETY V7
PIRERE 725, BNERECEREEZIZBIT S AF OB
LR WAERE, BEALDOHE L, AF B LZEA
JeR MR EEE 199 ADOFIERIT 49 TH -7z b
BAA v Fii%k %1372 ccTGA B, HOEHEER LTI
EHIHEL, 29~ 35 e s s N Y.

1.3.6

S0 =

HUR USRI (focal atrial tachycardia) T, 0LEDDH
LRSS EAEDSHBIL, FOMRICEEREL T L
N TIE, FOEROAIRS HBIRETUET, 5785,
=59, A DEEES, ENRT IS Th D, —T,
AR ERBEZETIE, FHRE L TERBEEBIOEZ) A
ZnEkEZENTWEY, JERENLZBHNIINETHY,
HAEHEA (EPS) IZX 2B %\, 77/ v

FoTEIELRT W20, IART EDENICLFEHI NS
50,51)

1.3.7

ESERSEE

FEATRAEH (junctional tachycardia: JT) (&, 52545 HT,

His H, BATH#Z RIEE 52840 T, SN,
LIZUIEAH A7 narrow QRS BHIATH 5. JEK & L T,
L E B RE IO & WSS E 2 5N T T IS,
MHERZICHIL L3 <, FERRL/NETIES5.0 ~153% 12
T2 L ME SR TV, BATRENTH S,
JARE LT, TR RN ORI 2 e, (20E, MRk

EDBHIFLNTND.
1.4
INERER & ZRAIE

DEAERIZ 20 ETIZFEFICEINTHY, L=
PROZIDPENVEBIREIND. 4082 5L, LERENR
DY) AZIIHRMEEICH 5. &I, BHERER M ORR
TlL, BEMOFEZ 2D 5T, IiEe & DILERE
ROV A2 IR %, dTAED, WNERMELEEEREED
FELD 23% [ FZERFLE SN ThB Y, #EoTF—s &
R L CORE LT 0L 5 LERERD D\ E%E
IRIEDOFEE, W, WU RS E R ER RS OT
FBICRE e 52 5.

1.4.1

TOF

DB 35 4R T, LRAEIR, ZRIEOEIEIR
11.9%, 8.3% LHiEENTWEY, bhEOHEE, Wk
0BT BOE (20 L) OBEMILLER
EROVAZHFTHEH, REEOHE LD b OEE
R A7 13475 FEELT, BICELFT ) —
PEAENOFEAMDEH T HNE, HEEVT b ok
LHEDOENDENEIRTH L. FATFEOYIGRE, L=
WSy F, Il i E e LT~ a2y b —
B % BEll 5 % 2. DEREIRS B \VIZZERIED) 27 |
FE LT, EZEIGEF SRR S, JERRME VT, QRS
E 180 I VALLE, R#EiZG= oML, EPS TO.LEAR
BIROFFMUA DT 5N T B 0060

1.4.2

TGA

SEA RIS N (TGA) 2xF LT, 1980 4F LLET I,
Senning fif, Mustard fli7%: &, (LA A v T T T
Wz, BYUISLEISHT AFME 22D, RLELRIT
THEAMIZEY, VEF) Y7 2EL, EEH D00
EAREIRADTHEL L 37V, 1980 SRR LIRELL, IR A A »
TN LY, ROELEREERD, RNEROWA DR
ENTVET. LFEAAL Y FM % 2T T BRI RS
B DOZRIEFEERIT, 2~ 15% £ ENTWETY —J
HISME VT 1, 0.5%/4E M snz 7Y $7: E=AR
BEIRTH > THLOEINEDHL % % L ZRIBIZ DR A5,



FERERD Y R HTFICHITENTNET, LERER
HBHVITERIEDOY) A7 WT-L LT, QRSIE 140 I )
DIk, @7 o Th S 0BHEM, HROEAERHITS
na 69, 70)‘

1.4.3

BiLE

W, TOEBEITREE T, ®MYIZ Fontan FTAT
bIL T EDNL\. HHWZETIE, Fontan MifEDOIEHE L
T, JEMTHIZE DS 68%, ZEIRIEDT 9%, IARZERAE S 8%,
OARETEDS 1%, BRIMEAT 3% &ty Sz ™7, LER
FEIRD B\ IIZRIED ) AV WF 2 RmTT =535
AHEEEN TR,

1.4.4

Ebstein &

SR OMAE T =R L) A LRI TIT
BY, ZRAMEBEASE (TR) R, ZIUIRE) HEIKHEE
EMICRO LN, LEARERIL EPS OBICHEESND
W, FORRERIIAWTH S, LRFLOFREE LT,
WPW JEREEEZ S LR T W e s THY, ol
HEELTO—HELTHITONTWE ™. LERERD
HWIFZRIED ) A7 AT1E, ThFETOEZAHEEIN
T2,

2.
TR =

2.1
I E2DER

NFER MR BIZ B B 0ARED% S, 1B IS
BLOBRMOAEOEMRE L W IHETH L. HATER
RO [2025 FUET DAEZHRET A FF 14~ ] T,
LU O - BEER 2 BE 12X D, ) > MR LWE ESA.
BEV/ HHNIL IR T R Z & 721,
MR, RIE, SRR S OSEIRRE B AR T 2 Y
DREMBHE] A RTA 2 L LTOLAREDERE L™,

TR BB BT B OAREI 30 L b B LS
AL T HDI TR, RO BI S A 2R
LA FSF OB AL L, ANER R AT
N7 EFEEREBENANL DB EZIT T D, T4
bbb, TLEBEMBORED?S, KEROESLGET
b % JifE, Fontan fii 2L HIGH H 5\ ILH BTl RO
FT ) —EDRERAT HEHRE, SHELWRETEATE
D, SNBSS R R T O R A O HE & ML

F2E BRE REOHE

LTW5h,
2.2

S48 C 5

2.2.1

NYHA iD8ED %8

— IS, BN DERBIZBUT B 08 EORRESHHE LT,
—a—I—27 LS NYHA) OHERESE DTSN 5.
ORI BIE R IEREE IR A H 2 b DD ™70 fifE
POFHTINERRIGETHY 7™, HEHHKTIL
WHILT A, NYHA DHERES BT N e R LR T
LEHREHEETH L0, SFSERHRELEA TV
NERMEBETIE, T XTOBETHHTE 2T TIX
TV KREREVWD 1D F T/ —EBELEETH L. F
7 —BRELLEBTIE, (OERESIER T HEAEFET
S 7 & O AR ERERASHI T 5. 2L, ST
7 — PR TI, BB L R R EEICR
G oleBRFEARE (MM 234 U\ Wil Rk &
Y, MRS E a5 TH Y, 29 LH O
BEARERLAREC X B - IM% B 2 bIF T,
F7-, MINEN S ORWRERNMZ A 570128 H)
HAEREDETIZENTL FVv, EROFRZDBD RN Eh
SIREER ML TLE) LD HBY. 20720, K
NERELDEBTOLARED) A7 BHLIZB W T,
NYHA UFRREFRIILT LA AHEIEE 2 W,

2.2.2

DRZ2DERRAT—Y

FAEOKREEF 2 (AHA) / KELERS2 (ACC) /
KEOAEF 4 (HFSA) OUAETA K4 Tl LA
EOMEITEEIC A7 — VAR LT Y (E2)7.
COAT— VAL L) BINCEY RGN AT 2k
FHMIZENTBY, WEFETH-oTHLEI AZHETHN
IEHRINCIERENAT L DR IN T D, [AT—
ADAREY A7 1L, OAREOERNTHH 505, B
LMFNH DA EDIEIRIEBED T {, WEERY, PRAEn 2
DERBIUONA Y= —DREDN 2V, [AF—T B
DAL 1E, BAICD BB OAREDIEIRPIEREA 7
WS, B2D XD RERE 1 OHT A, [A7—Y CEfE
PO 1, BT 7B R &R / BERERY LR LS
LB UOREDIERRCIERELNH L, [ AT — D Gk
ORI, AL L TV AT NTOBREN RS
72, BWLIEEREINICOELS TEEOLASERY
ﬁT% 74).

CDOAT— VY NERMELERICY TUID 01
BAHTIE R, LAL, DEILRE G700 - HRERE

19



20

NSRRI CIREZTETA NI A >

DAREURY — B!Ilg —
\ \

IDALDEREF DM, HEBIBAICE DREDE
RTE(CEBBEICEDARRDE ROBIED RO, FEeD
IREUENR S, BSR4 1D%FID
BERVERBRS XA AT
—HN—DEEHRN TS/ HERER) DR R
o SIME TEHSHD JUEREED
o BIREE(LIEER DAELEROPRR
o HERIA
o [SMHENER fEREFHHD, Mo
o fENE JREDIRUY
o UEFEDBILFAER o F MU LFIR
o LEFREDIRIERE RIF ROLR
o LEMHMENADERE EJRES
e
e [iH hOR=>
DFFfH LR

2F—JC ZF—D
ERELFE SERERIEURS
REFTc(FBECHEEN/ BN TVBINT
BRI LR RIC K D IDAE DEFENIZENZ, BRLLIE
DFEREUEN S D ZRSNECEEDSITEE
DUARIERZE T D

IDADEEIR IDASEIR DAEIEE
DE DFFE (WHF)

DAR2DEHEN | EIR/BUREDWE B/ YR/ 1EE) JEIR /R 1EED
<, FRICEZ | LizbAise MEEEDHIRD | | MEREDE/ L=
renziie BRI2040% | | BHDOAE

IEEMEEEEN

FimL, BEIC

SERDB D= R

F—SCLARE

BEDIBIEH/ B

RERILEEEN e

UB#ELIoURE

2 KEDERFED KOCKEDRBSICHITDOFEDAT—IDER

(BFERREFS, BROFLFER. 20257 £V)

EETEONIAT -V BEBRALAIEEEZLE, ALK
POERBEZL, M - MRICAPDETELI B AT =D
BIZAHES T L2256, CORATFT—IVHHOHENTS
%, L OREHOEFRMN AL TE, AR LEREE
BT RO B 2 GEHEDS DN 72012, B
BoOa ERRICE 2 2DIFIZnhz v, 72720, J4F
B AIZ AT =Y COEWIZT TR, AT —Y BDiH
RTHEEINLTHS).

2.2.3

FDOEEHEICKDHAE

HKBRDLALET A 54 2 TlE, HRLETH SRR
= (LVEF) 2L 25 80%H S TEB), LVEF DT
L7204 (HFrEF) & LVEF 07172044 (HFpEF)
EHOSHE SN T WD, AR CEETORLE
DERHRIT P EHET AEELRFTEH 50, #i
WD L IRERHEH DL T, ROEPUT LI AEL
ERGT, ZonfHz#EATAZ LIRECHDL. 2512,
K02 4525 % Fontan i ClEEHEIH VSN L LT O —
TO EF OFHEASHNEETH 2HE72% Y LB
FIZL D0 LOEEICL T 5.

2.2.4

BNP/NT-proBNP [C & %5

HRBDOT A FF4 2T, LAEOZEIZH2D,
BNP/NT-proBNP O lll5E 1L, FEK, BEE R B

R, OUEM, N X MOWIAT) NERAE LRSI T
. UDAEBIRIZBI HEELATHH Td 5 L[AFHIH
NEFRWRBORE L TFRTPAN T TH L. 72721, 1K
NERMRBDOIREDEFH S b H Y, BURTIIHAGE
BOL) IR M 7% RRES A2 LIINEETDH
2 34,90).

2.3

AEIR

[2025 FLLET OAREBIET A KT 4 ] TIE, LAE
DFEREGAETTRERA DI HITRLTWAE ™, ALK
PR TR IR OIEIRIZE B E LA A b3 I S
LHZEDNHY, FHOAER Fontan JHERTL AL, Mo -
A7 S THhHERO BYINE 2T 5. FESLIFEKILH
DAEDIEIRTH 278, FEFE i, Bz sk
DERIDIVFCTH Y, Fontan fEE CHIVXEH RIS
JeE (PLE) (Z4E) B A ME & O FIATLEL L 72 5.

2.4

BRALEXEMEEICEEOOAE
ST LR BT AL AR S KEIIRTE T OO AR
%) 3T, A4S GBIRF FOLERE) %<
LA, X SIfRLEAZE R Fontan il A E SN2
BN LR S A A AT YRR S AR 4 b IR Y 72 2.



F2E BRE RESHIE

R4 DIR2OERESEFRR

— FEIR SRR
HE
BRI Eld:: kil L] R
RIEARK
SEY, BER R ¢ IRET
A R 5K ’ , JENICA DIt 5 15\ _ o 5 §7~7 /1
HEREER EETALET Hhe Cheyne-Stokes MK E;gﬁ
53 AR
HERD / BRE
Bin .
L TR YroyTuTs SAITIR
BiSoM/AEELR | REHREEIREE o Aanton e
ol EEE IDsIHEN A AR AL A=)
EllEE RS o
Cheyne-Stokes Ik
(Bendopnea)
TIEIE ﬁ?ﬁ%nﬁ )
FERLISAD A IR R (> 2 k/ )
oS-/ GBRELR B MR BE&ImERK SBERARR SR fﬁ; DI H%L 5
(Bendopnea) BMIET —FH i RE R /4T
285 (1K)
FFRER / BEK

KETIE, FER - BURZEH 1 DORKRBIFRECH TIIHTED, BIDKREPEMDREICIDELD I EDHHD

X EEEBHPRROIED, 58K - AEIR, DS, LWINOREDHD 5D
(BRERSEFR, BROF2FR. 20257 &V)

2.4.1

FLEGE

ccTGA, TGA O:LBEN MR 27 &2 U H 72
L. WTFNORETL LAEDY) A7 EE. OAEHIF
FL, TGA LB ALMFTERIRM £ Tld 22%, ccTGA Tl
32% EVIAHEDH Y, £ ZOMED DT 15 4F
DIECHILODAREHTRE T 47%, RS T 5% ThHo
72 EHIRLELAEOIREERLBEMET T LI L
PHEENTWE?Y . Fhbb, LALSIZEDERTY
K0 DB, GRS L IHML, PRI
BTha ZIIHEEDPEMBICOVREREZZ 50
L TR EERIEBLTW5 Y,

ccTGA TO TR %, AELRXLLERBER T2 &7
JAZRTTdH5H. ccTGA D 84 ~ 97% \Z=RFp (KL
BEF) OIS 0ORF %80 575, FD7%7 T Ebstein
Wtk D ZRIFORILEDE L, 51 ~54% 12 LbE S
%% 8512, BIERICBEINTULHE T, LEH
FEA e 2 ANARAL L CERIEIC R D, ZRFAlHITMHITL 4
L. Fiz, AEDPERICRH 2 L L N FLEI A K
SEEN, BRIIMEL, ZRAROEEIARIIRS. =
RIFORLRELAEIRREORFIZLY, ccTGA TIX TR
AL TV TR EAEREASITE VW HESE,
BEAFERIZFG Y 3V, ccTGA D% L TIREEIRDFRIE L
BRI > TBY, RLELZIIHEBROEESY L7
EROFEIRICE > TEREN TN ST, Zofl b EH)

ROBE—BIO%BDLRY, EIZEHTHDH. KLEE
ol BEFEARILL TEHY, WEIIREE b EL - TH#Y)
R AMEAE ST, Z ORIMFAEAE D A D%
LEAREOERETO—REEZZLN TN,

TGA O.UEMIMTTHEREEMT % COH ZREREA E D FIAL,
LI b72 5, AREIIERMICIEHVEEZ LN, KRk
)b hEam CLHtE (CO) 2L L3N T
WpY. F7 ARIEARTHMELLPT L LEA
A v FHiETOROEGZEOHAL R0, BRHEZEOEKT
EHBLTWS 'Y, 512, EAMICHEOELEAZIIN
KLV JEAL7AECIERIMTEOREAE L3 < 12,
ERHZLFEAA v F MO KRIMAETEAL TR L E O R
IR FR R DS ST B 1

ZDEHI, SESERFEHEIMPOELEORBEETIC
L LTBY, 202 Lz E#HL TREOFMZ 1T L%
N5,

2.4.2

Fontan f&iR

Fontan 1§82 O BT % 38 0l 2 7 04y 7 #1320
LTBY, EEOEKMILOMETHHE 10 FTBBLR
80% ZHER TWVA M1 4% S5 ICRITHROYED
TR S, TP 30 4FC 80% A8 A Z LS FHAEE T
27 20—)T, RAMOLALEOEREEIEL, i
FBEIITIZ 10 ~ 20% TH 505, BAMNIE 50% & 5%
2725 2 EDHEE SN TV MY LAREDFAEICH LT,

21



22

NSRRI CIREZTETA NI A >

BOEPEEERECTEDI VLT 2WMENHL—F "
N0 MBI (HLHS) %2 Pl (o i<
Ay DAL T DML HH I

Al AS 11 78 3. [Fontan fHERAN 4 | 2 S S 7z,
Fontan i {2 D LA EDHEKIZZH T, HORHRAEET,
FrlE, AVHEAR, Fontan U — b ORkAE, w5 N M
EIO LRI L BHEMARE, 2ESTSELERDD 5.

3

RERMEO RN

FERMOERBERZ, BEIEZETHo T, LI
0BRGP L 2 (IE) VA2 %2455 sl
TR LEEBF BT A IE S8HEIL 90 ~ 133 61 /10
TN BT, —IRIRAD 27 ~ 44 R L@ " A
KM CEBEREIZIE ZELGEORTRIL, SHICE
WTh 2~ 24% " L FHRARLHETSH S,

3.1

BREMERERUR S

IE #FELRTVE AZEEEE LT, O RIE18 (B
D ASD #F<) AT EMTR, @ F 7/ —BHLLE
B, QO#EFRE (g, k7, AERE), @ AL, A
T, R—=AX—=A7%EOMEH, ©& AT X A5
BB LU T — T VF) #6 #» HUN, % EBHITH
IO sk S KA R BN T B —, IE I
EL7ZBOWTE) A7, RMBEOF T /7 —ERLLEE
R, WEY v MR NTEE A AR, MR
PR, TE BFED S EFIC BV TE (@ 7

3.2

AER

JERIET—ADIE LEMKETH Y, FEE 8 ~ 9 HIZFR
0 20 3RS ERE BT 5 Y. # 3 BIHERE
ZEBEL, B OBE ML RWEBIIR, B OEBIR, FOIHIC%L
W ZR DS OREIRIE, SIS, RERD, HF v,
BRI, B, B WEMZ Y, RERMTH LMY
LG E R (Janeway BE, TV FARRHIIM) <1
B RIE (Osler A%, Roth BT, SAERMAEZ) (21 ~2
FIDNT &7 12200 SR i B EE T, R
POEBEF LKL, AO0RIEOHGAE 2,
HEGRK (F7 7 —8) BHLEEE, HLSRIE THIRE
BAOEREZELL1-OFEEPLETH L. £72, IEDFH
K& LTHHL T T4 (FHLEZ &) 13280 3 ~4

%Ub:i@gtf‘l‘ 119, 121, 126, 131>'
3.3
A
L]

2023 fEIZELET SN 7251F Duke ZE#E (R 5) 'Y 132
KECEEBIEBI O IE ZHIZBWTOHEHTH Y, Mk
FHIZ X BIREBAEY ORI, ISR X 2 RTEDTE
PRSI OHLE e b BT FHRE L7012,
BB R AR CH D .

3.3.1

MEEERE

2\ DR A DI AE v NS EES vz [
B97 | BAEMDRIREDEMTH 5 'Y, B 5-R12,
BB OEIRZEFIEBAL S A7 &b 31y MO #E%
RIS A2 e &5 2 0 R IE 73 %ED
W CHIMMEIREAEDEETH - 7256, WIEEER R, i
WA ER, HW 7% O RS B L /2858750, i
FHMA (BUEKA), Tl CES N A L% H
WSO, R AT — B EEE RS X AR
AL ZET 5 21

3.3.2

Eif§E2

BB ORI LT a—-XTh Y, il 72l 7
MRS, AR, LNoOBEL, N TAEREAN e & Ot
BB IR 2585 . &Mk a— (TTE) 1ZHTC
FOMMIENDD, N THRGO B MR 12159,
WA a2 — (TEE) &, IEMHOIKE - HEE LD
1290% LL b &< B N T2 AT %6 Tl s
BN 2 "% WO CT 12 Zefl 5 f@aense <, <o
OMICERTSH 5™ £/, FDG-PET/CT i3, AL
I, LHHEER TN AR FORBGEEHICAEHTH Y
229 SRR B B B B E 2 S b8
B9 itk AT AL 2Bk b H B MY,

3.4

T

b
=

3.4.1

ATRaE

PUEZGHRIL, HARERGARO [ DN LOT
B L GRICS B A R4 > (2017 4EEGETHO | 20 12
U, FEHREAEE SN TWEEEIL, EZM0d LHH
B, HoE ToaBEEG T SR LER
D 1B |28 % MR OB ERIZR 7~ 8 FTh ) ™™,
Viridans group streptococci, Staphylococcus aureus,

Coagulase negative staphylococci, Streptococcus bovis,



F2E BRE RESHIE

&5 Duke EIFDMERIYEFRSR (2023 F) ICKDRREDARKEZHBEDER (KFIE 2023 FDLIETE)

I KRE#
A, EFHIRESE
(1) MmREER
i. 2B EDIMFEEDNS, IEDRRELFDEEOSVHEY * MEHSINEES
FrelE

i. 3EMEDIMFZENDS, BT IEZEU DT ENGIMEYDIREEINIBES
(2) MARMERERE
i. RUXS—TE#EKIIG (PCR) hZDttDILBEEIRE T Coxiella burnetii, Bartonella 8, Tropheryma whipplei hiigi%
FrclE
i. 1 EOMMREEDS Coxiella burnetii B8, F/zIFH1 phase | IgG FifAfii > 1:800
FrelF
iii. Bartonella henselae h Bartonella quintana [C39 2 IgM & 1gG (RHEESEMAE) HiigHan, 1gG FifAffi= 1:800°
B. ERESHIHI AR SE
(1) DI I—HEDE CT
i DIO—K/DMECT T, KE AZFL. #8B BE RIPE F(PDARDBILNEROH 5ND
Flcld
ii. DII—NTHROEESMEANEIR EIFEOWEROE(LPELTIERT9)
Frelk
iii. FERRDATFHFOEBDHIBER
(2) 18F-FDG PET/CT
BoRFLEBALR, LETXERIST b (FREZZD), DAT/INAAU—R, ZOMODATHONOESERE
C. ARIAEAE
DEFAPORIRFTR T IE 25862 (BHRIREOARELEY, ZOROREEECHEYMZNFESRNZEVES)

Il INEHE

A FRR
IE DBEE, ALIH., FEMAME ERELESR BEMULEORRE, WAHBLEETT/\A4R, BHAEUIEAELEHE B3Iy
=

B. ®# . >38C

C. MEBERR : BIRER, KIEEMTE, MBS CIEERE, FoRMEivg BENEM, BIREREM, Janeway F2, {LIRMERIDR
D. REFNRSR : UUYFEATF, Osler #5861, Roth B, RIMABR
E. WEYMENME LEROXBEZEGCIHVES

i. IE&EUTREOEVEEDOMAIEERE TH SN, LERORBEEHZHICIEL

ErS

ii. DR DRATY. BEIRERTFUSNORESMIOL SENENRIEFICBWVT, IEELTFEOBTVLHEYDIREEINS. e
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PR BICH T 2T, MAERMSEL 252 L
BEV. Lo T, BEOKEZR/NRICHZ, s
AEGIER L TRAEZZEITTEL L1277 5121, #1F
TIHAEZIT) ZENET L, IV TLRT
TR T =)L EOFHESRL, Xy v EOHEE
PR EN S, SEEARBRORIRSE, REDOBRDEF
ERIER 72 ENDORT G RKBERTH 7280, N0
VT BYE VRN YT U R EOEREE TS 2
EWERTH B,



F11 BAZXGMEECSIDEREDT I—DE

1. F2HA
1) FRELII—-HEERNRBDCHREELT I—TCIFEEH
[CHELIEHRNAE SNEWVNEE
2) DBEHRREOZE EECEE,
2 BASAAT DI
3) FERACFHIRAEDFHMLEHE
4) BRAEMDABRERDRONSEE(CHITDEE PRI IES
DFH (EICATHRPATEENEETT DHH)
5) BRMBRMEICHT—TIL7 IL—Y3avEFELTVD
FBEICBI D EBENIME DI
6) KBIRDIEAE, LK, FREOFHE (KBIRMEZE. Wiliams
fEIREE, Marfan fEREE, Turner fEREFS L)
7) Fontan, Senning, Mustard fii#(C ST 2EE®/\y T
JLODEFHE (O FSRA ML O—(CLDU—0DFHBED)
2. AEIFMOMTPEH
1) EESIIMITENRED FAMIERIDRALHESR
2) BATIE, TREFAER, BRaASCEOHE
3. AT—TIVBEDHA R
1) BEHDEHREIEEAET
2) h—FI7TL—r3>

ERAERZZD) PR

(Ayres NA, et al. 2005 ", Hahn RT, et al. 2013 *® %#&Z|{F&)

2.3
AV MSAMIO—

WA AT KIZE T b A T a—IE, @ETL
MTHY NS, HEFGEOBIIIEFIEHTHL. b
BOIMEEEIMNT 52T, EHAEKOREHCLEE
EHBLT, XOMRLr NN TNVElELZ LS TE, av
NT A MR A, BARMICIE, A ANEK S mL, I
W1 mL, 22501 mL 2B 52 EERIOE, HREE
FUEB 2 5 HHRAGI A = iR 2 i A L, B OILE
ZHSECTHHAT A, ML S TSRk, AHA
7k 9mL 285 1 mL #5489 5.

SR OEEOFHIZES T, REAH AN ME %
ROTY AL, FTTIRERED 1 OTHSD. A
RUEERBEZIZBOL TR, LR LV TOAEEREIN
2T, REIR-EIR S v > N RIEIEIRE (PAVF) % &
DAINOELEFFEDOIICOERATH 5. KigEFIRDH D
A AIEKOEATIE, BEIR - IiEFRks v > b &
PAVF % 519 2% 2 L IZWREEZ2S, WY 7 — 7 VIR
V2, BREIARIC IR HED 72 7 — T OV 2 SR A PR A
KEFEATDE, BEOARTHRLEIITA 7 TN TIUHHE
#anp? Zoft, JIFILEE (PFO) % ASD 2L 5
TEREFERIEN LN L EZIIBVWTH, IV FFAMT
a—3EMTH B,

FIE PRCRESHE

24
=TI d—/
ANV SvF IO 0TI I—

ST a—, EREVEROEZRIIBVWTHEE
KB EOFEM R ERE L7256 L, IEMERZHL HFE
FEtOPsE, WA R Tro. ¥z, AEO LIS
BMRIEREE 2T 5 LEOREMNEICOENTHS . 2
Ny VT F L TLII—L, (EROWRE.LT -k
TILEPAMG AR e e B 2 DB RERE S oM B ITREE L, A0
BREREEORAIRIMPL TR TIICENTH 2. 12751,
ZRICLT IS LA FEERIRILEOF R, ARy 7V
NI FR VLTI EBANA Y OERICITEIE
T, AT 5 2 s, B Tl H W2 #E
BV TR LR L THBIRTIE R,

3.
CPET

TRMEDEBEAT A2EEOENIIO: & D% H
T, BB E EOENREL, NBIEBRGEE, IEBRGNE
R, BNEREEBHEMEOREREEHDO—DOTH 5.
LA, ERRED.LA R b ERFERET DT, 5EY)
7o BB H R E B e &R BARIEE L CHRE BT
ORITIUI R LR, FEDOWEEA T 5 EHOFEN %
JEBIRE B A MRk, W) e iR IS A 4T O BRI E R
THhHY. FEPE WMALRMLIEEEZEDIZEALIE, #
B2 GRREN B 2 A2AT) S EASTE L, —, RLEIL
fabkRelEd:, MOLEMEEPHIE, ERLAER, KEVIRIL
B CORGRECILEE 2 S HASVIETH ) 2V, LI ES)
amalk (CPET) 13, EBHAERE T ERIIIFHET 5720
CEERE R R

N RE R EBEE O E G AFE L~V & RET
572012, M2l L2 EEIRARTFIEEZETH L0, —
J7 TR SR M O BRI EH 5 O B AREE ] & 8 KSR
L, IR Z 8/ NGRS 2 & & A3 22 i ASE R L
SEBEE DR IS 2R, EBANT M & BEC A,
HOHEEIZ L B KR 01E, BB EBRE ) OBIEME s
D—FWEDZ L. ZOFRIE, BRMEGEEERZ LI
WIS, BRI OB 3/ NEINC TIER | 72 FReE
ARE L7 Z DN LS —HTH LR S 5. &
eSO T D b7z o TIEMERIHEFT L, HEE
DI HIZEE & % BIERIED T 52V, peak VO, D
RTFIE, 21 LB TAER 03 ~ 0.7% LiEEsn 2, ¥
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NSRRI CIREZTETA NI A >

MERSER MR TIR L Y alTh s,

3.1

CPET IC X5 EEEEH DML

EERE OBV TIE, FLy FIVRI)TA—
Z xR, IR A5 % B L7z CPET T By RFf] &
peak VO, ZllI5E S 5 Z &S TEIUSHMWTH 5. HTAK
M EHENETE Vg, Py FIVPHIRHEZ
LT, SVAFFI AN —, IfE, LEXEE=S)
UUT B, 6 5 MBATRERIC L A, PH R LAEA
BT, KEWEPITL)AZPEVEEICEHTSH

Z) 226-229)

3.1.1

XM OEEEEDESRE

RN SR PR B E O BB 2 B3 L O
ICEEESAPY, BRECEBELAETHESNL DL
FAEEECTHHA Y, BRI BEE OER) LB
FEEBTHHLILESFZAL, HMNMICEETH L REHSE
WD, FREIFIRE SRR, PR ER C oM
T, BRI GERBEEERD LIRS S RE D
9 572, CPET ORI LREEHLE, F7 /-4
LIEFT ¥Rl BHEORBERYHEZTRRLZ
TFIUX e B,

% DERMOEBEREL, ERPSTFH SN LR
CATEUCHECTE T, AR ST 2T 5 (AL
D 80 ~ 85%, BT I FHFF 62% A & 3 S,
30 ~ 60% DEZETHDLNG) P,

3.1.2

EHHEEEE T OREEF

EENH 2SRRI T OB S R BUERTL, ks, TR,
TR ERSSE, IPRRRE, IEDIREE, MOSERGER &
TH5? . HIEEEOEIILEBFORBEEIEZ 725
L, EHHAROKT LT 2. EEH oK%
CORREGCEBEE CTRETH L. HHHGE - 1L
RFEFEAROHE (VE/VCO: slope) (&, HAUMTES A
Yo fl & A BRAFEREOBEINA SO L CHNS %25, A5 E 454G
OFFAE T TR 22, (ROEA GO0 B
MR EEBEZIZBWT, NYHA UHERES S E peak
VO, MFEEIIFLAE (OUES), double product (A
BRI DR S P IME OFE) & D&\ 72 12id5R i
FRAH 5. —J5T, VE/VCO, slope & OHIBIZFI 2V,

3.2

CPET ERASLXMEREED
Tk & DEGE

CPET X FHTUNCHEHTH Y, FEOLEBA AR
PEOEBBEORBRER MM 22 EAREN T
%. peak VO, &AL THiRE (HRR) AYME T & 10 4ER
OEERHIR T OFETCHES T 5. F72, VE/CO: slope
DEMERIZEIET 7 7 —BRIR N SR L BB E O
AT %5V, peak VO 13 NER M LEERIZBIT 5
L ABROTRELFME T TH S, #EHFY7 CPET
T peak VO, 23T 45 2 & 25, A Fontan |2
BB E IR G EAREER & My 22,
TOF M2 ABI T, peak VO, DT ABETE F 72130l
B AR A &g Y

WL DT—71%, LT % 521 2 SR L R
HDORWEI) 22 % CPET ICX ) PHRITE A2 L %#/RLT
V%, VE/CO: slope BT % A BRI O LR & B 4
%, ZEWRVERERE & HRRIJFETCH & Bsd§ 5 2920 JEH)
REHES GEBh 05 KON IRE) OFFTEE,
Fontan B2 BT 2 EFEOEKT L B#E$ 2. Fontan
BEOEHIM 78813 QOL & i\ H 2773 >, Fontan
BEOEHHEREOIL T2 ST 21K CO & AR RERE
ENZF LT, OSRARE TE  BR R ISR R, Ak
PR TF, CEIRRRE, TERE, bF2H/ R L 0EE
VLML HEBELE G2 T L oiiET, BED
peak VO, IZxFIEH 60% Hif%2TdH 5. TOF B &k Uitk
REDBEFIZBWT, CPET IIMiBIRFE BT DY) X 2
JERIALDFEEF & 7 1), peak VO, < 20 mL/kg/ 45 A3l £
RN FRIE T & 7 22, EB A om_FidE
17, ABHIM oMM, A 0O R 5 2
— 5T, WK IIEEO CPET T & LT, OUES,
VE/VCO: slope, HESMERIME (AT) 72 & HSERARAEAERE O
IR L CHERATETHL. SFSFLEZ IR MIB
W, IR E SN TV A BIE (peak VO, < 15 mL/
kg/5r, AT VO, <9~ 11 mL/kg/5) ZH\WT) A7 @5
EHDRA SN TV BT 20, et (R) = 1.0 BRC
Bl 5 peak VO, < 15.5 mL/kg/ 53K EEEZ O
L - ABED) A7 EREMMET AL peak VO, &
HRR OHAEDED S FEALFEDS o & biW-FHIEF T
HHIE® FF7 - BREREIEBREICBNT
i K251 VE/VCO: slope 3L D@17 FIA
TTHHI L, R=1.10#D peak VO, & OUES I3 A
SRR EEZOLIEREE A X FOTFHETFTH S
: (1: 7‘7)3‘77_{ —é h—(\/xé 230,231,234, 247>.



AEEIRY A7 1B L TlE, — A DR BRO v R
FAERA D FE - LEITMGO HMBERE L, EE)HREE D
BRI T 20 LT 52 Eh% V. —HT, BR
MlERE, & ATRANE L 7R R M LR
Wi BB CIIARBIRIT LS CBEEINDL I 0D, &
NHOBETILEE) - HFEIZIMOBIZIZFHFNIZ CPET %
192 DT L. RENZENERIECEEEDFIHA
TEICHERR S NS CPET 740 —7 v 7HIM 2R 12 1R

=

3.3
DEUN\EUF—2 3 V&30
BEE LU TOER

ANEB L ANERELEERETOLE ) N
F—aryOFREIIOVWTIE, INETELDHEDD
B 280D AR AR B S BN B 2 & THERHE
BiRepSal L L, TORRIEH HFEEFEL T, M E
CHESIZ BRI D720 B389 BB T & 0 ) -
BI~OSINIIER S 52, HOETIC L AIEENE, @
peak VO, ® 40 ~ 60% T179. —J, 74V bR ARL—
=713 peak VO, @ 60 ~ 80% TIT9 »¥. B ASLR ML
REEZOEINTO N —= 0 7%, EED A SN2
FEEBL L TITbN bbb ) b0 7Y —EDIRE
LDV TH D,

4.
MRI, CT. RI

4.1

10Vl MRI

LIS MRIGCRIMETERE, (C=Ef%RE, s, O
PR, ORTRERE 72 EDFHMIC WV S N A IG5 Wi dE 1E T,
@ MEHEE - IREE Q) BRI REL 2 N T A MY
fiihE, @ LMDV R ERRME, @ EEE ToREDS
WREE VO RFEERETH. O BLU @ 206 BUEHRIHE
L, @BIOO®IZL)EWEEE - BEEEONL7
O, AJEICHZY KD R UAHIASLEE 7 BN SER I
D7 +U=T v FITHEL T 5, LT T — 5
505, HEEVEOE W MRI 2MEENE - BB S THEF)
LENBY EEOHBE IO ALy BIIIE LY
b DR ERT 5.

2018 4E D AHA/ACC A K54 > "7 T, HEtk
W2 AZ % HT DREGI ORI A EEEDE R (SRS

FIE PRCRESHE

L—=F1D), WMAERERETEETHIENTOAZ ) —=>
7B L ORI E Bl (HESE2 L — K 1la) 2SS sz
—7F, 2020 FD ESC ' 4 K I 4 »TlE, ISII/RT &
ARBEA BTN TNE

Ty v MEERWI G S R E 2 o HEI2E, =
WIChiAEZE = >~ b Z A b (2D phase contrast: 2D-PC) 7%
HEREEND M i Qp (X EENR, MR (Qs) &
KEMRCTEHIT 2. Wy v v b2 BT 254, Qpldk
BREIRD, Qs & KEIROAECERT 227, Wi
T Glenn AR %° Fontan 5 %2 & O O F A ME O Kl
FIMAT %43 260, R i & 2 54 2 >
39 o F R e R 2e A I BRI e b FH T & 7,
R OREIZ X VI ADHRE &N B>,

i MRT (CMR) "C D&M 7 30 i 72 == 12 1L, indirect
method ** L FFE N2 AV SNS. cine MR A
SETRD/OLE T HHIHE &, 2D-PC THISE L 72 KBk
MEOEAWRETH Y, Ehx 1 A= TR IR
RYPKDON L. ZHUIET L7253 T 2, W) N—
AVETF) 7D R 5% 2 FWTE, A ZOEEN
DEE 0TS HLERHE L ER AR O
I B ISHTRETH 5 2.

ORI - EEIROTZEE L, B X OV ERIE %
V72 MR angiography (MRA) T&Fffid 5 ", CT &V
ZEM S IRREIX S B, IR A IR LD R % Ik
R TRIETE, BAEBITIENTHLY. Y=
riEREEHNIEI Y N T AN BREN LA T 5.
MRA TH5M1 5 3D Wi{%iE EPS IZBS L, CT Mi{% Ak
BETHIENTRETH S,

TR GEIEESZ [late gadolinium enhancement:
LGE], TI Ry ¥y 74 E) iZ20ar—MILRASNT
13V 225, L2 RBRMERIIEON TRV, RIS
IR EOEBARE SN A GAIEH SN S, EElki
MG - EENIRBAEO P ERIER (BIIRA A v F F4ilf
Ross FAiii 7 &) 12 BT 2 mEIRIZEE - L R MO FFAM L2 1,
HAE SR A OB MEEIIREEZ T A N7 4~ (2018
EYETHO 2 ICHE LB TE 5. EEIHCSN LS
%) &)Z;) 197, 257>.

H R =7 AAERHNS & BB SRR D ) A 7 3
& 5B R E (eGFR < 30 mL/min/1.73m?) T, Jh&
BICLAWEBIENZBENLIRETH L™, HEO
A, CMRENZZ VT F o MixF oy 2452 0T
BEANDL, #DELO7EE CMR I X 2B 27 R
) AEEBREEINTVD, FIR TR LBk T K
= AERA A RIRL, RIEAEL L) A7 235
TENEF L
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BN R CIREZRITA N T4~

X 12 RRWEEXREORRBICTT D O0MEENEERERT + O—7 v TR

IDHERED SR
A B C D

NYHA D#BED SR | 1B

NYHA DHBED %R 11 184

NYHA DHEBED R 11l B

NYHA DHEBEDE IV 184

BEDOMTERZNBEE (8

AP

MATENRE , AREIISFHVEIEIE/R U EOXRERILKR, BEODOLEL | PEEL ORI BEDORERILA
X, BEDDEKARES)
\ \ PEEL FODEREEE (2 | g
REPRIE U BEDFIRIE B B 42 OmTS) TAMEREERR
s a5 MITEREICEREFEZ RIFE BEOEBRME (FEAED

[ERRIIT AR BOLALOBEDY v b | TORORIIRER BETF T/ —OEED)
IEERTESAmHEAE TBEZEESTEVAENR B U < (FBIARODIRAE BEOHSME

— — ;iéfi‘?;/(l_&*_g?%fi‘@ﬁﬁ’ﬁ%[ﬂ] Eisenmenger fE1REEE

_ _ MITERENICHER SR EZNEF A S

BECLD O MO—)LENT
WD EE R

FREE LT ORSImE

SBERINEDRIERES

EHT 2+ 0—7 v T ERBOEE

IDREREIHE

FERMEDEED R A(A) B (A) chA D (B)
IDEHRRERIE RECHLT MEICHUT 12-24 6-12
IDEFRERIE REITHUT BEITIHUT 12-24 6-12
BETRERE MEICIHUT MEITIHUT 12-24 6-12
BiRERE REBITHUT REITIHUT 12-24 6-12
BIEFRIA MECIHUT 24 24 12
REDARF TR MEICHRUT 24 24 12
REDIRSF LHRAE WMECIHUT 24 24 12
FBhAfRARAE MEICHRUT 24 24 12
RAH MRS 36 24 24 12
AETRE ME(ICIHUT 24 24 12
Ebstein 36 24-36 24 12
Fallot PH#] 36-60 24-60 12-24 12-24
AEfMEREE REBCHUT MEICHUT 12-24 12-24
?ffﬂﬁ;ﬁg’t‘% 36-60 36-60 24-36 12-24
1EEAMEERAL 36-60 36-60 12-24 12
Fontan it 36 24 12 12




K13 MAZKMEEBRREICSIT 200 MRI D&

cAEERE AZBHEOEE WOEAE, AOEAE, Hi0
EZZ0)

c BERREICURIZH T HEFIDRENEAZKEDES

- FhEiRAEARDES

« ARRBERES KO AZE-FEREE DT

- frEhiR (Bkde, BHARE) HROKRBIR (EERAE ##EE %% O
FHfi (CT BMENTLDHZEDHD)

« KBRS SUFBIRDOE (BRER, HE FMEIOEIRE
IR L)

- AIBIMED KUEEMREE (CT HMENTVDIEENDD)

c BERSEHS SOEEIARZE (DHRNET. AU MRET,
SAEORER, DB TS5—JFHEICIE CT HMEAD

* D& MRI BEIDEETIC KD DEREMORHB RUEE

* DA EBODFHI

- DEEE (EEBLUER) DEE

< DEIRME(E / IROREBRUEE (BELES NUZD LEF,
T X wEYD), DEEMIERETHE (RiEE, B8l SOLEE
&)

« RINRB KROMIIROEE C KD FAMRLE &

c B/ ERNOERIMOES

- BHORMMREHREZES T HEREICHITDMMAEDAE (=
B ARBIRFTENIRABIEIRZ R DBE1ELE)

(Baumgartner H, etal. 2021 &Y {E%)

o MRIEHERED 72 <, e R RBEOBIEEZ I IX
ELOTHEHTHZA, O mEREI RS, BILOREED
FEBICIEE RO AREEHIC 2 2@ AICH L2, @
MRI FERIEDNR—2 2 7)) — K, R—=Z X—%, ICD Tl
HECHLIE, @ aAfN, ATV, AN, ANLHRER
EOERTINA A, MRIXFIGD— A A —7; - ICD A
AP TIIMAEDEREZ DS DIZTRESD, &BIZL AT —
F77 7 NOROEENSHTHIE X, hEOREND
5.

4.2
DIME CT

CT 13E\Z2f 0 RE (~ 0.5 mm) & Rs 2 BUS i 2
FL, R, SEEIPR, MENNERLIEE OB W & <12
AR WESWEERE Ch 5. T — T VITBIIR AR A A
DICRESHT (74 v T4 ¥ 7) IIZIHTH B, 0L
(RO BB R AR A L 2, S EIIR, HER, K
BIRTN T2 L TH 5 mSv kil 2 FEH L7292,
2018 4 AHA/ACC %4 K54 > "V Tl3, 13hD%EETD
TGRSR LN, WREE LT 27200 OBEA D
DA SN TS, BIRER/NRICHIZ 2720, K
ERTARE & BT UG R O P AR S p 2,
R CT IZB W THEEHIBED ) A7 %+ £ B4R EBIHEE,
eGFR < 30 mL/min/1.73m*> TH Y, F&HE B2 I3
BB AR TH B 2.

E3E DWCRAETE

EEFEH SN TWAINKIECT (4 DCT) (&, =Rt
MRI 2R TR RRECTH 5. BB CEXIE I 2
BEH L7264 5L ED CT A F ¥ V3 HEIC L AHE T,
— L JEI R 38 L 7R OB S H 1, SR A B
L ONGHERIAD L AFE R I O 1 7 & OFF b W HE
ThHY LH51E, GEkD MRI FEIE S — 2 X —J fil
ARIEGN 7 & CHERENL Z ENFREND.

4.3
RI

RIARA I SRR S 2 VTR SR i R A3 22 & o
e b2 M LT 21 TH Y, I U725
BENHFIET D, WFEIL CT 2 EOFREGH & ORA 5§
(Fa—=YavAxX=yr7) PERLEZY. LIEKES
WA & UL DA IGT - O ARIERACE - OB se Bphi i
REALRILS 5 2 LD RETH 5. BRT - Lol O I
SPECT AR LB IRAE RO WY - 1 AT I &
M, OHPENZBWTH GRS & LT 20T R 9mTe A
M - AV TF VA=)V (MIBI), ®"Tc 7 kIR
AIVPER LTS, A AEE, EE R E
EFEM (LY FIVEBHERET)LTA—%), EE)
DR HED 5 VIS OYEIET T/ ¥ v SR s
TS, LNA 7B T 4 RIEEREET — & b [T
ET B ENTRETH A, AERIELEERIZBNT
1, BEUARAEALEEEN ARG, EEIREGRE, SR
WEOTAHNER (BIIRA A v FT4l7, Ross TiliZy), L
FREE R MEETC £ D EEIIREE 2 EA~OBHDE 2 5
na.

00T BRI A 72.9 BRI & £ C, BRI RS
%7z (111 MBq %% 5- L7234 O & B i1 15.5
mSv & 7 % 2) | oomTe B U I ST I 356 it o i
AHEREEND (7 0 PV T 6~ 9 mSv™?). g
THOIRGFEIUS X0 B EESE G O FR 2 & OHE % Al
HTHIED, WRERERBICAENTHL .

Fontan i AR EOEWHLULEIRIE 295
PEEIZBIT S PLE OZWrI2IE, “mTc human serum albu-
min (HSA) ¥ > F 77745, BS54 24
WE S TS 2 2 & T, R 96%, FREREE 100% L&
72 PLE Zliaez ms 7.

IE (21, TERTY 7 A (Ga)-67 IEY ¥ F 777 14 5H
WHENTEDS, FfildEE o T an 2 TR X ) K
FEDE W BF-FDG PET/CT O A NEH SN Tw5 (b
HECTI R AE ). & <12, BF-FDG O%fE L CT M
BROT2—Ta s A A=V U ZIZHAEFMH & S HH R
TEZH T, 1B51E Duke W4T [BERS YRGS LR
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NSRRI CIREZTETA NI A >

RSN b 0N THEER] 7213 THER] Ovg
s, SOBHEIChIFoNE EEBIZ, MERley
DG ER OB, HESFRHEICAE R L oG s S
70 g7 BAGERMELEBIZBWTY, BF-FDG
PET/CT DBAINC & 1) FBIIEEEDS 39% 725 88% 12 AL,
LTI —TIEMEARETH - 7245053 [E OB E
ol WA H B,

5.
IMEHDT—7IVEEE, EPS

5.1
DiEDT—TIVIRE emx2)
DT 3 —, i MRI, Ui CT 7 & O IRR B IR

A L7ZBUE, ODIEROEEIL S 7 — 7 VDIt O IEE
WIYBRAETIZIZZH CE 2. Bl 720 0.0l
T =T WVIRAIIREN TH L 72 DE—EIRNE D &3
B, BT—=TNA Y F =X 3y BRTORMHAEE
LTwa. 2L, HREMHATIZE S U QWHTvI
B O(AENE) o M2 EEZ E, PH O i,
Glenn fli{%%> Fontan i % O MR FEME, AKEROIMLE
Bere DI G (LAY FAT e L RE RS2 72 8),
MATEYRESTfiff (LA, F9AE=E, ASD & OPHEHRER), s
FEALIRAEF (constrictive/restrictive physiology), fiTHI?
FEENIREFA 7 & TIZBE L FED D L. L <IZ, PHDEF
fili GHA, JHAE=s, BOEIIRIRGUIE) oW s SUSEORFAfh
Tld, WROEREEFHLR, SIS A% T 5 treat and
repair %2 EDRIE TR E DB 720, T —T V%
VLT 5T NS\, MiE FONEORHI I, —f{L
EHR, 100% HEiRERER, MEEREZ VS, LWNEKE
%, PR % TR 25 A ¥541%, MR (Qp/Qs) <eHiliiL
BHIEOF FEICBF R VD LIAENSKEL R DT
Fick a2 H\ 5. EEIREZE, S REOEEIRSE
RN FRIREE, BRSO FAEEE, AT b - B
HEN T — T IVBITEIIR A ERU (TPVD) 77351 ATt
IR ASHE B SALDUREE DS DAER], 40 LI Lo VT JER)
ICBWCEB T, F72, Mand CT »EEREZIC L5
BIREFME, 40 mL boTE, MRG0, BER)AS
HET%12LL LR BRI b EETRETHL "7

BT —T VAL L OEBEOERKER, AR5
BUSKHELEm L 30, QLML shr—7
WEFERET A EDTROLND.

g S

HRR 2 BMAZTKEREICHT D DEHT—TILEED

HWRETESTVAUNID
#E | IETUR
ISR UxIb
HEEM EOEMIEREDERICHT
DAT—TIRBEPLIRTDAT—TIU
AVF—RUY 3 VF BATEKEDE C

BICHBUEREEBIC, BULIER
HUERSHT =T IVERET 2.

5.2
EPS (2% 3)

AV —0EX, JAARR A N2 NOER, LEXE
=P AT — N T F URAT— T F v F R ED
HEHALLER 2 EOIREIRER, FHALRDL — Tl
BRET R EOBWIRE ORI, B sshFE % H Y
& L7AR A7 EPS (XBRE SNERIOARIZITHILDL L9
27 o7z, EPSI, ZNHEPREMNRETHY), edk
(2479 SO TIZ AR WAS, SHIPEAEENRICK 375 CA 2 A%
UoNA B LA HTIRE L2 EPS X, R—Z A=/ % ICD
FHIAF OIS % HIWT S DA S5, AR ML
PERRITKI B EPS 13, (LB Y 7 — TV EREIBRIC, BASER
P OB B L 7R RS20, 7o IR & 8 L <7
VEND D, FiERR EPS R 3D v v K v FOffflEEE L
T, HRIRER A= ¥ 7 %479 BB O His HEMOMERE,
LB — DEOREM R E 2 REEC X0 ) — FEEM
EOPBESNLEHED) — FREERMOHW 2T 51
52 BPSIE, & ACHATENEARZE R SVT % VT O
R LT, AIEIRE X ORI ZEEAEIR O B JE R L i
BEIEISE 7213 ZEBENL TR FITERED) A
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B BEATIIEESLETH S,

1.1.2

B EHREE
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L 53R = 75 0/ 55 O EE 2BV
H9%.

1.1.7

ACE BHEE
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2
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EXREEDU T N —458IH BEOR
WEEIRIC(E, BRTHELWDED T /Y C
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la RIS S RS TJOAAVT7=R, IVESZR, XYY, EILX /=)L
NaF =2 U3 e
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CRT (##2% 9)

CEIERINC X = HIERI, LR, B I ONG
EWIEFEIAD 5. LHRIEFRIOFEREER L LT, —ik

NTIIEZENFEFRPPETH LN L . LoL, L=F

FA4E RRPAE

HER7 EXBMVRBRBEICHTIEANN—AX—HD
HEETESTVAUNI

R IEFVR
291V}

I935R

TRIRSEITIE 1R 8 2 = ORI EKET 2
(AAREBIREIC K DREER2DZD) DO
BECEANN—AX—NZEAD

Fontan i DRKEERZDEE CIERE
N=RAA—=H7ZEEAD.

AERIETRIR, DR ZE, BDRdHZE
PEOIBEDLLITR2EETOYIIC
EARN—AX—NZEBAD
TRMDRBIMEREET 2 RIAHDIEN
BEBULLER2BEETOY IICIEAN
N=RZA=NZELD

ERMDRBIMERERAOSEEF5T
EEZETOYIICEBANN—AXA—N7%Z
BAD. E<I[CAMPE—BREZETOY
O DB EN D BEE

AR M DERICEBIESARIKCT
TEAFTIDAEEN 4048/ DT, BULLIZ
3MLULDLMEILEZ EBESHE, BXA
INR—AA=DIBAHEERET D

BERRD U< [FBEEFFEHICIOMITE
BRI 2HE, BANR—AX—7
BAHEERT D

7IU—2 3 VMR I AT IESE
DBEAU T N —HEaEDD(C
DEABBEXR—Y Y ITREDEEAN
N=RA=NELAHZERT D

TR OEBEMHIC—BEEEETE
FEREZEJOYIOBHENGD. fT0Y
O7ZRS, RENEDEMZE EBIESH
A, BANR—IAX—HBAHZEZRT
)

SRENEREMP—BESEFCFR
2EZEJOVIT, 2K IOV IHEE
IBEE, BANR—IAX—NiBAHE
EZEULTHKLL.

DREEDSDHE, DWRIEY— NZiE
AORETEBFEW (fefeL, miTERE
NEEFOEDEBA, ¥ v SAHOAR
DRRU—RORDD EEDU—R7 D
TRAZELICIRETL, RETDIL).

(BABRRES. 20187 LUKE)

[e4ZErr] 2, 5, sIEEEHEZIREBMULE. LR - /NRICETD
SEHEIFAEVC. Minds DRI U—REIET Y AUN)LZHIBRL
fc

SRERUAZEDERND ST EETH LRI LHEEREZ
BWTE, BFEHR - LN - LDERFHICOW TR
RN CET D, SHI1T, BREOEREEHICE
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BETIEFVAUNI

EIEFVAUANI

VF RICMITBREARLERL VT [CRDD
FBIEDSDEHERET, DIHELENTRE
BHRAICLDHBEIC, ICD ZBAD.

FRMDRBEBE CERZE S DS
HVT BdBBE(C, ICD ZEAT (5
T=TILT7 TU—2 3 PARFBA
BERELTEET D).

[RERBAD K Z 1R DIRT R MEDERER
BET, BROEHHEK35% U TDOLE
KEERTZRHDD, BREEZHRE
TOEUARBIRDFRINDEBEEIC,
ICD ZEET D.

Fallot PUBIAENT & DRKIED U X TR F
(EZIEE 2 (FHRRES, NSVT, QRS
12180 S UMLIE, [REFHAZEDIRAMEL,
BREBRZIRE COOEMTEIROF
F) B'3 DL EHBDBHAEICICD ZERT
3.

#e12
ISR

IEFVR
LURIb

FODEAZET, NYHA DHEBEDFR Il ~ IV
DML ARELZZE U, LVEF 35% LT,
QRS1E 120 T UMM EOTEEMTOY
I CTRBEREODHEIC, CRT ZiEAD.

NYHA DEEBEDRE | ~ IV T, ADZERRH
FE35% UT, BS QRS BOEADEL,
40% LI EDDER—=YVIRNIRET, T
INA ZADFFREAFH K[| BIM IR = T
EULTWBEBAIC, CRT ZEAD (FiD
FDR I EHAIE N S D single site
pacing [ CRTDREELS2D).

FDERET, NYHA DD~ IV
DEULAEZEL, AERHEK35%
BUIF, A=K QRSMIE120 S UMLK
romE2EMTOY IDHFEIC, CRTZ
ZEID.

BOEMTERET, NYHA DD 28
I~ IVOEBHOALZ2L, FOLEEEN

GERMEDEEBET, HOEELE 35% FEO% AT, DEILA, QRS 120 =
DT 0D 2= BT, NSVT 72 526, UBLLEOBLENEEEE (ERaH
NYHA DHSEESSE 1| FT2(3 Il DDREAE er ; ggé”;; vo) BBIBE(
RHBBIEAC, ICD ZEET . =
P ——— - NYHA DVHSBESE | ~ IV T, D=
0 e = 40% M FDDER—Y VI RBET, 7
: A ZDFAHFEBOZRET | -
12 n AU LORBHEETEHLES, M FLTLDHAIC, CRTEZELTHE
ICD (FH#EESTUEL. No benefit W (EDEDREFDEEDSOD
S ORT. FERTEEDEREA sgi)r;gle site pacing [¥ CRT D& L LD
510 NYHA DEBES 38 IV DB E 1! :
EHEEES o MEDARLRIT, ICD EHE | L NYHA D # 88 23 81 ~ IV C. QRS 1
WL, 120 SUBLLEDOHDEEFRIDZSH
e OIS JOvoT, ETROEDERERS S
???Tﬁbﬁ§;£&)éEF%;§ rldEAD B D, DEFHEFELTL | b
N - ey . RIO{C X =P \
IVT B2VIE VF (2, ICD EBADNE ﬁ%;ﬁééﬁgiiii?ﬁiiggg
DD SEE, DARY -~ PR FOEEET, NYHA DEAESIE |~ IV,
RO TR (L., MTHE, QRS 120 SUBLLEDFRLAN IO
NRERGEDBA, >0~ MEEHOER, 5T, SRAMBRICHITBARNAANE | b
DAIRU— FORDD ca U — k7 FELTLBHAIL, CRTZEELTH
LREECICREL, RETDTL). &L,
(BAEBRRFES. 20227 KWHE) o o
(KZEH] 2 BEEOHES S2E Iah's | CZELE. 118 MBS A= OEOSLA SHRET S
e P50, NYHA DIEESE Il ~ IV OiStE
DALZEZL, QRSB 150 S UM E Ilb C
DELEMIO Y I HBBEAE(C, CRT
ZEBLTHLL.
NYHA DVEES 58 IV DB DR 2 7 2
L. SEORDEBERLNGD, DE
BEEFATOEOEEZES>E2E | b C
[FE#ERS LS BIE4(C, CRTEER
LTHEL

(RR—=(ZHE<)




HRER9 ()

g IEFVR
952 VZa9 "]
DRSS DI & D S HEREED
BIRZNZD, 12 » B EDRGHEHS ngﬂ C
TEAVMES, ORT [ZHEE N
DNEED D 2IEE, DAEU— R
ADRETREN (oL, mTHeE
MAEREDEA, b NIROEE, B
DR — ROKDD &5 — K72
PREECIRHL, RETBTL).

(BABBRHTES. 20227 LUHE)
[caztErr] 2 IBEEDHREI S A Z llah'S | ITEE L.

WCRESEEREE - W7oy 7 EETHELZY, O
ER-TUTERRELIZNTHIET, QRSIFEOHKT 2T
BENBHDH. FOME, LEIEFRIETIESEIL, B
B8 T OARENEILT 5. HADBRIZBWT, Ll
FEFII~DHEREZFE X, QRS IEZ H K S 472 Wik
EHENODUT HRETH 5.

ZOLHIZ, BRELEBRBREICBITS CRT OIS IE
DEFEICEV RS, RLRIIEAE, A%, HOE (L
FTEIRE) IZRE T HN 232 S5 1 ZHBIIRF TR
FEFRBDIAED ZR L 2L 57\ 2022 (s
FRHOEMATEIREOS A2, L3R LR 0% IR
WD/ — 2 DFAET 728, CRT DGR ) — FALEIC
OV 2 D], (LEIEFH D8y — 2 FERE L Tk
SES AR g aR b ML MATENRE IS A
CRTIZLUE TV AIZZLL, SRS T AR, L=
FEELD S MATHENARTH L7020, BHOEANE
Fns.

2.4
SHElka

HIEHBIEICIE, ANEIROFERI S 2 EE GRS, L
Fe R BUTRT T 18T L A R R HIgE L
TG DB, — BN OZERGEEEITHE ) AF 1203
BINVERERR (W05 A A ZXFA4l, LB A A XFA0, AVEHG
IEHIRIEEEANT) ORMERLEMEICOVTIE, T TIRE S
NTWD, ERMEBIIED) AR 5 EEiG R &
L COEYA A2, AF ISR 2B ADIENIZ,
5B A A AR RENREREIIWTT, VT 103 5N EEIR A
BADN AR ED DB s AT N EREPREE
DEALRLAT NI DOV TIEEITHE SN LRETH Y, i
B2 EPS 2179 2 EAMERES NS,

FA4E RRPAE

3.
PH, Eisenmenger fE{&E$

3.1
B¥

WL OMETIE, MEIRVERTEIE (PAH) (R AJER
PO 5~ 10% &6 5 L Wbl ph3 2037 byt
E D40 A T —7 )V PAH 2582 12 L 72 AR PR LR
BAREEEEL VA NI DSOMETIE 3% THY, K
NP R CBE B PAH BB EL1E 5,000 ARRFEE L HEE S
7=

3.2
RAFZXEDEEICHS PH D535

%~ M4 PAH (sPAH) 1 PH =— A5 4HD % 1 #1E
L, WAL Y >~ MERMIET I & 2 e R A Rz R
EEN, TOIHHAMEIGIIFEIEE PAH (IPAH) (ZHEELS
5 LLCEEER L VEIREOY ¥ >k (VSD 2 &) @
KRKIBILTIE, KEOELAY ¥ v b (BREAN) SRLE
W26 TAMI L) FHNZHEFT L, Eisenmenger fE 5
FECEDR T, i OREZER LD #ERE O v > (ASD
7% &) TEARAMHOTSH ) RIS PAHIZES 2\
ZEDLVA, L ATRRIBTIERAIZ 2 > TH S PAH
AT LH D,

NS RME LR BIZRE S PHIZ, 45 1 BEDSHC, 552~
SEEXTYRTIShD (FR16) > ALK LR
TIHMELERBOGH (528, LR, BEN, Tl
1R X BV 7 L B A BEOERE (55 3 BE)
HE. MRS & &1, BB O PHIRA RS
EARFE L TERINAITY, SRR ssemshs e
bEHHICHE S LED D 5.

3.3

EDLL |

ZrE, —f%o PHZWHEICHET S, AikomE), "HE
H3d W% RE) 2528 L TBLIEPUETHS
B3)™. & ZERMAEETIE, L 7 — T VA
R TTE 20N Z, &5 CT, LK MRI, TEE #{EHL, L
RS L O 2 SRRl 2 2 L S CTH 5.
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NSRRI CIREZTETA NI A >

®16 HMAZXKMEMRERICEHI SMEIE
(2018 F=—RNHF=ZER/ET D)

$£18 MEBRERMSIE (PAH)
1. BRUDEBEEDPAH (Vv ME/ Y v MNEEBEE
PAH: sPAH)
1.1 EissEmg
- firE#N 57 - BIEUic PAH
- fire RARRBE% (CHETEL (FE) Uiz PAH
1.2 I\E7E (restrictive) 5Ei&ZEEH Uiz PAH
1.3 FKEEBDAEE (non-restrictive) @F&F%TFIC KD PAH
(Eisenmenger FEIREEICE > TLVELY)
1.4 Eisenmenger EIREF KEIFITEIC KD PAH DIEKRIR,
EZ0(C LR UfeIMERTIC KD AMEEBZED PH %
2L, BEBEORKEERE (PEE) (CRDEBRIME (F
7 /=) mERULTLDIREE

$F28 MORERBICHSMEIME

FOEBE - MREREN LR TR : FRMEORER (E=R
HES /RABIRE, BEAEDR), MRERAOEMHE F0=E
ROFBRE, DEEA, EM RN IEHDESR, iifkihss
IRIRZEIE EDREZZON, VWRIZRIASNTLIELRREDEZ .

SE3B FREBRZBRICH S M=MmE

KSR - SIAEOYRAETH S PH ([CAIERENFELCBAICIEE
DRESZEERDBENELS.

PMEFZRL. Down AE(REY, SESFMELMICINA CRIBPEXM
f¥BkEE, COPD FEDGHDEELED.

F4E MMEIREASMER=E
FRMRHMEREIREDOSHFHICNZ, BilC/ED SIBIEMIEE
1EMBME (CTEPH) DEHICHZIDEHIRT S.

E58 REEHME>ED LTLEWVITEIE
FEARFABIBEIRE S (IC KD PH (SPAHFBRIEEZ 51N
%), Scimitar FEI&ZEE, Hemitruncus 7&& Fontan fBERICHIFD
FMEIKAD LR UBIRALZE2 T HRE (PAHEMEBER S
ncuLad).

(AAEIBEFS. 2022, Humbert M, etal. 2022 £#BE(C/EXK)

3.4
A
B SERYE DR BIC BUT 5 — 72 PH OIHERIZ DWW,
SPAH |2#% - CRailii§ 2 (REK 100", 04, KB1E
2% v MAEPAH 12T 5 treat and repair D& (PH iG7%
FIZXDNBIERD D 2, FHR#EL W LERIZY v~
M A RS 2) AR P, basETE, Rl
MIATDRCVBODERETH L. ZOZET ¥ Aldw
FEARTHTEDH SO0, 2023 FFIHRE S 7z 17
BICIMATENRE 2 IG5 &) D HE#E L 225
7= treat and repair (G 7V T Ank, B4 &L THRR
T2 Kb R L ET A, BRBROD DRI
YWV TEONIRTHS.

3.5
B FEE
PAH o % B 5 K 5t f= T & L C, bone morphogenetic

protein receptor type I1 (BMPR2) %13 L& L7z 17 #fx
THAWESNTWE?. ZD%HMT, BMPR2 % SOXI7
VB L CORRMEDEEZME ) PAH & OBE 2 /RIEZT 5 )
EAH YT Z ORI T 2 DDA TSR
-PAH OFEFERHERE, OSSR E T 2 il d E 2
bNA. Gtk ECIOERLFMIZFTIC LY, #aNE
T ZOTIRNERNMEOEE -PAH OIRIEDFEANHES
EWEIEND.

4.
AF—FIViakE

4.1
ASD

ASD O 77— 7 )Vik#E (ASDO) DiEsd, © ZkfLH
ASD, @ XKIEEAH 38 mm LT, @ (Qp/Qs I2bH 5 F)
LREOFEAMDY, b L IL ASD 2SAF RIS ([
HY, @ FHIE LT) mifx bk < RIBEBZEAY S mm L
E, ThHAH GERODFAF I —VDRXy T TR SN
2FEH OB T N1 A (Amplatzer Septal Occuluder,
Figulla Flex 11 ASD Occuluder) 121z, 202148 ALY
LB OMEIZZILED ePTFE EAR 7 4 v N § 57
P4 > GORE"CARDIOFORM ASD Occluder #3114 -
7233930 380 202 L B LEEEDO NS AZETL (erosion)
AR THIME SN TBY, RFNA AL ) KEIIR
JEF#EKIEICB VT ASD FSAAT L D Z&elfThbhb 2
EAEE S

ASDO OFSHEDBEIRICB T, AT v 7 N—>
W7 KIEROFHIDSHER SN S, FRIE LT
TCEMINGDS, RPTEEMREE TIOENTI—F A F
TIHEDATHONAEZ L LB 5. Erosion, 7 /354 ARALTH]
WRIEFEFZEOFEMIIEECH Y, Ao —7
A FCHBETIBEICBY T, fTFNced TEEIZ LS
TEREGEM A AT . PASHA IR I IPTesE: e LC 6 » HM®
TAE) AREEAT).

ASDO I, KEBLUDLHEIZBTA#EICLEE, 4}
BEFRAM & AR TEPHEDOREEDFEIK . 20720,

SREMIZRE D T — T VIRIEA W RE 7 ASD 12xf L Tl
ASDO 7555 — i L 72 5. ASDO (2 & A B A PHEE



F4E ARNER

PH NEDN IR, HE, FHE (v FOFE), SHHR

DI O—XT PH DOEJREM
FOEBEEAWRE— 7 MR >2.9m/s (&< 3.4m/s LIE) RIEHD PH ZRET BFE

B pH ompst
- | EroRERRT L IEERE

PH D—ARHIREIRZER
MEHRE (SETMAEE, BNP, MEAAXGZELAEE), DEX, HE8XAR FlhikiEsE (Dlco 886), Hamimn
TN
[RERBICE CTHERIZENGRE O
- BUREERES. CT (ﬂ@ﬁﬁﬁ?ﬁa%%aﬁ) SEDOFEMNAXERR v f\ dE%E{)) BOCICZDMDEFEDF T v 7
. /L,\Hﬁ MRIHZKAEEME - ALK @RE) BIELZSCIODEY R K 2/ O
REITIS L"(%ﬂﬁuulj 112

%@1’@@@1#5@%@1
WOHT—TIVIRE (BOAH T [EARE, Oxymetry run, LOA 7T ROEEITAE, MOEEY, BHIER
% 48 PH OBV D HNIEIBEIRER L RIS S

%

PH BEE (mPAP > 20 mmHg) — PH DjREYES) H
% 2 B PH &6t 24 E 3B PHDEH /2 FABPHOEH /32 | | E5BPHDEH/2
MmPAWP > 15 mmHg %FEVT < 60%, %FVC < 70% B> F IS LTHER BEE, FmE, &%
HADPVR>2WU (T Th&E, MEREREIC ICEBDGEWMKRDK | | CT CORSIFHEHE
(PVR=E=2G4 5 E28 | | HEESLU/BLL Li?’@%l&ﬁa BB LB A E RN
PH (DE2IA) EDBK =
~
%12¥/1v/|~'riPAHO) i)
* PVR > 2 WU [T & B precapillary PH 975105 PAH DIFEDZE
v DT RENT EERT (non-restrictive size: ASD 2 20 mm L E, VSD & 10 mm L,U:Z;c‘:)
« vV MK AEMMRORAE 3B (U BiiREE Rt E DELF) /Eisenmenger DIFAICIE PVREITIS Ul v

> MeERYT
IEDDEE 1 B PAH A COEHIEZET
- FIEAONEG EITK DRBERDZE - BEIRICHED PAH OEHDEE CREMZETLIN TORMIZEEL N EEZLY)
- EEERTO—, Fibroscan, B dynamicCT, &7 —4% (MWEE EFEREZRRT SR, RV AIVRELE) - F'ﬁHJfE}JI_
TEITHE D portal PAH (PoPAH)
- ZTOM, PHEREEMLTERR, &M PAH RIEE, PHERERIERE, HIVEREZEICLD PAHEHITERTS
L N S EBLINED D PAH ORIEEEN G WS SIS F I EIARIE S ME DT - BBICEL S (TR16) )
E3 MALXREMEER-MeDEZHOZO0—Fv—b
(Humbert M, et al. 2022°% & Y {EX)
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NSRRI CIREZTETA NI A >

HRR 10 BAZKMEIERE - EOEORKRDEE GRICET HRETET VANV

Vv rbhEEHULE
PAH

3 #E | IEFVR
ERR%a I952R LRI
S0 ML IPAH [CXEUTU XI5l 72TV, BENELHHARFEZTL, U
v MEEM#EETF PAH 2 ETB. C
T REREE | N E K (restrictive) | HAIRINEERRL, RINDDD5E, BPIMER TOEMEDEEE, b C

MATBRESHERD&(CY v MEHEZEE L CTH R

Vv NEIEICEI T B IS E IPAH (LU TER L THLL. I1b C

KEFEY v MERD
PAH

(Eisenmenger fE & £
[CES>TLIELY)

ASD, VSD, PDADEETIFPVR <3 WU THNIEY v+ SEATE -I
w35 "

ASD. VSD., PDADEZETPVR 3~5WUDHE, REROHDH lla ©
BTy v NEAEEERT D"
ASDBETPVR > 5 WU DEE, PAHBEECCTPVR<5WU R b ©

TETUEE, vy PRAEZEZRLTHRL.

VSD, PDA, TDMDEBMEHMALEREDEZRDEETPVR >5
WU DIEEDY v NESEIE, Vv ME PAH ABRREBRODEEEE b C
PIfEER C DM/ OERE, MITENREFHIMMDZ(ICERB LU THLL.

ASD £ T PAH ABEEEA%ICH PVR > 5 WU D ASD DEISSI(C
BUTIE ZDBD®ETF ACHD-PAH AEREDEEFEFIERT Ib C
DIDWEEE - MITENRBIE EDMBIFFHRDBH ETEE LU THLL.

Eisenmenger fE1&ET

URITFEAAY heiTWMEU X J7ZB1E U T 1 Bl9D PAH AEE

EEETD. 15 B
ERA [FIEIRD I D Eisenmenger FEREE CH U CEBMBEES T Z B
WEITDHICEBIREELUTHAVS.

SEEEFWE ELICHRZOBEICIIHBOBAZERT D. lla C
TEBRELZERTD. lla C
Eisenmenger fEIREF Cra U A VB CHDEEICH L TIF ERA D B

BU, FDOROE, AR, FNEE FEIZEOBETERHARE llb C
ZEBLTHKL.

Eisenmenger IEIREF COHEIRZE T 2 \E TIFEL). C
FEEIARNEEAE Eisenmenger IEIREF (CWT DY + >/ MEAEZEITON ©
ETIFFELY .

R RNILMEERE Eisenmenger MEIRRFICK I D im#EHE (+/DPMEET) B

BHULIFDHENBEDIEZERT 2.

MR M DVRR DB A FRROSELHFIMER TTD

(Humbert M, et al. 2022°% & {E%)

LTT A D (19 0.5%), AR, BifE st &
P SN TV B ¥ Erosion 5B X% 3 H LW
DR, FIUSEBIIC O RET D (19 0.2%) ),
1 D AR R B S S D A B AR A 47
SEEDN AR,

BIED b E. O LR REE

BXPEIIC ASDO A A7) IRIRIRIE )T L 515 2 L h5d 57
F7oEE PH %A 0F L7z ASD (2xF L CERMp I & ARG
TN A% 272 treat and repair 2SO ANE D BRI ST
\/)Z) (E 4) 333-335),

4.2

P A TN — 2 F T2 ASD —EEESE BRI, T
INA AR BB IHTEIIRERAE DT = & — S CIEE S
%ﬁi;) 351-355>.

AR, AF 12X 5 CAWRIROENNE: - e L
72. AF & ASD #EfliE ASDO RiflZ CA 247\, D%,

PR
TOF % &G st M B % & 72 L 72 R ORI
T AHEHTIE, DDEIC BV TE WSS &
NCTERY. Ly Ui @i Rl e 22 25



FA4E RRPAE

REERE E HEPIMRANEN

Eisenmenger SE{REEICXT T B 7R
PAH AR A FERICHS CC 181 1 AINA TL <. SEARBHEICI,
BN T —F UGB ETIRENS, F 7/ — 8 (=7
1 EDEHEHE [Sp0, > 90%] 75 &) B MRl COEAEHD v b
FEADHERESNIHERICE, BDhT— T RERTS. B
B, b MO CE AL, ERICE SO AL
(EDNT—FIVEE CHINT 5T EHE | g7 IS AIGHEIE, EME, WM S EHERORBABIEEN,
EREE N,

Eisenmenger JEIRBED B H DHET Yes
FLWLD, &EEITHERRNGHITEES)
No 1 0"‘
- PVR< 7.5WU "¢
- ¥ v MR O#EFHMENRE
TS < 35mmHg Z&EETH ? Yes

v 2 EAHERDOHETE T EIIRE
= PVR X Qs (fFIMRE) +AHENAREAA

No 1 Yes
MERRSHERRED ? //’

- —E8bEZR (20 ppm) A

vy FEAKETREM A LM DG E T, UFOEEEFIVITS
« 10ME MRIZ K BBOEERED RN T LS (RVEF > 40%)

- PAH AR A D £ 3 1 BN MITEIAEA RET 5 & A HER
WEHSHHTHEL -
E HEDWEERD L LT, vy NEBEORHEEI T
LUTROREERE 257 / SRS + > ERSEISICE BT %

- ACHD i MRI 1825 : Qp/Qs, FIDEHLEE - AUHDES

B CTRE  BIIEEOEE, DHOMSIRERESE S
B SN N DRIEIRRS vk DEE

- EENAR

EoEY LEWSEIR, &2 15EMmL, miTE

- 100% BERIRA -+ B3R 15 L/min
XA

l

—25% L ED PVRET

o J

PAH REZE 1 AlIRES (CAEMITE
IRMERIGT A B)

PAHBEE 1 BlziR5 L, —EH
EfEz R L, M7tz BT
(TR

2 ERPEEATHBEIRBSICIXERPEBII TR / 209> v > I BREHTITSRAEIC
T Qp #8853 L TZ DR A MITHIREMNICFHET 5
BIZIE,
- DEFRBIBOMEIMITIC KD PAH DE SEHMHE
< DERRRIEAE I L CEIAR/ \> T >~ /ASD-conversion 7
ED Qp Bl (FhEhAREEE) DA
CEBDY v NHEETBHEEIC—EY v FOBMEICL D Qp B
TN RDOFESR

¥
ROXEIFRETEHLHENTHT

l

W/ REEEDOGEE, FEREA
AP K OERD B ERSE T Fh Eh ik
INV T 4 7 DG EAE 4L DIE
B T =S B

¥V MHEHZERITL, PASERISREERE - MLLILET,
DUBIEEA IPAH JREIESH C LD VWVaRZ G T 5

EHMIC MRl (+ZEITISCTOAT—TIV) ICXBZBEEH
BE

4 RASTRMOVEE —MEIIREMEIED treat and repair D7 )LIU XLy
(Yao A, etal.2016%, NRES, 1FH. 20193Y, N\RESE, 1Fh. 2023° LX)

BB REERER M RISES T TV
BIRTBIIR A AT / B4 (TPVI/TPVR) OF FPE
HEN, bHETIX2021 FI2SAPIEN 3 Ff, €L C
2023 412 Harmony™ FpA BT & 4172 %0 [ &
820, bAEIZBTIE Harmony™ % 72 TPVI
T 57— H D0 Ehs, TN, ZEA LI,
JAMTEI ) A 27 OFEGIEFIZIRS &\ ) it sz, Lae
L, ALK BB IEEENS L, BTN THo
THREMIIE IR F BRI 27 2 %6
BV FFAIS 2 FA7 1) A 7 FRIE TOVHN A S s ST
WA, TR EREIEEVERN YT L7t CHLB
T, 8H T — T VIGR O 241, HREOT

S5 QOL D, M & HHEICZ LS QOLIKT D
VA7, HEOCIEFATRIEE ZER L /2ERT 7 2, KA
DIRIBRMLE R AT, ZHAE NN— N F— L TRAEINHE
L, TTPVI2RETH 5 | &I S 7 ERI AN & 72
%, TPVILIIAVEHAAR I oG i b B PR R OB BEAR 421
M@ X, RO AL LR SELHEE V)
RSN TEY, L THRHFMr &3 A E# TR
W IR KBRS oW T, AR TR AR
AT OBIS & FAEICE 2 %Y. SAPIEN 3 713
Harmony 7 & 13587 1), GHREHEKICEEZREEST L2 &
IFHER IS N TR, 72, HERBBEHBICHCSN:
777 MEBEAEIZR T 5 SAPIEN 3 3R EICBI L T
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NSRRI CIREZTETA NI A >

F= L%, BRI ED T T 7 MR OMIIIR
5Nhb.

TPVIIZ X 2EEREHER, FEHNET 0.2 ~ 0.6%, &
A BHE 3.9 ~ 10% LS STV 5 ¥ fEke LT
TPVI i&# % BG 1, WIS HEHEN S W EMICH 5 2,
TPVI A OEMHESL LT, HERIMETORILRIZLS
(FAE) EBIRFAZED ) A7 SiE ST b, BBk
V— CHERFSEENRE RS 2179 2 L TR EROW
BIRFAZEDO M REM % 5-l 5 2 AT E LD, EITLE
M[EIT CT THERB O & 2, EEk A
FEIRHEEOMERRT FEMS 2 2 & 05% . RIGEOEN
12720 T, AT — T VI LGRS 4 (THT)
thaiaxAs, KT — T IVIEIIRFA B (TPVD) EHEE
SICHREEL, MEERILUE L A S T\ D,

4.3

PDA

LR EEAMIC L5 0ARE, PH, LEEAEINRE
HREG, LM A A5 PDA E, BASERIREOMIGE 72 5.
B £ 2.0mm PLE o8Ik & (& AMPLATZER™ Duct
Occluder (ADO) DB G T 5 37 T8

HEO5E

$5 BB LU 6 TOFME, HAMEENSS | HAE
BHE ABHEAGRTA K54 > [IEREE IR -
OFIE, EFEICET 24 FT 4 (2018 4ELETH) | 0
A B Sz,

1.
JLaveIvavsr - Aoy
tUVI
SERPELHBAA T B IS HHHRIZ DV T O

PREE, T OBANEIC G £ 570, R DB 5 L

MIFE L. 72, BARRIHRIRE 2 2832, FRTCHE
REAEEL T ) 72 T) 2 LE, SESELRAT

¥R - &

CT O MDA, BIIRE OTERER A IKALD 7345 D FTil
WZERTWS, BREOPUILIMUREIIAETHY), MRI
IZOMIBL T 5. AIRKIERERL TG ER AP BIL, &
iR PR R BIE L9 <, IRROEIRE S ) 7 A
MAEZTEET 2.

4.4

BEEFET (BIEFBELU TR)

Je NG BR 2 FRI2 BV T, MR IZXES % MitraClip® %
A7 7 — T VEIRTTERA (M-TEER) OB RIS
RENTWS ™ & 2% MR 1243 % M-TEER 13,
SEYFRILIC RN THEICEMTH - QOL *U#ET 52 &
ARENTEY, KREDHETA T4 2 Tld, fHZEN
FeHE 25723 EBIC BV TIE M-TEER DHERRREEHWIEFT
ML bEV. M-TEER D &I il A > 5 —~Xr a3
NIBUIF BRI ASD 2 &) A7 FEHE CIRER R INE & A=
U73ad, BEMMELET 2. $/04E, kTid
TRZX§ 288 7 — 7 V=R AIEHGN (T-TEER) 2SHW
LNTEY, bOBEORASG KRBT L COifFs
NTn5,

LB, g, &

HRTH L, HEFIIETEL LTI L it s
179 ZEDTEET, K DAEEOE VIR A7 OFHiATT
&%, RAFBEDSHIRE Z D) A7 IZOWTIE LW Al %
BB e, AERTRPHEORBES, L0 LB
HIZO% 5.

TR A 7 §Fii & L Cld, modified (WHO) 7338 (R
17) 23R L L, THTHhDBEOBURZ IR L 728278
Lo b LBMYITHHEEZSNL 0 13p2, TR
JAZIZOWTORITY) v 7k e LT, Cardiac
Disease in Pregnancy (CARPREG) II 227X ZAHARA
237 O REDPHE ST 57 ZAHARA 21
TiL, R EREE T A MR E LTERS
By, BRMEOEEZH T LM, L0#EG L7k



H5F MR- hE, i, T

£ 17 modified WHO S48IC K DERMDERET L DIFIRY X5

R 22 FELL

Y

I FRIEN

BATET DB L ity - BEfhEpiTRE / BRERITT / BB SR
BMAEHAEERDEINE LS U < [FEEEN - RIFFBAIREEENE (DBTRRIE DEPRIE,

FIRERT. fEEREREEE)
BASETROBREENEBEREHERDHR | iRk

BRI CEEDEVREE DEFRIIE / DEFHREXR
il
- Fallot U EE T

BHMASEL R E A S FHIERDPEEZIEM B
I~

- BEEERERT (ERRHE>45%)
- REIR— S5 (REDARIAGR <45 mm)
- RENIRAEZRAEMT

BASECROBRSENEHEEHHIERD
EEIEM. FMROBRIIHD YT
Il DR, HIROBRICIEEPITFT — LADZED

ERBESE TR
DI F ) — NFRBE

- RDERE
- BIFISIKRE TEMHEDEL) Fontan T
- KIBEF T —URE

BEEN. HREER. EROKREHiEZ
ZhRE. RGOS, 1l [CHETD

DIFR)\— bRk

WE - TOMDEHRLR L DERE
- REDR— S5 (REDARILGR 45 ~ 50 mm)
BAETEROBEDENEBEEHEERD | ERESREEHER | - Mkt HmEE

- EIEOHEEEIR T (EEHRHE <35 ~ 40%, <30%.
NYHA DHEBEDRE Il ~ IV )
- REIR— S (REIARIGSR > 50 mm)
- BIERSRAEIRIERE

- BT IR

(Regitz-Zagrosek V, et al. 2018'”, HAERRFS, HAERMBAREESR. 20187%, Canobbio MM, etal. 20177V #&E(FXK)

IR A7 FHiEEE VA S, $72, EEM AR D, BE
EUELZ T EIRTERTHL™. FLarerys
YT AR TR, ERICKARIE) A2, BE
B~FIRHORE) 27 TIRARHEREIFRIC5 2 55
% BEWNESR, EYHREY o BENEE, BE
2o TS, BIE, REEEZ & OBRE AT 5177
7k @ modified WHO 337 7 AT b L 1E7 7 ATV
BT ZIERICIE, HMEIZE DA 1) v 7 h s
ENTWE'Y RS A 7 5EGITIE, HH OGRS
TEAy ) v TEE S L TMIEIC D72 b BT — A5
5L, EENC AR TR &) <R
FRETM % 37T 5.

2.
BHABIRZE (L & D MESHE

AR - IR ISR\ % G- R A B LA A 5
N, HEREERIE NS HIZ2LT 2. SRH0Z L,
RAOZE L IZRFMAR D720 D EHZLTH 555, B
IEBRICIZAME 25, oL bPBE G 2 IR &
DEAUL, IR SIEE D, AR 28 H~ 32 HIZHK
L0, AR 1.5 (51235 4. CO AR 20 ~ 24

HITRKERD, ZOBROFEL NV CTHERF SN A, IIRR]
FETIEBHICTECO A, HIRETIEB I OADE
M5 EIE-T, CODEEMS 2. SfEIZIZTE
WU PE, BX 2 300 ~ 500 mL OIMEA -5 A & 4K 7E
WANEBATT A, F72, SMERIIEFEICL S TRER
DIEHEOMREE, HEHREOTFEHPHEZ XD OO TS
1,000 mL #4132 77 G o iSRRI X 1
KTL, WRPINCIIRIRER & 5. ITRZIIIE A5
A% WIRRM L VI FL-EEFTHLH. MAERETTZ b
Oyy LAY —¥iREogB T bT 4. MR X
D, B TEE - HE bE A,

DL BIFBREALE T =S, R LB EA BT T
VEIRIEIRIE & ) b.OANEE, AEEIR, A g8teiiZe & ORHE
DIMEEBHEY A7 25Ew, &L, FEF7 7 —EHLLE
BEDb 7 —BRLLEE, BRI L0 BRI RE
DEREZET I TIIAHHE) 27 25 [FRRIC,
R MAERE L EOERNE 2RO 27, —f%
Th— P EDENTI F70 EREBIEREET AL
PEZBWC, FEMOCINESBHEL, 5% LD RO
LIS SBHREOTFNETFTH ™. Zoiz, [HELE
FHOFEBEIED KO HNG.
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NSRRI CIREZTETA NI A >

®18 FEITEDHHE 1 FROEIERR (\—ILiEE), ERZIRIREKRE

1 FROFIRE

UX—=IL3E8D
ERAZERTNERE - wiE

—fRE FEER
e Edi]

IIEREER KANEMTHDHN, BEREIS R 0.5 0.5

TENERDIFES L CEEMBDRIZEU, BB
FUBEVD, BRZHITSCETEVEEEZRT

JOr2FOVE P BRI e C e C e ] R DD 2 58
WETanmEy | O 2o AEEDESICO BEAEOARICLE | 01 | BEMEE (EABICRERERE

251 5. FiEEEHEBENZ2THD, KhEINEBUE DUZS)
IRNEJEECHSD. BERARGYE PRI ORERDY

AODBD, FAEFISHRETD.

MEEDS U X T BEICIFERER
THd (MiEMEsiRk, MERE
WMmERSE, BERAER 35 mMU

STEGEATICEIIRIEBLN, BERBEULTKSY
ITH, MieE MEEFLENBECHD. F7/—

il T e TIOEE CIIMEDFEIENZ ). Eisenmenger iE | 3~8 0.1

R RRCIADIEERILE F 7/ — P ORHHSN, £T1 815 LLEORES, f5s
RIEIC K DR AINHESTN TS, WS /B LERNESIT S
BAREDEELE).
| gL, BEEEEEICER U
;;g££~bi/ <TROGEL. MEURSZBHENSDS, T | 5~10 | 05

~OT Y ZRAWVCBHEEIC SNTRETHD.

BESRICIE U <EE U CONE—EDBERIRFE SN

OV R—A BN, = b F—ERBICEDDTHERMENFL. Mk | 15~32 | 2~26

ZYEFRLIC, (FNDBHEAESDHADHERESIND.
IN—hF—DEGE | )\— bF—DOLZMNFEARELDIEEHD, BB
Fir FEEHREZRIT) | MICEFTITHSIUEL.

(Regitz-Zagrosek V, etal.2018'”, HAEERRFS, AAEMMBARFESR. 2018”7, Thornes, etal. 2006™ E#BE(TIEX)

0.156 0.15

HRFP B EER A3 E > 40 ~ 50 mmHg), (A4 (NYHA
3. LHERESHE TIT ~ IV ¥, LVEF < 35 ~ 40%), Marfan i
i&!& R (AT REDIRIERIEE > 40 mm), ¥, 77/ —
CHLLEE (Sp0: < 85%) | BT HNT WA, IHiR%
LI E XIMEE L BITAEIR SN DA, B0
[EEEBEEOMR - HEo#E, EHEICET LT N Gzt muke) A2k, FERMOEBEL AT ARCHEICE
T4 Q018 LTI | TlE, MHIROBII R R k=% W ELES L ECTH D, TA8 ITHTET & OFF
B35, HDHVIILIRE #IT A Z EAvimd EENL LS - (R v = e L
J%HE & LC [PH (Eisenmenger JEMERE), FEHilsszz (K#)




HO6E

1

Rz ERAE

FAR R S E VR R AR RE Ll 2 2 IR AAE
Wa v, ERIETIEEE, s, EEE, WK, B
T, 5, B BRORIR, A947, FH, BH)ok
L7z B . ARRREEE  IHRAETE H RN & SRR
FRREEI S NS, HEetE AR EHE O 541213 T
BN CTEEENLTORY 7S50V (PG) DG 5.
PG IZZFNEMEDIEADRNE 2 LWETHY), S5, T
A BB S LI LICE N RAERREXES. Lo
TIHBEDOHE—RINE LT, PG AHHEIETH S NSAIDs
PMERSNS. EHIEAEZ AN Y - TUTF AT
BASE LRI VFAMLVIRIETENY A7 4 (LNG-
IUS) OffHA R s 2™, gz Aoy - 7o
7 AF Hid43E (Low does Estrogen Progestin: LEP) 1,
MARFED T A7 B HEEZ TH L. TEREGEEL A
T HEMEIH L CTid, WHO 2338 ™ 12 oW T o
HERHWT 5. LEP O HERIL, FUBtEREATTHN
TWie\ AF, AFL, B @i (v 7)) w45
Bl &), PH, Ml HRE KEOBEOHK >4 cm,
Fontan f§5% (7 V7 7V & G56% &), F7 / —XH
DR (TV7 7)) 5% G ), MBIEHIREE, Drit
EDTON TR WIEEREE, 72 CERAEKT (EF
<30%), EEIRESRTHL™. —7, LNG-IUS (ZHiL
B LS BRI A AR b R S
TRBRE STV 5, ERERE~NOHEHO% &R L
7S A SNL

FHEME A RRREEE L, |19 IR L) B BRIRAEAS
ARHEEE RS X LTV A AETHL. ERKEDTFE
TR I HRED BB L THIO TR I ENEL, 5
MUOBRI SN TWEZ &3, BRI S M
TIETFEANBAEA R A & 70 B BEATE . (ISR 028
BRSP4 121E NSAIDs, LEP, 707 AF
YEHE—FIR, GnRH 7 I=A b, ¥+ — L% 5K

F6E RRERRSE A

RAiZ

ANFAE, AU

ELTHREGT A, BRI A ML Y - SO AT VR
BHEOXGIIFEEPLETH L. TS AFVIiE, YN
FRAFU LV A NHRBEA SN T0AD, kb
PR, B G2STTRETH 5.

UEAE,  HREREEE O BB ANTRINAT) S Lo 5
NTw5, BEMELTEER ARV IZERTE RN
&, FORBEIL L L, ERAREANORMTEL T
HLZENEF L\,

2

TR

ANAE &AL, [HEES OB LIITREHLL, H5HH
M3 5 2 LR BE B> TWEDIZE b
57, WIROBZ BAWVIGEERT L W, TR A
LESZNGEEZLEE T 06 LEFRSN, ol
AAFERHMRARFSIZ LERME LTWna ™, I E#HO
HATE LB IO A LWIMT 5. MERBFEETIE
Fontan {3 THBERNEOHES RV I EHHTH LT
200 gERT, IIEET, TEET, SERT O
FTNAEG- L T 2053 572012, AP CTHRE
DITONBED, 10 ~30% IZEKRAWHTH B, £72, 1/4
ERUEALETH L, METTEHEVHE Y 2T 554,
RIS EANRE S C L IR T B 2 &0 B, — %Y
WZIHERITIEREN 2SO BRBSI, ¥4 3 2 7k
NTIHE, ROV~ ATy 7Ty 74 5. HEIikEEHs
B DEAV I FEAT O DS, T BRI T
(OHSS) IZIFEFEIVETH L. OHSS OEIEFI Tl =
DIEAK - BIAKASHFE L, R OIELD STFR MR DT
SIS 27 BIRB E OK T~ O RE AR 3y
B, BHIERS BT 2 TRERH L. £/,
OHSS DAREIFFH T A b7 VIREETH V), TEBRIMAE R D
T EME > TR T 28N D3H 5. LRI ZE
L T2 DI THAR L 72355121E OHSS [ZEEALT 5.
& 20> |Z7R"F OHSS O A 7 2)iffi & SHETIZATV, 72,
EIERFICH ) AT DEF o 72 & HWT L 72356 12133002
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NSRRI CIREZTETA NI A >

X199 HREMARRBEORRALLEDKRE - A&

®20 EBRRFEREEOY X IRATF

ORI A kT D N ES B L. RIS 4T O A2
BRIV 72 . BE SRS 2 JIA L CTIREE 2 S0
ERINT 5 ZOFHTIE, HEEICL>TIIE P20
DOIHHESGA D 55, FugEEEIThbhTn

BTE

1

HRESRE

FERMELEERIL, A IZEAS % major anomaly D7
AT, PR RO BFE IR T 2 FHICHEEOEWER
HE L WDbILTWA, b EIZBIT R CEE DS
13 1,000 ADHAEIZH LT 10.6 NG SN, WekTia,
1,000 ADHEIZH L T4.1 ~102 ATHY, HE2RA
FEFEIZERD SN P bpSENI BT B IR OB
DISHEARIEIL, 1980 SR DO TIE 1.06% Y, 2015 ~
2021 FEDFAETIZ 13~ 14% TH o712 727201, %
KU GEBRORBINIZH TH Y (FT21) P2 kKD
H—Tl3 5w,

BinEREW/SInTFER, RER

TENRIE R=Z54VURIEF SRARIBRE T
| = 2 EH
R EIRS ST IRE 10 mm I EODBES >17 @
TEmEE OB R IR DB E TR 537 —)L>3500 pg/mL
IEZ T BIRDNAZEL > 24 & FRONE > 15 &
M=215—8mILEY> 3.4 ng/mL

FEE

(Practice Committee of the American Society for Reproductive Medicine American
FERREE Society for Reproductive Medicine. 2023*? & ¥J)

©2023 American Society for Reproductive Medicine, Published by Elsevier Inc.
BRI ERR

LEBAITE, FONEIC Lo TUET— B hlrd a2 8D
BRI ALE DR O LN LS EH D S, EEHBIEREZ1T)
FEREIZ IS L D IEBR AR R P DR AT 5 bl Tld a7z
B, MERIERLEVLETH 5.

M

2.
SiCERA

TR OEBOBICNERE LT, ki (Gefff
BoREg, K& BEERE) B 8%, H—#fn T (K
BT ORER, RERE) 3K 5%, REHERE LT
FHEDBS:, 45990, 3 Eh% 2%, R0 DR 85% 13
RAIAC, HBOBHEME T X 28 EEH & BREEY
EROMEMERIC L 2ZRTEEEEZOND ™. BT
13, BefRREEGRE (RO AROREE - RS kR
‘¥ : chromosomal abnormalities) 13%, 4 fRMGIK L%
EUEAT IR (copy number variants: CNV)
15%, H—#{nF5HE (single gene disorders) 12%, 5%0
60% (XRHEAI (BEOBEIER B L OB ER) &
FIIEN, EEWERAGE 2 IHBH S THE XY,



2.1

REFER

Yt R E CIIE GO REEEERTZEL, O
GREE LCTRRMEERE ST 2 (R22). P v3I—
B RF LT DY EEOBERE I, FHRERIZ LB <
BN 5. JefafhBa T, —MRICER OB RO DS
BENL, —iERTHEEDOE VSD, ASD 7% X D&
W EATA 0, — MR CHERERE DR SR PO
PBOFAREN, FRE O CL My 23546
(f5l : Down JEMEEEIC BT 5 AVSD, Turner JEBEREIZ BT
% CoA L), ZDIRIIIEDIESIEIZFE JOAAK
ELHG L TR IREEATRIE S NG, BHD G /Ny Koy
Yl IR EE T, FISHEIC XD BE AT 2L
DT E YRR ISEFEREO 2220, BERIERNE
LEBEAEHT A0 D 5.

x21 FZXMREROKRE (RIER) RIORLEHEE

BT7TE BRERER/EBLTER RERE

2.2

BE—8inFw - TEIREF

H—B (5T - FEFEREL, A v FVEOBEIRR (FYg
fARBEYE [BFIE], Wit [90], XEgE) 2L
AV REHTH L, REFTRETHINFE STV LIE
BEFESN TR WEENDH L. £, RNEETO
ZIHRIFAN L o THBORE TG % b 726 TR IEEER
BEELCHRIEL, R ERIZZOEMEL L TRDD
N5 (F23). H—#nTHE L TIL NKX2-5, GATA4,
GATA6, NOTCHI 7z &, UsinE 54255 285K
T, VT FMEERTR, UHERAE - K 5E(E
FON)T Y I DEE SN TR (FR24)™, 2hEh
ORI, B—EEZTREfofcho s 45134
vy (Rl SN OBV —# {51 /N) 7 & M
DWTCIIARE 53 12k 5).

Reller 5 van der Linde 5 JSPCCS FAE 5
IDEFREXRIE (41.8%) IDEFRRRIE (26.2%) DEFRRRIE (89.1%) | DEFRXIE (32.1%)
IDEHRRERIE (13.1%) IDERRRIE (16.4%) IDEHRRERIE (28.7%) Fallot PO{# (11.3%)
B AT (5.5%) BIARERF (8.7%) HIRERE (11.6%) DB RIS (10.7%)
Fallot PO (4.7%) B (5.0%) el (6.5%) FTERMEEGL  (4.3%)
RENRAERE (4.4%) Fallot PO (8.4%) Fallot PH##5 (6.1%) D) Teh S (8.7%)
BETRXIE (4.1%) REDARAERR (8.4%) MAMEEELE (2.6%) MAMELSELES (2.9%)
BIRERT (2.9%) FTEKRMEEGL  (3.1%) REDIAERE (2.6%) BIIRERT (2.8%)
TERMEEGNT — (2.3%) REPFRIEAE (2.2%) FTERMEEGT  (2.0%) BEHRRIE (2.3%)

) HANRERRFREFZECDRANL, NRERESFIERICBIIDENZEEICLTVDIce, BEEARRMO—MIERZEX
REUCHERBRELE T D EETOENRDOND. KEDHRS CIFAFERBFLRFARERDHSICLN, EIRERE. KB
IRiEze, KEIRFIRZE, OB (WDRDEDRER) 1% <, Fallot UE, DEFEIIE (6.7%) HAEL, NEEDRES

ns.

(WAREZETF, 1Fh. 2003°, BANBREEBEZES. 2022%9, Reller MD, et al. 2008**”,

van der Linde, et al. 2011**® Z&E|T(ER)

K22 BMAZXKEVREICHSNDBELEREFERERS

REFEEEREE BEEFEHIEES
Down JE1&EF DEDERE BZEHRREXIE Falot U, DETREX 40 ~ 50%
(21 hUY=—) 18, BiRERIE ’
Turner FE1REE (45X) KEDIRAERE, REDRORAE, KBRS 35%
22q11.2 R&IEIREE Fallot M%), DEDRKRE, FMENREIEIDETRRIE, 80%
(del.22g11.2: TBX1, etc.) | FEAMAIBIEIR, B R KBIIRSHEMRT, HRBIREHETR ?
Williams fE{&EF REDHRS LBOSRAE, KBIIRRE, RIHEREIATSRE, 759%
(7g11.23: elastin, etc.) TENREZRE, SlE, £BMEEELER °
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NSRRI CIREZTETA NI A >

K23 MAZKEEREICHSNDHBEEE—EIGFIEREE

FE(REF BIGTFEE BIEF EREHIERSE BiHIEE
120241 PTPN11
3p25 RAFT
12p12.1 KRAS
Noonan/RAS/MAPK JEM&EE | 2p22-p21 SOS1 DETREXIE, LEDRKRIE BIRERE, BIRERMT, L 85%
11p15.5 HRAS KEUDNEE °
7034 BRAF
15g21 MEKT
19p13.3 MEK2
e 20p12 JAGT Fallot FB#, RE4MEIRIEZEDBHRXIE DEFREKIIE,
Al e 22 1p13-p11 NOTCH2 KENRARETE 93%
Char FEfRBE 6p12 TFAP2B e 100%
% = VAN % = e N ey
Marfan JE{RE 15021 Fibrillin1 BIEAGE. ERABRAS, KRIRTRER. RRIRAES [ 00
HAR
o 9933-g34 TGFBR1 " » -
Loeys-Dietz fiEIZEE 3022 TGFBR? EIRERE. KBIIRAIRIAGR, KEDARARRE 50%
Holt—Oram fEf&#EE 1202 TBX5 IDBEHRERE, DEFRKIE 50%

2.3
RIEHERE

JE R ORI ARSI RE 3~ 8) 1[2R I
L. ORI, & QZRENERICE ZEEZ TR
< (Y, CIEDOFEREN L LRI T V. F
72, BRI B O 220 oL R G BICBEET 2 3
OHH L. BIEHERIE AHA ORSE IcFoonT
W5 (FR26) 7Y RS bAsED 10 HROBT %%t
QL L7 RHER A R — Vg (a7 )Villd) ofiR
nh, TR OB SSEICREE T 250 ) A7
W2 T O XISz (BT - 4 v Xtk [95% 12
FEIXH] : ¥ 32 A-5.78 [2.30 ~ 14510, 7NV 7 Ofi -
4.86 [1.51 ~15.64], F&JT3E - 3.80 [1.74 ~ 8.29], HBlO
BRI, - 3.42 [1.91 ~ 6.13], REEOAE#DS 40 #ELL
- 1.59 [1.14 ~ 2.20]) “*.

2.4

SRFEIR

Z N2 IEER RN L BUE R & ORMAEAEHIZ LD
RIETHEEZOLNLHDT, KT OERELERE, &
LRI 72 R EH 2/ T HEFIDIEE A LD
AT D, MBOFRFRET (B—TI3RROGG R E
Z2F) BEWIHIMYICE E, SHICRERTFoOEEr %
J, —o0IE ERBM) 2RBIELR) V-V RET
MZEoTHMAENDHDT, METITHE - % HF

ETELNWHDTHL (F]26).

3.
IR FELE DJERE

ZRTRIZOWE, 1 EEBNO AR ET A
O — MIERT 5. FEEOFFRRITREEREIC L 5T
BY, 81 TPEREGEEOSS, RT-OBBRIESER
EBLZ2~5%TH2¥4 oz ki, LRMOE
BB~ NEFNRKRIZ, RO SO RE
PEBSIE S AHEDS, —fRIZB B EIEHE (19 1%) O
2~ S5EEICER T A EAERT A A 2 NERME
DEEBPVLEAIZT ~10%12, 3 AWEEEI21
50% LLEIZ EASS L a3 G, BEO—FEEIL 60% FEE T,
VT LOBRBENTHRCEBEZ TR T 5 L IEES 2w,
PDA, iRz (PS), ASD, VSD Tld, LHEIAYE\
RC[E—DOEEEIIET DI L, TOF OFREFTiX
—HEHMEN.

4

HFREOREHE

ZRFEIZOWE, WOV NDPALERIECHEEAT
HIUL, ZOF BRI CIREDFEES DHEEII— K



BT7TE BRERER/EBLTER RERE

x24 BAZREWVERECHSNDBHEE—BITFR

ARG FERMDERR

® 25 FZXMIRERICEHSIIRERT

B BRI
o e Ty Ep—
e 8541), EEEE (RS : 4
122 [RR] 3.0-6.0)
A WIRERE, WEIEE, Falot AL
| raotme, pEtEcE sness
JETNTRIRE | g (ERPLDEE : RR 6.0)
LF/— MHERSEESS (8 H0F VIEURS
(C5=A) L)
UF L Ebstein 7/ (FcRMHEOEE : RR1.2)
. REIRAEE, EDERMERE, AR
fgﬁ%%; WOE, ABIRSEN, DEDEE D
sehlE/CE, FIHERE
RIS, ADIEE, ADIE
SEERE SRR % DEHERIE CERMDER: RR
1.5-3.0)
- MRS REE BV 20 U ETU X
! 9 (FERIMEDES : RR 1.5)
e R e —
=3 (EAER)
S PIBIRRRS, DEFRAE, DEE
[(=%E=]
21 Fallot PO
p— (FMEDES : RR 0.5-0.9) (FIHEINR
(tk HFITl | ®RERR0.5-0.7)
NS

(F3BH, ED. 1986,

Jenkins KJ, et al. 2007 °, Hartman RJ, et al. 2011
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T 2 602).

ARG 2 PR S i~ KRR I ZFLY VR AR AR B AT A
FERENL Y FEERIT 1~ 2% KiTHY, Mtk
WO THS BIFTHL . SBEEOBEIGIE, —
&IIZ Qp/Qs > 1.5 THLREEAM RO b, i
ERPLAMR VI A IS E SN G HIZ Qp/Qs
<15 TRITHEIG R LEEZ SN TOERTH, BAM
VAR D R AL X ) B A I bR & 72T
WELHVIEENSUETH S, $7- Bisenmenger L L T
WAL L A0SR0 5N AA12IE, Sk
BoOWMEIIG U CFRTESAE R SNS. £/ PHIGHE
OB LB BINIER D ERS AL TN D5, L #E)S
RIEF Y AIARTHTHY O, FERIIIRER 2
Pt - BPEEICHR T 2 2 e EN L. AMIIC B
T, Qp/Qs < 1.5 THh->THKRENRIENLE AR, FHEGT
IR 722 DS AT S 2 G B XV RGBS E B S LD,
AHMZBVTIE VSD ICR T 288 7 7 — 7V BISHART  FE ki &
NTWDY, SHHER R TR EAMMERELH Y ©7,
2024 FHAAEENARKRTH 5.

W5 A I 7 THRIEREERS N VSD O R
WP RIIRIFTH L. 7272 LA B AR
WIERLE LC, AirfRaEsRiisg, o 0EMeei T, PH M,
iR T o THREIRFABLEL AR LRGSR O

17, (mERELR LIEESLETH Y, £ 1 HEED LD
FemBlg RSN L, L2 Qp/Qs > 1.5%i# 25X
7 BRI LR FAED] & RO R IE % a3 N&ETH
D, FREBREKOEIIIIEDY A7 D350, BT
ML TH S, PH EBEBITIZ PH AHEIEDE A L& B i)
W7 EDWERIGAELH Y, X0 i R 72
OFEERE R 7 PR - BRI T 2 2 LR EN L.

2.
ASD

2.1

A
B>

ASD 130 LIV TORR & 73BT, R
PO T~ 13% %, 40 L E TR LIERED 35 ~
40% %0, #9201 TRMIZS W Y. ZRILRIBATD -
DL, I —RILKIE (AVSD AAse e Rl e %), #
AR RHE (EREIRINA - T RERIRIAAY), iR K48
2ds (BE10) 7. ANEH» S EERALTIEZ L DfIT
EFEIRTH Y, BIFAAENSL Z LS. BIWF 10
mm P EOXRIEE L ORERITIE, 1T ACHRMMET
LEMEEOHME I, REBOT A XL LERERE,

K10 DEHERIEDOESE

a. ZXRALKIE  DEFROPROINMAEICRBAFETD. 26D
#75% Z55HD.

b. ERERIRELISE : B30 i@ RERZH D ENDD.

c. NREEREUIKIE

d. EEORRIE | EaRiRICIEZEFR D DT NILS A 7T unroofed
coronary sinus EHKIEND. ELABEIRERZNED CENDD.

e. —XILXKE: DEFR NMADOEEABE LICRENFET S, 5T
LRAERRREAEBEEDUVD. SIHBBRFIRICHER (VLT
N ZEEVBIERERER S ZEHT D.

SVC: LRE#MR, IVC: TREER , TV: =&F

(AABEIREFES, FH. 202190 LuHz)

[BZEFR] a ~ e DEBAEEIMUTE.



FEHLEDAYT54T A, PVRIZE>THIESNS.
s e & BIBEIRTF25NH Y, FigmL HAZELT 5.
WENIEATEDFRTH LD, PHORPHC L DHLEE
MOWBBAONLY GRS L. — T, kR ST
HEIREE L EOGIHAE) LRI TIAT Y ADKT
W&o T, EREMOBIMEALNLZELHD. T,
40 1% DUFELZ1X AF/AFL 7 E OANEEIR TS A O BHEE S L,
I ZE R A & Vo 7 RREDEALICEI S35, HlsE T
WTRBIIROUEAT 2 £12 & B4R #E OB (platypnea—or-
thodeoxia syndrome) 754 U A KFESR MIEASHIREIZ 72 5
B bR EN5S, ASD DR 30% A%, 6 DERMEL
REE BT 5720, TNOEREL SHRWE)IZBED
WL 72 BERCRE L2, AORE, R
Ik, PH 2 &89 %. BIRHFS LT ZRHYRSEIT O H
kL Zetid T s, BEHOFEGEDNH 505, Bl &
REBEHEWABESLEE 2L, ZRILRIBIZBWTIE,
2005 2 B HOHENE A SRR B9 ASD B $H AT 254
FHPASHAT & 36 SEEEIGEH L e o T 5.
2.2

BRPRFR SR

2.2.1

FEAR

ASD BHEDE I, AT TIZE A SEERICREA
T 5. AR > THOTERRENDEMD L L, FEIR
ELTIL, B, B ZEFIENS L, EZEICL S
R R AF 12D OARSER, Wil CldaAEHIc LD
KR MEDFEREI A TERPHET 220 5 5.
2.2.2

B{FR

BT T, EAEESTPEED LOERT, TED
FEME 2L, IEDIRF B M ORI RIS X 2 U BEH
e R VA ek 7 QU ) SRS 1 S N 2%/ .
e TN AR LS 5. AT A IERELC K 1) R
BOMBELZIL, IR &) B A I3 MRREE %
BDD.

2.3

BREMR

2.3.1

VEE

TFEETH H 2 DL, HELIREICITE XIZAF %
BT 54 AEaemlray s, HulEhn, HEIRK, HE
W SIS EREYE T I 7 EOFT RS A SIS,

E16E EF7/—CREREIKEE

2.3.2
HIER X #3%

IR & WL C, BREIIROILRIC L B /EH 2 5%
i, BEOIK, MINERRZOMERR EDHRLNL,
|233

DI J—ERE

ASD OWEEZWIZ BT, TTE X, TFEMT &M
#TH%. TTE OEGFAES], TTE THULREEZ NRIE
BIRLHIRIAEL O W, MR =R 2 & OE OB,
77— T IVIRH O BGEHRATHE =¥ ) > 7121 TEE
%@T‘)ﬂ'&% 611,612)

a. RIEDH

B e aaulrEty, g, LT Tu—, et
BT Tu—F R TR A, LAREIIURESTIE, RIEE
BEW Y — DASFATIC R 5720, FRy FT7o MIEBsT—
FI77 o NeDENEESTL AT —-FT7I700HT 5.
EIRIA RN B e 7 7 a—F TIRRIER Rk LT
V. R - AEIERD ARSI B Db SR ARD
T\, FIRBAVIS WA, BRI R IR 5=
TEE OAPEE B, BRI ER CT X TEE 0130
OWEZW % EET 5. 2005 42025 D 20 ERTT /81 A
B2 37— FIVEER TIRILVRIBO TEREEE 5o
Tetzs, MMM 21T ) BIZIE TEE 12X - TRIED
T A X, T, DR E OMEER &% SRR S LB
b, FERAEREG], KA ORER 3 MAEF 7% & T,
ASD R PFO 2 X 2GRN TN BT ENHY, 7
T— K7 IR MEET > b T A ML IS A T
H5b.

b. BZ&f, PHDEE

T - REOILKR, U Z5emi, (LEFED
FFERMER), SRR Y 2PV GEEIC L ) koo
B - AR S PH ORIEZHEE S 5. 72771,
I EY IR I 22 R0 Ak 22 & S BE 9 2 85 601, A =
HIFE =B RIGEIIE E 2 S nWicw, EEEET L. =
I THOURDILRD G S NAUSE E R I D 5
EEZ 5, Qp/Qs DI & R 87 SR DR
BEHEILE 2D,

c. Qp/Qs DA

HE T & B o MR E R 2 2 2o
T EPSFHIT S, 72720, RADHE, HERHTE
B ICHIH TE R nWI b dH Y, mELRERLIE
WD IDEBENNTETH D,

. BfHEDZHER

EMETRBIR 7 L7 FOE B &I X A IEET T, il
BIIRFPAEAE, F IR, £ EREIRER O

83



84

NSRRI CIREZTETA NI A >

FHIRTAELCZ\) 722 EOEBHEDZINCO A TH 5.
2.3.4
CT

HERUR AR OB B £7 0D 75 Wi X0 fili 1 IR U 22 DRI
HMTHL, F72, BV AZHT AT 258E TOREER
IWEGHOBMIOEHTHS. 72721, ERAC AT
L7z, WEAT VIV -2 R H8H, BRGNS
RHERIGN T A M AV I P BFEHEE B W TIERD
DETH AL, RN THREZ1T).

2.3.5

MRI

AR il IR VL 5 DRSNS HI T b % D3RI
CT L0555, T/, ARIRPHEREOEZF D
WEET, Tl R 7 RMREIEIZ 0 B RS- ORI

HHTHLY, HF) = AEFIILTLOLETIEL
vy,

2.3.6

D@D T—TIVERE

PH R IDDEIHEZ ED 2 WEEBE T, JHREEAYH
GBI SN TV BEA, LD 7 — 7 VR
VFLHLETIE AW Ua L PH A HEH T,
PVR D&Ml & f 5k Bfr 0 3y B 12 & 2 Bl R ZE o)
ORI, HUh T —T VREIIVETH S, F2,
Qp/Qs D FFAli =2 Hli AR 5= T B8 7 & OB BHEDZ W D 72
DIIFHEISE R0 D 5. Fhie) A7 WFOFTE, L&
KT L7 & O BRI B O FHI AL e e, £72, 4t
BHOBIEMN I SEENIRE S & 2 FHliAT L ZE L 72 .

2.4

BATE

HAETIHI L A EDREGITIHRN AR ENL720, H
RFHBOT— 5121970 122 207 — 512k bk,
20 i E COARBIZETTH DA, 30aHE S LA
EREHHEINL, ZDt%, SHIEFERIIETT 5. 60 %
PLEOFRTEEIEAE 7.5% LG SN Tw5b, £7260 A
THD TERZ R BT, 70 mEEOAEFRITH 95% T,
80 & T 50 ~ 60%, 90 #ETIZHY 20% THh o727,

2.5

nk, B

2.5.1

YT
a. DARICHT DEWIEE

OAESER, IR DD 61218, FIREER S 21T
9. EIMES G CIRBEEER G 21T, DR RARo

BTEX5, 3 CICERIREE 2 X7: L TV AILA12E,
FSHIAIR R A~ O ARSI, il - i,
FEOAREZERT LGEDD L. Z00, & LEKRE
TG RFEWERE AT . HARMEERIFFSO 12025 4F
YET IAEBIET A N4V | #BL, LAEITHT
% SGLT2 [HESEDORERIEA 2 a4 5 ™.

b. AF [Cxt9 2AEaE

AF % 38E L7256, 2E08E ) A 7123 L CTid CHADS,
A7 1 U R o5 PulEEE T Cc) ALa v b
O— )L %A%, L) 22713 HAS-BLED 227 % v
TR L, @82 PuBERE LT, AF 2R 2 Bl
BLOPUEREREEICE L T, HAMERZEEERO [2020 4
SETHR AEENREENEH AT A BT A > | 12852,

c. PHICx9 dARIGE

543 3.4, [THF ] OHE SO L.
d. [E [CXHT I FHHRERIRS

ASD HARTIX IE DY A7 L banize, FEIRPUE
I GIRETH L. NERGR 7T ARG 6 7
AN P27 2 EAERITH A2, #5249 ASD FA
FHAT D TE TlE 6 7 A LRI EIE T 2 B RO HHI 2 E
HETHIEETHBL, BIAZEEZORDIERTIE, F
FNIROMA OIE R % £ T 5.

e. FASHITE O/ VREE

PSR % 6 » ARIEPLI/IME A ¥ 59 5. AF @R
PEZERS A DRG] C LB U 2 LRI % Mkt 5 17

2.5.2

ASD BAsHifT DB (HEEz 11)°"

BOROIRE AL S LD e B g% 700 5 fEFI T
1, LDEAENR, EBIAREOMT, PH O#4T, TR O
HEAT, OAEDFERER &2 FHiT5HT, ERD % T
b ASD BT § 0 515, ASD BISEAT I I3 H R
HIPASHAN & AREZ 773 A ABISRIT S 1), PHEHAN 85 AT
HOGEIEL PO FETIHERT) LD,

PEk, BANICBWTIE, MRt (Qp/Qs) A%1.5 ~
20 L OB EEBEIDE LTELD, 77— T IViGEOY;
BEROFEIZD DT, HE - HELRKEBD S
LI RBEERIEAEKD B, PVR <5 Wood HAL (400
dynes: £ -em °) OIEFNIIGHEIL L ST 5D (HEES
FAD. F7:, REOKE S0 bH 5T, ASDIZ X
LA BVEIERIESSER] (322 9 A la, TET Y ALV
A) F IR ERERER R MIE (platypnea-orthodeoxia
syndrome) 2SHFBH SN7RER] (HE2ES F A Tla, ZE TV A
L~V B), PVR > 5 Wood i (400 dynes*#5-cm ™) T
HoTh, MEIIRE / ARBIIRIE < 2/3 F7-1% PVR/ RIS
EIL<2/3 THY, @fhe LTEAE (Qp/Qs >1.5) »°



HRR 11 DEFRRISHAEINICET S HRETIET VR

(2091

[M{TENREMICE BN DEESIZNICET 2™
TRILASD ZETHBEICHL, HT—
T )UERSET AT S .

—®I, EIOE, EERCRE ASD ™ (TN
L. ARBIBASRZITS.

DEMTCO—RKNEALEKZEAL, M
FRPRET DMEMFEFENDICEFTE
MEBEDORENHDBEICHL, =K
LASD DAT—T LA ZERTD.

FDORBEFMREFTEDHEG®, T
A ZBEDTESH DD+ TIEIEN
FEGICBWVTIE, ZRIALREDB>TH
NEBERSHITZEE T 5.

Platypnea-orthodeoxia fiE &8 (C T IKEE
RIMEZEEUICBEF, HT—7)UEAHE
Ml CRIBEREZZ R T 5.

DEBEMTO—RNEaLEEzZaL, F
7/ —ERERD D O DEEED#FAR
Bz@Ed dEEIcikE LWL EBEICH
L. ZRFLASD DA T —7 )UEA#HTZE
EI3.

NS XFLASD ZHET HFBET, [Mix
FEIREDYU A I HNHD EHRASNDHE
(FREERMNRN—AX—HEBE, RHAICDI
DERNT—TIVEBE, BEERELRLE)
ClE, AT —FIVE#EMZERLTCHL
W

EEEHRD S 0 FHEIREDBIRED 2/3
LUF OB EPRMERTINE S MERT
D 2/3 AT DIBE, FMEIRREICRIN
UREBOD/U— 5 5REE T CDIMITE
BEICRIED RN, FMmEEAD 5 Ilb C
Wood Bl ETHo>TH, BER/H
POEAEMTZZEBLTCHLL. 2L,
fEMEEOSEICERLTVDEIA
BT NENGDD.

MiTENEM ICER TN TR
ASD ZHIDEET, FDDBERATZ ]

BIFWVEE(F, HT—F)UEASEMIEHE | L0
TEIIULL.

ZRALASD IAD ASD 2B T HFBET m
(& DT —TILEASHMTEESB—RRODBE Nobenefit
EE LTRSS N,

I TR MEREIEREDETZHD m
“XALASD ZBT BERETIE, HT—F Harm
JURRETTIEAT D NE TIFTRL.

L MTERMICEREE, ALROBEREMR, ALAE 0B
JEBICLDALRDELAZIEYT. BEFNICETSLIE, XK
BREEBE OGN+ 5285 D@EUEY A XOR#EEDEECTESD C
&, BEAPIREREV O ICEIBEICRFEZESAENT L2
Y.

F£16 8 EF7/—CRERBIER

2 BiRRE, WERIREEL ASD (S DWW TIF R MEASETDIREH D
DOTHIFEIE TV XTEL TV,
(BABREZS, (Fh. 202177 &Y)

AONDRER L2 5 AT, TETFY ALV C) b,
ASD PHSAMlT2SE R S5 . —75, PH O3EWGHE L 2l
L TBY, PH % fE->72 ASD Td “treat and repair” |C
TS BRI RS A S 5 PH ABHEICIE, i T
WM Z T o0 b, M ZER T2 (ks 72
IIb, T¥FY ALV Q). 72721, ZOHEHIRERE S
LB TITHRETH 5.

— 7 THVRHIPBASHAN S L T X CTEB Y, AF &HHES]
128 % Maze FATOBIMNIC TRFAB L2 K> 720, O
HYIB S L < ZBAST & IR RIS % 2 £ 12 & o Chuflize
FRiGHE1T o720 L TR IO gD SE L T b
O —RILHER, BRI, EEEIRIEEL R LT3R
BIPASAMT DS — N L e . 72, FABFMZETL LD
RAPHE (B OZRFPM IR, 55 ik
TMRFE L) AT HEBE LT3 ARSI A%E & 22
WIERER A DIEFI R L Ch, AVRHYBRSHAT 2 58I .
—JiC, IR PH CTHEAEM O % WEFITIL, ASD
FMSHT 21T o Tld R b v (R 7 AT, “¥T7 v AL
~)V Q).

2.5.3

NEIRIEAHTTT, BRI\ ZEAHTT

AVRHFASEAMT I PERIBIRD IR TH 5 7288, FlfIC L B
30 HIEANEH 1% I F TH A b 00 0Tl 2,
R LENFPRIIBIFTHLEZIEDMLNT WS, —F,
TNA ADHEAIZLY, BETIIZRILRIBR OZ < D
BIT, 717 — T VBB CTORENT /N A ZBASHIT A FE
o TE. BELAHERERD 1% T T, byET
WP FETTIE 2005 425 2024 SEF THESNLT
W WEERIGEE 7> T\ A, 38 mm A R FLKIH
RIC, RO EPIREAS 5 mm DL kD HERITIE, TN
A ABASEMTASEE — BN & 22 5 CTE T 322 38 mm
PLEo R EWRIE, FigDAE O E RS 5 mm il O
B, FOMOBRERIZRED L 0L, SRS O @G &
k. Fiz, HVEHIER TG AR TR TR 5O
FAlF (MICS)-ASD FASEMT b M L TE T 0,

2.5.4

Z DD SHEEIC X T D FnER

AF % H 3 BIEBITT /N A AP OWIG & 7 2856018,
TN AFBEAMTHIIC CA ZE BT 205, 731 ABASHTTA
TY, TIa—HA NV CLEHRENZIT, B8l T 7
L=y aryaiTEs SEHEE Z 1T BI21d MICS-
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86

NSRRI CIREZTETA NI A >

ASD FASHT % Maze F4if & 2O H BSHAT & FERI2AT)
EHUFETH Y, AR NN S, g ERYIR &
A O LT 5.

2.5.5

ASD FAgHflig DERE

ASD HMHEF OFVEHFSER O BRI F B L W2 &
MBENTWEA, BN R 2 Fht L 726 Tld, PH
RAEMRENT, AF, HEEED Lo =R iR i
WROEPEINL L, DX REFNCE L TR0 E
MBS e b, 72, RIZIT/N A ARSI T
WEABEFR DT 34 ARid%, BEMIZBIT 2.0 B0t
DT INA ATEFEEE OMEREHRED 5720, B RE
BB 72 L RN 0.1 ~ 0.3% DOFIER & i S
NTWDH, %L OREE TR 72 B DINOFET H
0, BYNRHE R EORERISIEE L2055, itk 028k
RO MIZOWTOLTa— & CTEMEiZ 479, ASD
SO 7+ 0 —7 v 713K B3 DL B HERES 55

3.
PFO &EEE ASD

3.1
PFO

3.1.1
RRERE

IUFFLING AR BRI L ZHD LIRS Th B, % IHER
(HAERISET 2%, — KWL “IRPBA SIS L
WIGE, BB 7Sy TIRO—FHFERD, BRnE
Iz BN 7 % LSRR AL B, ZOIRE
ASPFO TH V), AR MERNHETE R MR A2 B AR IR 3R E 72

& 33 LEPREAEFAETROT+0—-7 v

1. B#EMZERACE D TH OREUITER T, UTDREZS
HUTWDIERICH T DFIC1EDT+O0—7 v .
(1) PH
(2) DBEAER
(3) AEEEET / E=BEEET
(4) =P / BIEFR
(5) ZDDIRE

2. TINA ABAEMIERE. 1 Hh B, BB, 1 5%, LIBEICH
BIOEHRNZE T #0—7 v 7

3. TIARICKDLBRZROMRE (fE - k- 3 vIig
&), TINAAREZRDOMRE EEFEPEHERERTE) hdHH
NIEBA DR

(Warnes CA, et al. 2008%? & ¥ )

& SESELIFRELEL T,

B 2E D 25% IZIERARHOE R ERHETHY, £
D7 I ATFRIRR T S 72 A 2281 128 PFO 241 L
TH U B ZED & 5 SV PFO 2353 2 i 22
13 5% & 2 5T 5 %Y ARSI PR 25 ML 13
JERL RS IR R ME 2 £ U 5. KREMIRO AT H50E
FHERIZL > TCLEFRBOEAZ T XL, AR
TR T B EFE 2L TS O3,

3.1.2
2
a. PFO i
PFO X TTE, #XUA % # & ¥ F 7 7 i (transcanial

doppler: TCD), TEE® 3 ¥ s A M T a—T#HZWi§ 5.
SRR R R R R B 2 L 1dA 7 £, Valsalva BT
W A2V ENDH L. Valsalva B R ERIF - — B2
HREDEL R W EEEE RN CE 5.

PFO OHEEZWIIEL TEE T179. JIMFLOBTE, ik
Jit, Valsalva Bfjtc 3 LELINICERENIZZ Y T A NE
B> H & PFO LW c& 5. LA L, TEE TldEEHR O
R XD 1537 Valsalva B30  53, 22K
TIAEENH L. £07, PFOZMIE, 3, T4
7% Valsalva B fif 7 W E7% TTE X TCD %179 Z & A EE
“C“ﬁ)‘é 636).

b. PFO AZRESF(

PFO (3@ NI RO 5N 5720, PFO HiEZED 5
NCHEPENTHEDEECRL, WHEICEST 2
PFO &, fAHZ2RNFEE LT, KE2RIIMFIL, Ewhr A
VE, LERIREER EHHITHN Y JLREFEMIIE TEE
TIT).

.3

A
a. Eak

PFO #°B 54 2 MM 28 CIL, IFEEHIRIMIE 2 AT 555
AP, GEERERIRINAL % 350 2 Wi A P
WL THINS.

b. 77— IVEAHTT

HEAE A AL BRI BT 7 — 7 VBB 3SR iR R
L L O EE IS TR O A AR S Y 2019
FE5 PFO IR LT 7 — 7 OVESHAT A BtR S L7z, 7
=T OVHSTORIGEESY R 34 1IRT. MIESMAEL
CPFO DRG-25% 1) 9 I RPEMIEZEZ &, iz =
KFBHEIG SIS, F 72, fREISMIE) A 7 % PFO I,
PSHANT |2 & AR) R IR S HER S TWw B ),

717 — T OVEASAM X A BRI T CHERES 525, RIFTIRREE
TTITH)ZEbWEETH A, B#HMKIZ AMPLAZTER™

»

W

ob



PFO Occluder (Abbott #1:#)  Gore® CARDIOFORM Sep-
tal Occluder (Gore #1#) 2SEATE, H AT v 7 /—r
% TEE I & % PFO HER b &I 4 D#IR%ATH. A 6F
REE, FEEMEIRNDS, TN ABE, DIREREDD
Fohs ", MRoRNNR GRS, BEEO KT
Bh D# 2> A8 2 DFEBNIIG U TRETT 5.

3.2

EE{E ASD

3.2.1

FLESEE

Rz TR B A AN A8 7 & O IR ZE R O F- 5
AL CTHBY, EENE ASD (ASD) A7z ML 70 -
TW5. iASD DFSEHHEEE, 1% AT 60 ~ 80%, 14F
H%T10 ~30% & 2NTW5%, JASD 1L A4 AKX E
TICRE T 2 L0 528, FSHIT COTHREGERIRIZ
BIS TR S UL, A3 EGAERIC L B
e, AR L AERRRIME AL, B8
iASD 71 7 — 7 VBSOS LB 2 S5 B 2040

3.2.2

S
’

1ASD 71 7 — 7 )VEHSEMT DI L E D TIE R WS, RO
TAHVE IR R IE X 2O 2 58130 ETH ), KIE
10 mm PLLE, A UBERERTT, PH % 320 AI5A I ERIIIS

& 34 DIMFLEEFEAT—T )VEAHIT DB

1. WEXRH  TEOFHEITNTHIETBEICKRERERDETH

BTN

o IIA7LREDRE SN D D18 DBRMMBEDZMERECH
HUEE

o BRI TR —E AR DA B A BT A AE
BEE

o FAIEUT, 60 mkmhDBE

o (THMDIFA) HIRLTWLIEL, HhD 1 ELINDEIRES
LURVEE

2. HEREME : FIEEBEL, DO TFELOVTNHDEMLICHT
FFEDBEICEABEDBITHHIESIND
o NECDK DHFHEEEN - RBIZMICEY XU DINMFLHERZ
BI85
v v RENZL
v IDBETFEEE (atrial septal aneurysm © ASA) D&EHF
v TXKERRF (Eustachian valve | EV) D&H#
v F77UHE (Chiari network) D&H
v REER GEIULDILEE ) k> v Y hEBETD
v RO SR\ EE S DOIIMTLEE
o EYCHEIT S NS ATC LR BRI IR R 7 R

HFEN

=

(AAREZEHRFER, EFH. 2019%7 &W)

E16E EF7/—CREREIKE

LCTHRAT2ZEFRESNA TV RY. HikE
AMPLAZTER™ Septal Occluder, AMPLAZTER™ Cribri-
form (Abbott #:#4), Figulla® Flex II Septal Occluder (Oc-
cultech #1:#), Gore” CARDIOFORM ASD Occluder (Gore
HE) ZEPERTRETHY, AT 7N —1285
RN /AL 2 R SR 2 fallid e 5725, TEE 12X
LETA & LA A XEIREAT).

4.
AVSD

4.1
BRI EREER = 11)

HAETIXEZE P R/KIE (atrioventricular septal defect :
AVSD) DM THE—E N T ab, BRI OHEED 3 ~
5% %159, 21 MV =D 20% 15T 5. FHEA
PRS2 —HOREITHY), el L RNELBI
SN Rega Rl —RKILKRIER ASD & LTH a4
NTw3, SEOILBEES, LRERMEOR AR, O
FEHPRROTEAGR — WAL O 58 B £ ULRES it R
DIER, FEAHE - His 3 - B HRIRER O T HRALAS
KT s, Rl mpRyt L= OB I
&S, LE, LEORFTOL NV TREHFEL 5.
Rastelli 513 lRTOTEHE L RO ETBIIZ LD A,
B, CO3DIZ7 A AL TWB ™, Reg &R Tl
BOIBFRRDEN L Z L TRERANEL 2200
N, FRERDVLEFRIAE T H700E L NV TORRKIL
WA BRI TSRS B,

4.2

BRPRPR R

LWNERE, BEEFREEAL (AVVR), PH, AEZEiHK
sezg, DEBRBETOREICLY), SFTSFRERE MK
FrRATRO N5,

43

BREMR

Mot X A CIEAlAE gz o¥gas, O R 5 E 7
WRASEE THIUD LR Z D L. OB OFFRI L/ Hh
ML PQ RDIEETH S, LTI —XMATIEEDRE
AR CTE S, &£ I23D L a—3FEERUROET
RIS A DI L TV B 08 B L EE RO
Em el O MRI 255G HTh 5. LA = & Al
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NSRRI CIREZTETA NI A >

RA: AR, LA KR, RV AZE, V. E£=E

H11 REEZEHRERIE Rastelli 948

P UE % 2w ad Pl 2 120y 7 — T ViR 2179, 2
FEEETIII IS AL R L 72 goose neck sign 23528 5L
5.

4.4

Fig
FFMCTHAMNICEZZER AVSD ZENTH L. &
SELR AVSD TR RTMT O T TWMAMICELH0H Y,
30MeBEL EFERELED 2 ALV A TOMH
BFRIIBFTH LY, BEMERSLHFEETO Y7, L5
HEORENRZ E DALY ZIRFL ASD ICH# 3 % L F
AR BE 72 % 9259 PH OEFTHH HH AT E SIC T
REE 7557 AT 2 B4 AW LIk
Mg SR (LAVVR) &AM HEgk%E (LVOTO) ©
D, NERIZERDBETICONSLIIEL, FDELH
LDEHERE AF ThH 5V, - RASREE 7Oy
TN X BIERAEEREISE 252 L bd D,

4.5

am, B

FATL O OPASE & L HE Z I O 2R PAE 1T .
BEAOHENEZ D A IR OB M EE & 72
B, MANHOFMTIEEZEF SRS EE T AF REET
Oy 7 2 EH% S NREIIRI TR RS D 7 ~
14% T, LAVVR (2% 2 B R 23 T b Tur 5 962
NIFEIRDE G FIHRAREE DAL M2 I
WA AR S NS (s S AL TEFT U AL Q).
72720, MAMIOFET Tl Bz Zd AEMN1E L,
ZFOF BRI E EDI LV EOREDLH S Y. FH4 Tl
11~ 22% ISR B, FFEIREZE LS5O TRIIA
BTdh 5 40 Fiiie 4 R 12 (R 17,

/NBEROIEFATEZ O 1 ~ 3.7% 12 LVOTO (23§73 4
FARFDATHILT U B O 600066667 gz bt b oy [ IR — i 1
HEOERIZZFDERO—>TH A, FIHTEHAED 50
mmHg VL FCIERE B3 A5 3Tl 2179) (E3R2 7 2
[, TET VALV CO)., HIERTH ARIARRMEK, BE
HEROBET A HEICFNE2EET L HIEZ T A 1,
IE T Y AL~V C). LVOTO Bt t4 OFFAIE 30 ~
33% &%—(};T%é 668,669>‘

PIEFATEE D 3.6 ~ 7% MBI A=A X =%
AR EVEEE LTS, DEEHIRICH T2 CA o2k
W13 96.4% L BIFCTH LA, FIEFIZ393% LD
HEbdH s,

5.
PDA

5.1
PDA O "

B A OEIIRE 1IN L 5D, KR WIZREREIIR
ERBORIKALDFROONDL Z DS\, T2 lRATS
Wr &% PDA I, S7EReBYII, BhiE7% & OEIR%E 226
I END DL VD, FEAEEREAMEALT
WTHEHEIRDOZ &b H Y, EHESHZ & TR
SNz ldbdsb PEEDLLOELGEKEAT S PDA
T, EoRLAERENIZES ) o M AN 4R
IROBEENHERL PH 2RI 256055, 612, Hiln
HTIEAF OGS EHRT 5.



#REXR12 BEFRREBCHTIFMELOEREIET
JAUNIY

#E | IEFUR
IS5 uRIb

5T£8 AVSD

Eisenmenger fE&R 8 Z £ D % 5. PVR
> 5 WU TH{ERFIC desaturation Z 53
HBDBECFFMZITDINETIFEL.
EMMEETZZ DBA(CE, PVR D&
AIDMEEEND.

(B510% 1.1.2VSD BHBBRD &)

528 AVSD

LEBFEEANER (Qp/Qs=1.5) T
FEMEENHBETHEL (PVR < 3) HE
[CI&, FMICLDRIBEHEEITS.
(B810E&1.1.1 ASD HSROD &)

J
it
W
R
b
>
>

MELFEFEHDVIEEETH
FRICIER T DMERZRH D5
[CHTBFMZITD. TDH
D NIEERTEI 2RI

S i

O 3 B 3

& e
P K

[m]

N

OO W

EARZERMERENEE THDHFER
[CHRATDERZROHHEVGEET, £F
JRERAKEIE (LVESD) = 45 mm, A=
BEIR T (LVEF = 60%) DG, &L
WIFNH—AZRBHDHESIEEERICH
IHFMZEITDS.
ERBEERERENEE CTHDHFER
(SRR DERZRBOHHEVEET, £F
BENMRIENTOWTOEMEIH D L(E lla C
PH Z £ WV\BZEFFE MM D A 88 & HIH <

NNEFMZEERT D.

(Stout KK, etal.2019"%, Baumgartner H, etal. 2021 Z&BZ({EXK)

5.2

*ﬁﬁ,—:ﬁ.ﬁ 610,671,674,677)

TTE (#5—F79) \[ZTHEIE Y 7 F )V, DML A
&5 PDA Tl, PDA B EBEIN5. & CT T
X, BIIREOFEE, AIKILORE, &0 5Z /Mol
R OFMEZIT). MRI TIRIEIIRE R &G E % &
MATEREDOHEEDLTRETH 5.

5.3

al, BB

5.3.1
Eﬁﬁﬁﬂﬁ@@ o 610, 674, 678-686) @Eﬁi 13)

FERD G 2pb 6§, JEAREHIC L 5 AEE AT,
UAE, PH 2380 258 ZI3BEIG & 72 5. $72, O

E16E EF7/—CREREIKE

MEE 2495 PDAILIE DY AY &7 b 720REHIG & 72
% (AEEREE) A 7132 10%). —77, LS 2 EHCL 22 \»
silent PDA DiAFEHIGICOWTILRE TSI T ze v, il
EHZEMIRE AT H PH 2 & PF L7z PDA 123§ B iR
WIEO T Y T2 ZUIHE L TW W,

5.3.2

ﬁﬁiﬁmﬁm 197,610, 672)

N - EiiE O PDA TlE, BIIRE O CRIKIER
BRE R L) DERO NG, F72, EEIRE BB
R EOPHERBRLBINT 5. L7225 C, AMRHKEASED
VA HEL, RIS 7 — T VRIS AT E Lo,
2020 SEO ESC H A K I 4 »Cl, Fifize BT 510
DUEBEFETLHETH, SHEND % IR0 E W
TN AEREDPEIE SN TN D,

a. ﬁﬁ F—F}bﬂgﬁﬂﬁﬂﬁ 197, 610, 682-684, 687-692) (E 1 2)

% N - ks # PDA 2R 5 5 AMPLATZER™ Duct
Occluder (ADO), BX U ADO II & HW\ 72 {5 B 12
LTI BEFRRERSHE SN TWD,. bHETY, s
BRI W72 L MRk TR EZR ADO, ADO 11
W FASEMR DS — R & e o T D, B, PUllieRE
DFFTENL, PDA BSHAT R OB MBI R OMER T L 2 ) 15
B ENDEEDSLETH L. PSR 6 » AU ERGEL,
WPORRAFIAED T WEEFINI KT 5 [E OFHHIIIAZETH 5.
b- ﬂ*ﬂ%m 671,674, 693)

A 7 — TIPS SR R B AR E TR RE (B KRV E)
BRE, BIIREIRER BRI R4 % & Tt T2 18 O BhIRE 7
) ORAETHERSND. SRR CILRLE, BERTS 5
WISy TR T OIS,

5.3.3

EyEtHE 680, 694, 695)

NYHA LH#RE0 8 11 L -, LVEF | F 6, A%
BEABI ORI ) A 7 AV, IR OB L E L
VS, KHRGICIIE I R SV Th S, LR
F G EBIIRMNIZ 2 O PR b L ZETH S, PH G HHEIOLTE
PRHEE TR T 5 2 L DS EEN D,

6.
HERHBRBEERE . AETE
iE, FWE, FTRE, HLRE

6.1
=

GER MRS BB A A, A=
B CHEZERE), 7T, EINRSAER, o EE (ishik

&9



NSRRI CIREZTETA NI A >

#REXR 13 BRERFECHTIHT—TILBEICETS
HRETEST VAR

#E | IEFUZR
952 AL

EEREBAEAMRZRYD, famEok
EHNIEWEE, FEROBECEREL,
PDAEA#EZ{TS.

T\ ABEDEIISE L TV D IHE,
PDA BAZHT 21T .

ERfEEEN (Qp/Qs >1.5) DifEME

il (PVR 3~ 5 WU) Tl&, PDA B lla C
FEETD.

EDROBEAFFHEVD, B2 TR
BILLDDHSHERINDHBE, PDA lla C
BIEEEET D

FEAIEEER (Qp/Qs>1.5) 2B, PVR
£5 (PVR> 5 WU) Z#5 fismEE
BTl PDABASZEZRLTHKL. & I1b C
B, BPIERTOEELHMDAUNETH
¥

BIRE(IC K DDHMEZEE ULEWVD, D
ITI—RECTERY I FILERD. ik
EZEBITDMENRESINDEE,
PDAEIEZER L CHERL.

4 - EEfEEAL (Eisenmenger (C3ET 2
FRABAEIR) (DR M E P EENRF (C MK
BRIEZ /R I PDAEBHICHUTIE,

Ilb C

PDA BAZHIFHER S 7R,

(AARBEBFES, 1FH. 2021°Y, Baumgartner H, et al. 2021 5%
(=)

A PASHAD

B 12 FitHte%Z AV ERMEIRERA ST

F5k%2 [pulmonary stenosis: PS]) DWW THHT 1 #F
5. HEEREIEPREEME (septo-marginal band) 2°5715
FEHMBERTNIED 2 RADMEE L, 45125 A e
(high pressure chamber) & JiiHEEHMEIEEE (low pressure
chamber) O 2 DOMEZTELNT HEETH 5. SERMELHE
BD ) BH#) 1% DFEERZIRTHET, 70 ~ 80% IZfFkk
HVSD 2 &PEL, GEMBIMIEEEEIFETSZ L
MEN O TOF L HE7% Y, BB/ R i
JZIERRO 2\ VSDI/NRIRDY 65 93% <, RAELIFA
AR ISR SN2, BAMSL T 2605 5.
FENEED LR PR S JRIE L 72 DN R e &
NTCVWBEED LY,

F BRI P OERMLHE (VSD % TOF) 128 ff
L, SMEPS IC& B85 (MOEEIZLZHIEE) THY
%7213 dynamic (PDUEIIOBIRAEDBRE L 0 5) ZED%
W,

I3 D LS 2 D7 WK PS 1L, SR CEE
DT~ 12% %505, FHrE BRI 5 E T 2
HREM T, MIERDSBIREIKS: & 220650, HEHIE
A PR CBRR G AR A0 d A . BiEIARF I fish-
mouth BT (FpoeBEEE T B BT 72 25B 38 A3 &)
XETDHIENLVD, REWREBILLBIRE N A%
FMBIROFAEZIRZ RO L5605 5. EIRRITEIIR
F (ATEEIZZ L < myxomatous (ZALE L 725p25K) (347
<, Noonan EMEFZAHTLHLENITLALTH L. K
NTRITEIRFDOAIKALERD L LD H 5.

Fr bRz (FPS, MEIIR A%, KA PS 2 &) 1
B2 RMERICEI L TALNLZ L%\, F72,
Williams JiE % #£, Noonan JiE 5 B, 56 KM a2 i 5

B PR




Alagille JEBERER AT A2 b H 5. FRaiinidh
BIR L2 SHBI IR EAE I £ <, RELREM (dis-
crete) 2 HILHIFA (diffuse), IZEALEHEMFTESFE
FThH5H. MWETROERE BIIREIEES S ¥~ MY
B ELTRETHI DD, —HIITIZNEE 50% LA
LOPIRIEECTHEBERE LA EEZONTWD.

6.2

6.2.1

FEAR

AR TP TR RIE L A 3 & 0 I AsHIBR <z
72 VSD 2o THEhlii & 13759, AR A X
SRR TH H7A, BYIN, WEATUE, DF v, FIERIT
W R &% P, L LARABRIGESTIE T o ) ©7 7007,
SRIEISE N 72 5 LR OAIEIR R AENRAN B 5 2.
VSD IZ/NRIBTH A Z Lz, B CL AL
WL BFT7 ) —PoORBHIIEINTH A,

PS 12 B\ TUEHR P~ &E 22 Tl IR £ 72 13RS
DEERD AT, FEIRDMEST 2 S MABNEST B2 0%
W R D R TIEFTE (HIRE) 72137 (AIK
b7 ) TERZEISHITT DI L b D, JRAehr e B
TIZ RN RPEE R T 7 & O DA EIEIRDHEL T 5.

LA TR O A2 6 BN R ESHHEI T 7
EOHUASIERP IR T 256 TH L. AT D00
BREERO—E L CHFLT 2845, PH 2 5Ebh
LY ELH 5.

6.2.2

FEE2AR

A2\ ZI0 U 72 5B TR & 2 Ui e & 3 0 54 il
W 5. KRGH PS O A1 HE IS % i CIER 3 %
6.2.3

®REmMR

a. HIER X 4%

T 2T R 2w,

b. DEE

HEIEKE, Vi, Vi CTHES EAZEZDEFEL T
BT EhUH L S p O
c. TTE

HEFRBBEIREORE DAL LT, GEBRERLA SR
OWE, TEREZNT (LN, Bk, FAEhIRS &
OTHEIIR L), (IO fFH 0 oI (VSD &6f7%
&) HUBETH B, PAEDRRI THERED LT OB E
N T FEI TR E L ETRRTSH S, ESCIZL
LN RECIEETA R 74 CIIEEEHZE YLK

E16E EF7/—CREREIKEE

AETATV, REGE 36 mmHg PUT I, 36 ~ 64 mmHg
ITHSEEE, 64 mmHg VL IZEE LWL, HARTERERS:
228 % [2022 AECLRETIR SE R M O B AT e P i o A L -
RERERICET D01 K94 7] S T
L. —F, AAREBRZRFRI LA [2021 FLLETRR JeR M
D, OIRRIE ORE 518 (structural heart dis-
ease) KT 2T —TIWIHIEDOHA T4 ] TIE, HiE
JEHE A A E L TIT, AZEE 0 mmHg U IZEE, 50
mmHg 7 SARIME £ T2 P&EE, FELL L2 EiES L
TG B0 F e SR SR (RS RO
B\ IEIENE) OEHEENTTRETH L. LA LIKZAEAN L HL
D5 & HEMERT O35 & A Z RN TES] (low-flow
low-gradient 235801 %) DAL, HERBEEEDHE
FEREHE I NEETH 57
d. CT, MRIl, DEhT—TILIRE, MBS

DA CT 22 MRIFFRZEERAL O 570 e, Bk
FlZ U HERLROBER, GREABLHEREOH
EIZERTHY, & ATKHEUEMEINIROTEREFZ WA
HATH 5L, W7 — 7 VIR IS S A L Wi
D7D (EITHETWER & C) WEERDILLH 5.

6.3

AE, T m3

FE AR 0 2 REAEE AN ADBISIZE LT
3 HRR141CR5 T FHATERBEYEAICLD
[2021 FFCLETIR SERME DR, DRI O &R ZE S
(structural heart disease) {2/ § 5 7T —T WIGED T A N
FA | TIEIEINRF AT % T 40 mmHg DL F 72135 048
REAR G PR SEBN AT L Tl 7 — T IVIRIRDSHESE 7 5 2
[ CHEE ST 5,

BEIEEN AL, RAERE R EHRICEE %
B d 5 R TIT) NETh D, B TIEAR Vb
BRI AR LA PS I LTI, BT —T A V& —
Ny vay ONv—YRTBIRFIEARM R SV — Bl BRI
Ay, AT NEEEMR L) DERE S L Y

A= T EHE R ENIR S Tz, SNl B & 1
5 MBI IR Fr kg, AVREFAT 2 B3 2 5 0%Z (B PR,
EE TR 0 &) %A T 2 ARz LT, 4R
FAAHEIEE NS,

HE THEREICA T AT, A LU T ICERE%
IR L, =5 CHBRRAE L ) STl RN AR A3 2 AR
JER R a2 4. F7-ARE OB e SHE LA T RE 70 #i
BCYIRRT 5. PRI SRR T 5 72048
BLEWEIITEETRETHA. VSD IXHHEET 5. Fl
BRF 7 70— F TR TR D & g IR A B 720,

91
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NSRRI CIREZTETA NI A >

AEMERIREICN T B8%

B
[E8Z 64 mmHg LI E?
RS [ BB B 7 )
AR RS L R
MR T

C ZRFREAEET (PEFEEMULD)
cDBEHRE/ OEFRLANIVTEEY v b

EiBERER REERYETR
72X la

RERRE
T2 R

( BRI 7

8

L

552 ‘B EBHAEET

- BEREEET

EESTe ‘m

- SRR SET (REELL)
- WEAZER 80 mmHg LLE
DEFRE/ OEFRLANILVTCEEY v b

)

REEHYERR

13 BERUBRECHTIEROTO0—Fvr—b

BN ZRHERIDBE LA TERVI EDS . BRRES
LDHNEREZEH TS ) iR e BRI N6,
IHEIIR T T DA 5 B i 2 MELTBH L TR bR &2 B hm L,
Xy FIZ LB EBREBEILRP T DN D, 13D OREEWY
(FBAR IR EEEBIIR 2 &) 215 L 2 iU = Y)H
WX B EMHER BT LTIV, FIMEEITRL T
B, R L RRESNER TIER O A
7;? W 697, 706) .

AR BB RENN O -k E &
O—EEOT + U= LB TH 5. BT OMREITEE
FEIZ X 78, WP F 72 3REENRR 7 CTROE BT 70
FabiiX, 2 oBFTEIZIRULOZE (KK
PR BIZEHL L 2 ik TOBEE2 &) PLETH 5.
REAYIER L OMFE PRI, SERIBECE T A EIAR
HERBK T OLDICHNADLEL LI E0H 5. B
FERRZE R RIRITRIE R THRIRE D R WEH L, S4EI21
R DZZ LI TH 5.

R SR ez (F 721 3R e 72) o BE 120
L CEEHIRIZ VN E v, REEEREO B F WML Wi
B AR— VT LRETHY, HEHREOBZ LR
OB AR —VIZHDLRETH L. IR,
EE R BB RGOS HE 2 BE DAL, BRI

v, IE PHifEEE, REEY AU LB ICHESES

nTn2 706).

7

EETHIS RS BAV,
FHFPOE, $ L%E, CoA

7.1
FEXBNRFAFIRE - KENIR—F

7.1.1
Bi=

TRMEFVERBIIRFIZEDIFERDIZE A &% HD DDA
BAV Th ), ZOMENLEEL L CTURFRL—RIFD
HIFS5NB™. BAVIZEAMICASN L L - & LHHED
EWERMEGERT, @AHD 0.7 ~1.4% %50, B
B3 1.5 ~3 11 THEICS W (3L A LIS
7205, BAV 24T 5BED 1 BENOFHRIZ—M AL
D10 LG SN TBY, #EHOBGIRHR SN TV
2781 Turner JE B RE, Marfan JEEEE 2 & CAHREDS
5\ 7 valvo-aortopathy |2 A7 AT S, KEIIRFHE
7g - BBEANAIRE D DA DA, BRI A S 58




R 14 AEFHBREICH T S REMEEELICREY
DHRETET VAN

#E | IEFUR
I35R

(Za917

FRBRITDPAELRE, EEEERLE
e (E&ZE 64 mmHg L) (LT
& BEERPEERUCHDDST,
REHNAZITD.

ML EREARA BRI LTI, BREZ
BYICRIBTTRE T H ML) Vb— 2 BB RS
IARMTZATS .

ARIF BIRMTD HE—DREARIED
Fald, BRIERZHOIEREAGEALE
PAE(CH UL TDIHMTD.

NEF BRI D HE—DREERAEL T
BEMEREH#EDEVESE, UTOMmE
FIED—DLUEHSNBBZEICDIHTD
EBMBEEE T

- AEREEET

- ZRFEEARET (PEERILLD)

- EEAZERE 80 mmHg KLk
CDBEHRRIRCEFOEFRLUANILTODA
Evh
ERMEAERKRBIEEICH T D RENA
BNAlE, EREMEBAEICESHR
BD& B EEMRTITD.

ThEEMTOAEMBERE (E&E 64
mmHg Kiii) Tl&, LUTOtEREN—
DU EHONDBEICDHBENEES

EEITD.

- AEREEEECEEUEEEERK lla C
- AEEEEET

- ZRFEEADET (hEEL D)

- DEHRREIILETRRLANIILTOSE
EVvh

REMEPS [CHULTIE BRAERICED
57, 50% MU EOAERE, HEAZE
50 mmHg Bk, B8&E Uk fIFE R A lla C
DORENDGEE, AT —FIbA 25—

RV 3 VICKDREWEAEZERETD.

(Baumgartner H, et al. 2021."” #8E|fEXK)

FES Z KREIIRILGE, L, WEto) A7 bmd, WET 5
KREJIREERFICED LD EZEZ SN TWE ™Y KH)
IRIABEDFEIE X BAV BE OB L2 0.03% LfEE AL~
8 FEfEREE <, Marfan JEEREICEPEL 725813 8 HITE K<
7 TR R 7 Sievers 274 Y %0, Z MO T
5 A4 7 & {l & 1L 72 International Consensus
Statement on Nomenclature and Classification of the
Congenital Bicuspid Aortic Valve 5373 ™ 3% 5.

E16E EF7/—CREREIKEE

BAV DA Se R MPAZE OIS R B2 PR 285
A% critical AS IS, 1 ARG OAE LR 7 & % F89E
L, LIZUIS R PRI 25 5. —7, /NEEIDE
DHAR BAV TI&, BAMIDENC g2 52 L1
FEAERN TR M, £ <Ud 50 AL, S5 E:
P RIS i 57 %, Wi, i Ze & REDIR I ARZE DIEIR
DB 5 EFROEFTATEL 757 NI NE
JeaE R C AR 2 S A U BR e A TEE L, B
W& RO E RO 5, LERIGIEEE A Y —
ART. DI I—MAETIE, AR HEEOFE, SRk
DONLE, 1 L, AIKALRAEORRE, FOmME, AR
JEEERRRE, R &2 X D IREEOILIR R EAEE O E
(12021 4FLETIR TEBRZHEB E IR A OIS & fFE T A 7
L) BBEOZE) DL 42577 AR LT a—
X%, low-flow, low-gradient AS DIUHE T HED FA L
WHNLE ™ LIIAF CT 35 X U MRI I KEIIRFE LT3 A0
FHE DATREREZ &, REPRIZREOFHM 22 3R
JHTHY, & <12 multi-detector CT IZHBWTIT LT a—H#
A L) BAV IREEDGSI A% s T i 7 — T
WAL, AT OFEM 2 AT ENRERFAN 72 &I 2R S 5.

7.1.3

A, T

AIRALTRE DB OB FZ IR L TlE, 7NIv— I
MHEEINDD, FRZERLEWORRRIRLE LT
HLETHEHERA~D T ) v DV E LTRED T BTV,
FIRACIHZE DS & > 2 FEBI TIE T A — IR L 20 T
FICBAMT S L I3 FBHATATTHONS 7 BN
BRMWKBIIRSAR S 275, Frilm, KEWIRFELS, HAT
KEIROIEZRE, PHAREDOHFIEICS TERE L THRET
B, BAEERAR) R 7 BEHI BT D KBRS A2 ORI
BRI Z AL LT a ™Y 12020 4ESLETHR FRIEAERI%
DHARTA 27 T, BEORBIR=ERFIZHLT,
BAV (2B} % AT KBEIIRIEARE D, FATRBIIREROF
TS OBMEAME CBRE E TN 5,

- FTHEIEOHDH AR % L HE, AT HTOBAEE
X CoA 5B L TV DG4, FATREIIRE= 50 mm
TTME2£ET5 (s T A 1la, TEF AL
C).

- FHTEICOH D AR H 1) 0 EATRENRE=Z 45 mm TF
MaEEss RIS A la, TEFXALN)L Q).
nE
B 1B fE BRI AR S 115 Ross Fff (B CHTEIIR

Fr o KREIRFANLI R, ARERBEERES T 7 MRt
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NSRRI CIREZTETA NI A >

ENTLIE 7 & CHE) Tl Ttk o KBk A Sk
KR AR, LR, MEIRD > G BAOH% &
DEBIAWIEE T2 D

SERDSHEH L T 5 OMITIZHEN L DD, Feirldwit) 2
EEIZ LD EGTHRIZE R VE VI WG L N TR,
BEEHTEE T %0 2 8 F 2 Y 7 L ORI D T R ERD F
T ATV A3, SIENHIULELIESL,
TEEHEREIC T I Tl O 2 i 3 5 7.

KREIRFAEAE DHEATE & 12, KREIIRFEL R EATREIIR
OPERIZEFEET 5. LT I— T84, -
FTRENIREEAS 40 mm L EoBA1L, 4EI12 1 CT HLL<
|3 MRI TKEIROEHI 2475 77 B KBIIR k%2
TIEM L BT 5. PEELIT OREIRAATH
UL CPET 24TV AT 2 77

7.2

KEDHRFH THRE

7.2.1
Bz

KEWIRI TAA2E, RS it oRRIC L D /e
TS X2 TIRETH Y, NEOLEE TR AE
B8 ~30%% 5057, BAV, VSD, AVSD, CoA
fEIEF4%2 (MS), Shone complex SN R LEREAICA
BT 2 2 ARG SN TR TP B O KB IR T
TRRARIZ BT D IMATENREN) 70 A E i IR R B 1 Rl
HEATT BT DL DS, NBIIDIREIZHESITT 57 — A B FR
Ho, EEER, EMEAEDIINIZ, ST AR
BBESE (> 50%) $HZ LN DB ™.

7.2.2

L]

BRI IS 22 DR RN, 5 WIEEPRREICLD
KELELDL, FEFEETIZEN, ISR J71ER o
R BT BT A A R T IR B M %
F 72 KERIT G 2 A BT 5 o — A CTIE LRI M2 % TR
T 5. LIZI—RAETIE, AERNBEFREOILE (RiTE:
CFEAM), EEZEORE, BXOEH - it omaz
A5 ™. BAZEMEIE RO AE & O B AT B 2 35 &
Tld, TEEZX A ZMET 2™ BRI IAET
LT aEalE, KENRF TIRZEDTERMICESETO A=
TR A NG S N D W REEA S 5. (LI CT
BLOWIE MRLIE, & LIS#EYRTI—7 1 2 Fo)is
5N W AR R T O I ZE R B EEbIL A Y
HIERTHL™ . LS 7 — 7 VIR, el o2
7 MATENRERHM 22 & IR S 5.

7.2.3

A, T

IEEEOY A, MR R 4. EIEKEIRTT
THZETIE, INsE & HIEERIES A R R SEEE DL R o
KREIIRFE AT ATEST L3 7, KBRS B % [0 8T
EDLFEBITIE, MAEIR T O BRI ICFRARRE SN D,
HETEREE - BRIRIEEW I X 252 03 A X REIR I T
WIS 1TV, FrsezE = & 6E L T A 5E 3 I
EEETH™. N ROV TR UIBRAT° Ross—
Konno Fif%° modified Konno A ME, X412 7874
MR A2 6 ~ 30% TA SN, & A/NBER YR
T TAEBIRR b AV AEDS A D) A7 HET
BRSO s BRI Oy 7 ONBL SO ENN T &
O—7 v 7R EN TG Y. FEEZEORTR R fE R OB
EAARSNIGE, BTMERET5".

7.3

KEnivs L%

7.3.1
Bi=

KBRS ESRA2 TR G D 7 20Tl 1% Kl &,
TEERMEHRAED LT, bokbENLRBETHL ™.
HFIBITIE sinotubular (ST) junction {ZHARAEEALAAFAE
T2, AT KBRS S OO AMSRZEZED & A
THdH B ™™ elastin arteriopathy [ JEE T 5 EE 2 Hi
THBY, MFEEDOEIZ, Williams FEGEEE (7q11.23 mi-
crodeletion) N7 BHEEEARR MR 2 L AT 0 — )V ILE
BB B e hd B

JFEETTIZ £ 2 RREILZF DAy /2 i i R P ZE M 28 & 3
WY 5. REVRS BRI REENR A 322 O & B3 %
VEIEEDSLETH 5 7. oMo M EERZ
(KEIR(LIZK, Shone complex) <° PS OAHELHISILT

739,754,756, 757
vy ;Q) f g > )'

7.3.2

EOL ]

2% AZ/NBINZ GRS BTN R IR BRI L 2 2 5 Mg 2
£ 5. MRS A CUUHE B e % S 5
B, LTI —RAETIE, KERS 2525 FATKEIROSE
%5 X OHEBZEDSETE S, LI CT 3 XUV MRI
13, & B EE AR e A OkAE DElEE
WCEHTHY, 7260725 PS R BRI A OFHliA 1]
BETHLY. WS T — T OVRAE, WFETOFEM 22 AT
BHRERHMI 2 IR S,



7.3.3

Bl Pk

EEEDOKBIIRTE LIRSS (802 50 mmHg PL b)) (34
FHTHDZENEL™, NEBFHiBTTooh 2",
TEBIIRPAZEIC & 2 BRI KRAHEIT S B RO T2
¥ L . single diamond-shaped patch repair (McGoon),
pantaloons-shaped patch repair (Doty), three-patch repair
(Brom) ™ dIEA2, 4% HIv 72\ sliding aortoplasty
(Myers-Waldhausen) ™ 72 S O R AHE STV 5. K
YIRS % &0 7N 0 L CldE BRI 2 i i3 AeE
I, EFNIIE U C AT & 2R %479 7%, il
DALENT (23 OWFFE, n=1,472) \Z&UL, HirtcF 0I5
Tld4.2% TH Y, itk 30 4FTOALEERITEw - PEF] -
HiE %~y F S8 72— AL 90.7% & BiFCh o727
#91/3 ICTREERERISREDIT DAL, (LFHRIZEDS 6% FRELIC
Loy (W

7.4

Bi{IiRY CoA

7.4.1
#=

CoA ZKENRD VTN DAL BT 257 TH Y,
AN REDIR O isthmus (& VEIOBIIRE T AER)
HEIALE S 5. CoA FEFER DB X2 0.04% FEELIZ A
SN, ERETH - TH 50 ~ 60 LA LM A 5
iE (CRBIIRIE, WHBIIRIE, OA%, EBEIREES) 2 LIE
LIZEBEL ™7 arteriopathy £ % 2 51 C\>4%. Turner
FEBHE (45,X) TIIBLZ 10% 12 CoA A0 277

7.4.2

2L

FERIE CoA DIREREBRLEBIZEI DR 25, A
PIZIZLOTRAEND CoA DL IFHMAITHY,
JEE i OREFEER (B, S, ©Fv) RHEsELD
KWOMATAZ WEAT, THOsE, MEH) TRET 2L
ML\, BHEIROBITIIfEZ R 2 S\ TR SN S
L, BEREGITIOAS, KENIRAEEE b o
REFIET 5. Mz R OGRS, MR TEEA5
LTV A A3 E R % radiofemoral delay 53280
5N5. I X S CILILEIFIC “3" 3 1 ¥ R hiE Mgz
f1% (rib notching) 73A 5157 LWVEKTIZ AR E
295, LTa—REICL) 2ol LARED G
B AEZERRI RE, SHIXHT—FT7F7HICLD
diastolic tail Z&Ffis 4. CoA FRALOFHMOEEIIM AT
FTI— 1 Y RO NS RG2S R EE 2 35 6 5% .
LM CT B L OV MRS KBIIRIERE Giize, TR

E16E EF7/—CREREIKEE

LHEATORGHN AT, 4D flow O (energy loss
) HEATVD T LS 7 — 7 OVRES Tl kA
DEBZEZBZEL, KEIRPHEILATO®ERIC L) FE
T 5. 40 UL ECIRREBIREE 1T L E T
L 13)'

7.4.3

aE, Pk
a. native CoA [CXT %5

FKFMD CoA (native CoA) ZH T HERMDH L\
NN T B 7T —TIWVIRFHEE LCIE, AT Y MEEOR
I DS HE SN TW S Y R EM ORI EY) 2%
ATV M A X EBRIRTENL, BIFRERTETH L.
ESC DN R OB A A K54 > (2020 4E) TlE AT
v MR, MEREOIRG R BI T H OBLE 25 covered
stent HEAIFF L E SNTWEH 77 basETIX
CoA %3 % covered stent D L PR H S LTz
V. native CoA 128§ 5750 — VIS IERMT 1, FFpeze
(15~ 30%) REEE (23 ~ 35%) Ayt T
BAER KBRS AT 5 AT~ MW IIEEN
HEETIEE . RHFOBIREEDOAL ) == 75
EHThY, KERTHEA L, KREREOILK (> 50
mm) RIS ZEETRETHD Y.
b. CoA flid XUKEIREICHT A% (HEXR15)

CoA 17 t2 DRIEINGHE N A% B3 5 AT,
20 ~ 25% LA SN TWE T CoA TSR Z (%)
THEETEOE BRI 7 — T VIEETHY, &
T =T IVHEDERY D L AR & R BNCAVEHAS1E AT A
BRSNS 5 —F VRO THRBIETKA
BRI B & b 70 W22 Tl OV — VB TR

#RR 156 ABREENERERIAICSII D20 - B2 -8

BOWREEIEF VALY
R | IEFUR
O35 XL
BREICEULT, EhamEsEERE>
20 mmHg DEEFABIRER DB B

BBRZITS.

tRBmMESEERZES 20 mmHg THRE
= 50% DIRFED & D K EDARAEFE B (X lla C
LCHT—TIVREZEET D.

ATV MRENRIBERETHARAED
BRI STV ABIRIEAR (C LT b B
Jo—mERAM7ZZRB U TCH K.

250 mm LI EDfIEKENREE, 50 mm
i Cdp > CHIMKMEBD & D EIRENIR
ERRUEIEICT LT, BEAERE

??5 86, 87).
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96

NSRRI CIREZTETA NI A >

5, BADKEIIRZEE TLEVIFRITiER AT >~ M2 il
TELHAIIIAT ¥ MEEI RSB Y

JFEB#AT< 20 mmHg THh - Th, WHEDKIERD 50%
DLk, B2 ASEEEIET, KEIRFSER, H5viE

B AIENINE % 320 D A IR AR O b L1 R 5
HRIEDSE B ENS Y. CoA B KEDOKENNREIMAY
WZAXIEBERAL O 8 ~ 14% (25T L i s Tw
27379 BAV %A L TV ABAIE FATRBINR S [FIRELC
KENRIEOUFFEHB e 72577
c. fiiEE - Fik

BREWNHEEEY T T, 70 %% BL TEFTLE AT
66% EHE SN TWE Y fitemiR A HE & L Tia,
AR D IBIE A LB D10, SIE, A%
FISIEEEIRGE R EAHIT SN CoA BED S
L2 10% (SIMEIIRIE 2 56 RE L, MBI IR ZIC L5 7 €
B OB A DTN T E ARG XN T B 8278

SIMEIT A D 8 HTROH B, LIIE A XY hDJR
LERFEENTWA, BT & LTl arterial stiffness O
iR, PERSREIC T, & A WIS ARG B G 72 & 3%
ALNTWA™ PO E T — AR ML) 5
MEFAED) A7 WT-TdhH ™. 2018 4£K[E ACHD, B
X UN2020 4E ESC 7 14 R 54 > Tld, CoA itk D& IMLIT
EQIRASITEDE= YY) > 7y — )b e LT 24 BRI EH
TEYFIMEBEAEIR SN C VB 17 F 7504, EE)
FIEERILT (exercise-induced hypertension) %% CoA ffif
BZOOE A X2 MEEICET 5 PRARRTF & LCER
ENTWVE ™Y HEREROERIZOWT L TE 7Y ZIAR
JELTHY, KEACHD 4 NI 4 L2304 7HA F,
HIVT 7 AT X ROVELEE, ACE BHESE, ARB "HIT5H
TV FEREDAE L TV BHE, Mzl L h KRyD
HEREZFLT AV AZIERELRROTET L. BED
FRAEDTRAT L T2 5A, L\ EENL T 2 L 0H 1),
IERIZD ) A7 Hidp B ™.

8.
X% MS - MR

8.1
=

WIRFEI G, S A TR S5 AT,
ZOFAINL, AR E DEFAME T 5. SR
BT LB R 575, REDRAT
& &AL AL R S O ),

FEEITFLEES & LCBAES ™. A OMIER e, 5k
MOFRDERMERFIZL LT L0 H 5.

IEFRMEIERIE, AIREBRPOLRD, BEICIE2O0
YA (indentation) (2L AR5 P1, 2, 312, Hi
LI 2 ADRKNTIKIESR (strut-chordae) DfFAFERALIZ &
DAL 2 33T Ns FRON) -3 VIFET
THHKMNE L, FROFHEIZERT 2013 - &)
HENL ™,

8.2

EOLL

A) FREORE, B) ZHEORE, C) BEOHE, D) FLH
BoOFE, E) M LIk%EE, F) A~NEDOS TS E4M
AEDEIHEEND (FR36)™. 3612, LRULER
TIEIEFIRIRIER A D L XD OND. £ DA,
DHEDIZDDFEREDFH LRI L T 255, BORRA
ELTCHREATLIELDHD, WA THO TRRIEMEIER R
WEBW Y ENBBILHB.

AT, SERUEMIBFRHAED H\VNE/8T 22— MEIEF
DD SN AT, 1 3HOLLHERZE (RIS L,
CoA, KEIRF THZE) HEBEL TORWARERTRET
H5H7. ZNSO4EHE% Shone complex & X .5

8.3

Bl P

R AR MR ICHE L, SRR DIEAES
LTEE L CIET A, FRIERUITCIE, firRio+455 7%
FEOFHEAEZETH Y, FLROFMIZIL TEE A5, F FHl
M - LB R 13 CT 2F I CH 4.

0.
Ebstein f&

9.1
B

Ebstein Ji 1356 RO EEED 0.5% % 5 5 LI
FNREET™, Hrd BN IR S 2 TG S A R
JEIRTREB T AEME TN -2 3 VIZED. hENO
HEBEIZHGERIZBWT, =05 SRR & O e
BEL ™Y, UTOR#E R 5 O =5k O (G
WiK) LG, @ ZRAHBREBROTHRME, @
GG = L FEALOHOFEHL, @ ZRFAHRDILE
% (redundancy, tethering, fenestration), ® TR, (&



&35 EXMOBIEAFEIFNES

E16E EF7/—CREREIKEE

A) REDEE
BIEFRRHR  cleft mitral leaflet

BIEEE# accessory mitral tissue
Ebstein & (I JL—i0)

B) KEDEH
REDBE
C) BRRDEE

Z/J\BESR  short chordae tendinae
BEREZ long chordae tendinae, chordal elongation
M chordal rapture

D) FEEADER

EREIEFZUE  anomalous mitral arcade
JNT ¥ 21— MMEIEH  parachute mitral valve

commissural fusion

E) {818 L3R

F) LEEDEREOES

18 (Fc(FEl) @18+0  double (accessory) orifice of the mitral valve

FDIETERL / EIER / BAtE / SBFEA  hypoplasia/dysplasia/atrresia/ungarded mitral orifice

EEIEHICKDFAOME  obstruction by abnormal papillary muscle

faEF st - B (BIEFNETE / LIBIEHZRE) supramitral ring/menbrane (intramitral variant/supramitral variant)

(DavachiF, etal. 19717°% & Y {ExR)

DR (9 50% DEERIIC ASD % 7213 PFO % &),
D EZREAREL ) 205 5.

9.2

FVEREDF 7 /) —¥ (LEMEEYRD L56) LK COo
HUHEOEETH D, BEREROEIELE L, =PRI
BE, HEAEOILKENNED, HEE, TR ORE,
TR DE M & L AR X A, BRI TIEETER XY
JEIRZ R, GEBERESUIRFTE LR WEMTITHLEE L
TOIEREBMEDSE S, 12 Fontan J§ERIC 2 5 2 &
Bdb —, BRERITIEHERF CEBERTRET 2
MDA ERAEENRIER DL XA IR L,
BYn, EBEREORT, 5, #iE 77/ —+¥
TR, WA ERRE Se 22357,

9.2.1

SRR

BED TR THILRL72HEICHA SN, FEEIREILE
HOZENL W, I RIE THEA TR L (sail
sound: FUK=RIFAILOMSIZILIZ L %), HFH7OY ~
DD N EB)LTHET L, LHETIE, IHE, IVELTE
W52 e b7 vy . TRIC X B PG M & BEEL
5.

9.2.2
REMR

a. [9EB X #%

CO DR T & et L CRIME IS, HRIEAA
FEWHTHY, LEZIIEAL TN,
b. DEX

HEMEP ¥, PQRMIIEE, 71y 7, QRS kML
£, B& WPW (GHIENMEERR) AREOONLT ENDH 5.
c. EfRESHR

TTE -LASEEG TR, BoITAE LRI
AT (AUZT 20 mm YL EF 7213 8 mm/m? BLE) LTw
%2,

9.3

aE, P

9.3.1

(SEERARE (HER16)"

VITOERNZx LT, =R F 7213 =R iR
MraArv, WIS U C ASD BT % ff&CT1T9) (JE3E
7 AL TETYALNNC) L AIERE 72 E B A RE
WET LB, 77/ —CE22T 56, aFEEEROIEHE
B, ETHEOERILR F 723G SR . A O
A VLI TR & 7213 E AT AR S L (SR T 2
[ VTV ALV C), cone TATIZEIIE =LA D

97
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NSRRI CIREZTETA NI A >

E—BIROMATH B EilE R =R A BT O
IS, RS IS, A PHE R OB S I I T
37 AR BT ASER SN BEICH 277, HW %
A OBEREAT 2B Ll J7 1Ak Glenn T4l BF % &
T BRENDH LY, EREICOEETHLEHH ™.

R OESNIHFMAlLETHL HERs T X, T
T ALV C) - SRR ORI X A REIRF 7213
TR T B, EEE TR, ks LS ax ) 4
BRIFEREA 2, P 12 ~ 15 mmHg PL oAk
A7,

9.3.2

AR R / RIRERRZIRDS

Ebstein JiRlZ &0 % WPW JEMERE, Fr=45ET AVNRT,
AF - AFL, VT I35 A 5N 5 Z AL L, il
CA %179 (JE#E25 A 1la, TEF Y AL~V B) #, T
TR | BMZE B D ) W R 45 5% Maze T4l % BEH 5 57
BIEEREIZRTT 5 CA 1L, FHEILRR =0 T HRALZ &
DEELSHEETH D Z & RBEBENREE AL N LD,
#1770 ~ 80% DRI TH 5. #HHi & v ke A%
ETHIEBNID % v, LNBEMROBEZE 70y 7,
B BRI R— A X =T DL E 72 5.

9.3.3

iz D=RTFE (E14)

1 NI Z 52 FR TR 74 R0 =5 I B LA 2 O A A T 14
WEIFT, 10 ~ 15 FAEFFITHR 90%, FETHEFIZOA
4 REENR, Z2IRIETH 5. cone T O R IE Y
BIFC 7 SEAFRITNERABIEHET97.9 ~ 86.2%, 8

Ebstein &

IV NOYEIEN

R Lfchiese / 5

#32R 16 Ebstein mDMTRERHCH S B IZBREVEED
WRETET VAN

#E | IETUR
IS5 UAIL

SEIRER

BEED=RAERECBICHRFRIFE
DABRZE D BB EREE TICATS.

RBCEROBEZZAA L, FTRIEDR
BOFMI B UTCAREDRNTITD.

FOBEEEARICODBEFRRIEZSOD
EREZEDEHEZITO N, AEMKEEICK D
ClFm@ezikl, RDEIRED EF7Z
MA5.

TERD B U T Bl (T 1F A R HEAE DOET " c
HICE TS BRIICERT 2. a

NT—TIViEE

AEIRM AR OEN EORREEDD
DEET, BIEEFIRELZNICSI
T DT —TIVBRECFARFHDH
FESNTVBDHBEICE, RNEIROSRY
BERZITD.

2HOHFRUEREOHEMICH LT,
DBERBDNT —TILEAEZERT 2.
frefeL, AT —FIUaERilCIFaREED lla C
EFPOEHEBETHEVNC EZ+2(C
RRID.

LEARERZREITNE < 90% N\ I & 46l(C
[FDEBRBOMHEZEERT D. 2L,

hF—F LABRICRERED LR | 8 C

AHEETHENC EZTRITIREKRT .

SRAECIBE, HEE
RBY LT

(Baumgartner H, et al. 2020 8| {fEX)

cone Ffiitk

ERLEZEDRENE

Ao @ KEBIFR, aRV: ARILEZR, LA EE. LV: AR, PA: @ik RA: AR, RV:AF

14 Ebstein J®ICx 9 % cone Fifi



SERA BT T8 98.8% & Ot b H5H%, EHI
;"fﬁaiz—\‘ﬁﬂ-(}) Z) 527,795, 802).

9.3.4

ARNaE - BIE

AF & %\ 3 AF 28R O BEA O & 5 JE BN X Puke EE
FERATH ({HERZ T A D). HIRIIER SR O B E
EDhyre)  FnETHL H{HiEks 521 8T
AL NV Q). EYREFT T ORERI TR, HiE
MHFETH Y, ORI 6% LHEINTVLE Y,

10.
ccTGA

10.1
LT

LDELEBRIEN TH D, T bR
HEHALTBY, EBIMAFNEELEEGL TN,
—HCLERIMERRLEM ER->TEBY, ARk
7%, BEEKBIRIFEE L TCWw5 ZOMAEbLEIZLS
T, MATEREIIMBEIESNA Z L1277 57280, ccTGA & XiE
B 58— T — L DR I, B ATIE A,
(S) 2tz () 22k -><T, ISLLI 5wt DDl &%
5. TCRESAMFEEE L CIL, RIS D5 2 Bk
WREIROHE ST H > TMFEEFRBEALTBY, il
IR & IR & DB\ IEIHHMEEEREDSH H 2 EDHITH
No. TR LT, KREIRIZATTICAE L, FHEsICE
AR SO, MATEIREMICIMEIE SN TW525, LIZLIE
BUREBDPITIES 27 OWGHRN N AP VEL D, A
HBRELTEVDIL, VSD, PS, FEFH (& IZZRH)
DEFETHD.

#350% TVSD #&PEL, BEAEHRIESL L5,
PS RIS ABEL, MR L A TIRENETH S,
FFERAETIE, D= S OREIRY R E I 0 5 DR
MEVET I A DIRIN & 72 B 2 L 3d 5.

BEEROREFETH > L DLV DIE=FD Ebstein il
THbh. 7272 L #H D Ebstein JmIZA SN K 97, i
RN EOF/ MU LD Ul LA AR S D 2 L
B\ WICEEZ O, FHEFO straddling TH Y, =R
I, EIEFE TRO SN,

R OETEIERT 5 2 & D T ACHEENR G
BWTEETHS. L ccTGA D4, Koch D=FHD
TEEZ D 5l OB EAREEILARERRIE & RS S0, &
ZIHEETE R ZHUSH L CAEIIR & 0 i IS =G

E16E EF7/—CREREIKE

Hisd ) —2FMEND. Lizh > T, VSD 1 HIGE,
B EHADIEE O CIMEERK I Z 0% FigE @575,
REBOBA IR FBE B TNTT 5. 8%, MRS
FEEIDSHRRE S 278, R BT OB sling % XRS5
ZEnH BN
EDDLEIHER DR WEE, MATEIRERIZIZIEE O
ERLTHL, 72721, RIFRE S SZDLENLETH
5728, LIE LTSI IREREDML T = TR 2SHIBL$ 5.
VSD % PS # & B L7285 ad, FORBOREIZL > T
ITHIRE B SN,

10.2
s2Hf

10.2.1
BRARFRSR

BERAT UL A BRI BIC L > T8 FEETH L. K&ER
VSD 23% 1), ShlIMkaEIZ % 2 L LB 6 04 2%
£9 5. mEDPS oMK DU, FErs
F7 =BT 5. TR OEFTIZE T, SIEHILIRE
[ OAEERDS T 256055, GOROEEN 2T
X, FEMHLVEIRATLIETHERIN NI LS LIE
LiZAasNS.

VSD % TR TIX & UHEHES, PS TRk BT L 145
B S NS, el d BT RIE, KEIIRAS/ERT )7 C e
W72, T EOTTEDTEI S LS.

10.2.2

IDEE

LN BT A5 EAYFT R IX QRS i A7 &V,
D QS /3y —r, BLULEMMEHFLTO q EDOHLTH
%. VSD & PS 3EBET 5 &, BRI IER F 7213412
ML), Vi TqQR IS =V BRTIENDHLH. EETTOY
IRELRT L, TORERNPLETHS. WPW IEMRRE
ATl bHo Y.

10.2.3

HerER X #3%

TEMOGERZEILECH B RERICE > TRIELNLERD,
1, 2, 3BOXFIHFDEIZ. PSEAIET AL, LIFL
X600 dextrocardia (F 72139 mesocardia) & 72 5.

10.2.4

EfREZHR

LEONEMBROZMEL DT, ZONPERELE
L CHEET ALERDH L. M LEITLEETHLDT,
WHEDSHED> <, 2 ROKRCFLEF S H HBED S 5T 5.
BEMI 20O 0, MHEIIR L At D 5. W2
RALODEIZREDSTE L, 300 % 5 BET LR %
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NSRRI CIREZTETA NI A >

ORBEMETHL, ZNLOERBMEH LI L2
T, VSD LIENRITIEZE, BERORE % EDEHL
EIZOWTR WL, O MRIBAE T, AHOE
OFEBB LR EEZEHNT 5 2 EEE O PEIC
EETHL.

10.3

aE, P

DHEE R 22 OB, LT e S HARRE
EEo AL, RMICEMEICBAT LI EDNEFL
V. NET A EEREIR TROE L 7ERITH, AREEILIRRIIR
o DOEF THMW R ERN AT LEET L, & AT
SRR R A 8 5 L P RIS 2 B8N
j(ésb\ 807)_

10.3.1

AR aE

J NI LU D AE LT L C AR IR A 22 R G R DS B
Thb. BIEREITH LR T AR A 2 L 0w
W7 R mBIEE S E T D A OHEREIRTT (R LSRR
T) AR LTl — R 2R B AR EERSRA DI, fIE
Wr#E, ACE [HEH, MRA, 7> V47> v v 2BMER
T4 HESE SGLT2 IEH L EDRH TSN 5.
72720, ARMEICET AR T ATV E I %R
VD F e e Ty 2 R T (& LB A
AV FMENIEZ LIER) AHRIEL R T Wz, Bl
EOMIIIEE LTS 5.

LENE L LE M ORI ED R0 5 LA IERITIE,
CRT TN AL EnHDH. L L, GFEBEBEZ
DRIRIZONWTUIWE LTI T V AEEH -T2
W |0>.

10.3.2

NERAE (HER17, E15)

HOFT 20BN UTHMR A ADSETI S s, VSD
% BT BB IERS] TR R 7AE S O EFT 2 Eilk L T
FT7Uy 7 OFEITERE LTI RO, ZLOWE,
PS 1A} L Tk Loh 5 % Fl v 72 Rastelli i 254710 5.
EE R BRI L CTIE, HTF—T A 57—
Y a v ERETFMAANTONL, 2EL, EEOFEA
f 2 B, S 5 LD EHIRBEOZREICELASEZ D, TR
WHEST LA H LHOT, HEFELR &IV T
IR - MR AU H L.

TR ZR L TIE, IR E 2213 g ir b 2 550
SR LA TH 52 NS, BRI TD
NLZENL . F72, ROELZEOEKHED 40% Hiil
DO E NI FM RN R T, OHEFEDRIE b IR LA

72V DT, 40% AR TV BIRBET O = R E IR A
?ﬁ’;‘%éh%} 531,815).

TEH22 5 DOFA S A (physiologic repair) (23 LT, F
W6 =R MR O B E R FER TR LCE R AR LES L
THWA Z & % EIX L 72 anatomic repair b 1THIL T\
B89 PS A, I RO 1213 Mustard £ 7213
Senning Fl7e EDLEAA v F il & KIME A A v T4l
(Jatene T4fT) 23fThN 5. PS £7213B#AH Y, VSD H°
HLIEBITIX, WAL v FHli e Rastelli i AED
EHRITbND. 72720, VSD BSKREIIR~ O & 2D,
HENTIV— M2 L) RBOKREIRICOLAEDLZ LD
DT, T57%YA A0 VSD EHLERREHIWNETH 5.

10.3.3

Fig

VSD X PS Z &P L 2 WEEFITlE, BRI OELE
BREEELTEERE T Oy 7, TR DPELZTE. Th
S OFENRETHIUL 60 ~ 70 mACE TEET LI LM
&%. Graham 512 & 2 % ik EFBFZE 7 12X, 45
R E TICABRIERD® 5 ccTGA TiE 67%, A PHLHIR
D72\ ccTGA TlE 25% T, I oM OAEHDEIET 5.
PR BERE E LRI T 70%, % T 55%I25IEL, TR
IXZFNZEI82% & 84% 1B U7z, —, AEMEREREER
MHET25%ICHEL, BETEDLTNIZT% THo 7
MEOEGTRIZOVWTIE, oy MNEEREO#ESTIZ,
% 20 4EC 75%, 30 4FTH 60%, 40 4FT 50% % F [l

HRER 17 EBEXMEGHNOFIIELOHEEIET VR
LAIL

DARERZETDHERET, BE=ZXRF
WARNS D FELEAEREDE THEE
(BRHZE> 40%) THNIE, =XRFBER
MZ173.

BERBECHO>TH, BEZRATM
&b, FLEAGEBARNETHTHD
B ALEAEKEOETABRE (B lla C
HIE > 40%) THNE=RFERMTZE
BId.

DARERZETDHERET, BE=ZXRF
BRSO, KLEAERENSEERT b ©
(BRHE<40%) LTWBBE, =K7F
BRiTEERLTHRL.

D E R & B IR DB &SR A2 O fhE)
FAYREETDOALEBETE, BE
[T D NT—F VIR FEMIC KD b C
BERE I (EFBRABIRDOREEE
BLTHRN




DRBEEDEVMEERMESR S, L, L}

E16E EF7/—CREREIKE

BTIVAA v Filig
(DEX A v F + anatomic repair %)

Ao . KEhfR, PA @ fEhAR, LA K£E, LV:AZE, RAIGE, RV AE

K15

D, 60 4ETIE15% BEL 5TV LEAL v F L
RIUAE A A > T2 & B IEHI A ABTEANT Tl HBY BT 70 5%
WA TSR T & 245, LB AA v F & Rastelli FAFO
HMAADETIE, PS, KBRS Tz, HOAE R
IR 7 E RN ADUIE L 72 B 2 L35 19,

11.

FXMEEIRER

SR M IR 13— e 2 e R M LI e o — o
TH), TOHERFEZIPOIFITTNTOERELERD
GEtE B2 BREEBIIREE 0% RN ERIC
ZLOH, —HTRNEE EOARGBERTREET HE
BIIREF IOV T 2 LGB AL 7D, AIH
TR EFRD S 5 REM L RKMEIHIRET 12OV,
BNIADOEH 2 H 2R 5.

11.1

EaEIRATENRECIS (= 16)

JETEENIRITENIREELE (anomalous origin of left coronary
artery from pulmonary artery: ALCAPA) 1%, /Cid@hiRAs
WBIIR & VMG 3 58 ETH Y, RGEOEE, HRTE
BARRTHLY. EEBIRSC RO G, AR
EBIIR 2> & OFIRIML TR S 4, IHBIIRE DA BRI T 12
N FIHEBIR 2 & OMIBENNATER 2 /i L 72 & 7 5.
ZD7%, FERBIIRFEO B S EEA, IR
T, MR%AEL 5. FLUBHOLAREREREEZ L2619

IDARZEDIFVMEIEXMETBE Y TIVAA v Fifig

=yl

P

BT <=2
16 EEBIRIBIRERDHE

L5, HENMATEEOFEIC L) B F TR CEREL,
OARERPE, REPRZ EOIER, b L ILMEZEA M
HTBWENLBHELH LMY,

LR BV 5 ISR S B SIS O I AT e o —
PEMOTH00 L7220, FENRK CT RIMELERE, MRI %
EIZXDEBWERMEE ST S, EHRAETIIEEBIIROIERD
I Th 5.

ZERIED ) AT I3 B 120, BKDHT A R4 Tl
DS O XK, FAEIE 25 HERIIAL T
ALV O RIS EIR 2 KBRS B
TEDETTH S, EEINRNA 7SR ZITV, FTEIIR A
SOEEIREGT 2R T 2 HEbH 5.
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11.2

GEEiRAhENARER

FE BRI BRGSO 0 5 2 L b H 575,
TEEIIREEIG T IZ X 2 ARIERZ RO 2551213z 5
A1, ZETYALNLC, RBOBRWEEITIHELES 7 A 1A,
IYF VALV C OFERE 722 "1,

11.3
rE ENARHEI KBRS

EENRA R B IRIAE2%5 (anomalous aortic origin of a
coronary artery: AAOCA) (213 /5 BIIR G SRR 4G &
HREBIR A EEIRIARLG D D 5. FKIGED AAOCA JFER)
DHKRTFERICETAIEF Y 2T 5 TR RV, O
M & BB OEE A ZZRED—H & L THISNT
V5 8B A B RAS TE BRI AG D 5 A T
BIRAETEIRFRG LD ) A7 EnE Eh, EHk
DORENR - MR EAT, ALEREZE, AV v RO
FIES, BENEAT 72 &S0 I #E T 2 ) A7 [HFL
é né 117,197, 821>.

WCRDA A KT 4 2 Tld, EEIIREGRE L 2RI
FEIR LA IRANS X 2 BIMOFEHAS HIULHESE 7 T A1,
ITEFYALNLVBOFEMBEIETH 2" T4l
unroofing 12 X 181, EEINR/ N A 7S AT HI 5.
FESEBEPEDIEBN IS 2 T2 & B Z2IRED 1) A 7 ki
M 25IET Y AEBRENTH LY 5, EiIRTH - T
DO RIS 0m ) A7 DEEAEIROBEER &
BdHYE, W7 T A a, TET Y AL C OFAl
@J‘—B& &é 117, 197).

11.4

e E AR

TEEIREEBIIR & 0%, Bk, MEikZ% &Eodh v
PRI U RERZGETH ), EEREL T T DIEFO
0.1 ~0.2% IZFBHHNL EENDP NS 2R IRE
TR TUHE L B L 72\ AS, K& 2 e BIAEE SO BRI,
HERAMIZE D UARE, RER, IED) 27 L7557 720,
TANVRHERIC XL B 7T — T ViEED L 3R RS
D& 5.

12.

RENARILIRIERRE

B KBRS - % /-3 E#EE LC, Marfan

E 5, Loeys—Dietz JE 5 #, 1% & Ehlers—Danlos fE
1B 7 & OIEREREVE KBRS - fREESC, 13D DRRIRIYEDL
Bz tEb i WRENRE - EHECHEEEO S O (RIEMEME
KERFE - 48E [FTAAD]) #FI5NTw5. —7, £h
5 DA BRI BB W CRBIIRIER % 2 72358
LLTERB6 I | SR RES SN,

12.1

AEMREFME - FFAEIREFIE
xRS - AR

KEDRSE - REMRMEEES £ &3 2 KEMREEDO 2121
AR D S DA 7% 205 $HEAE L, Marfan 4E 5 <
Ehlers—Danlos FEMEAEZ E1TAEK S D HIRRIIAEI 2 F 9
SEGEREE KBRS - s, SRR 2 b WIEE
fBREIE KEIIRIE - RBEL S KB SN 5.

1211

Marfan fE{&E$
a. BIE

Marfan SEMERE LA S HRE T AR E OB ZEERE T, &
M, IR, KIMAE - GIRIC F 2R % 29 25 Je R ik
WAET P SR L 5,000 A2 1 A& S, MR
v, FEIET 7))V LBIET (FBNI) $ETH ™"
BV ULAE TGF f-smad 3 77 F VA DEPEI 2 & HEA LA
BELTEETHLEEZLNTWA. 2010 4, Ghent 3&
#EDETHL (revised Ghent nosology) ¥ AHEIE &, Kk
BIRZEBIAY (Valsalva HEKR, KRENIRIEAE KBRSV
Mifeds) LKA, RIERE - SR FREPEGR SN,
RN - BIHVEHO R, RIET RN, R RT R, TR
7%, WREL K7 & % systemic score & L CAaT7ALL, 7
U EOSGE KT e & L CTHINIIMZ 535k &

+ 36 KEWMRIERZEES C EDOZBWVEXRMEIEE (Marfan
FEIRBEEIR <)

REPR—LF (Ross Filit b =)

REDARAMETE

FENARIRE / BRSAIC D E R RIBZE D F 7/ — BRI RN

BB

Fallot FB#]

mAMBEGELIA

TR AIMEERNT

BIDE

Fontan i

TEIMETE RE R AE

(Niwa K, etal. 20027, NiwaK, etal.2001”", Cohen MS, et al. 2003,
Dodds GA 3rd, et al. 1997 *°, Schwartz ML, et al. 2004%” & ¢) %)




ol
b. 52H

WaE X s, OB, T a—, CT & 5\:E MRI A
BE2ITH. KENRE - IROEATHERE SN L6, Ak
AT, WEMRZZOE, Wi (79), SR
(2, Wk E), DR (dural ectasia) OF HEZ &
EHGFRBBOFHNZITH. B 2RI RIS TE
Y, FBNI % &7 KBRS SR T2 R 5.
c. aE, Fik

KEIIRIE - KEDIRIEGBIE R OHMATIEE DS LETH 5.
R LMEERIRDP 2 WA T AL L2 D
%. AR, fEIEFEEHLIZHE D MR O7z0 /ORI, L
ANERED) DD, KENRILKOAEAIT TR B
3 ARB AVERD & S B8O NEBITINRI S S
DATOND. KEIRESRILK D 2\ TR FEF] TIE AL
FriE# 2 ) Bentall T4, H O ARBIIREEHE B
ANEIREN S, EHFIRE L CECWZEHL TS, B
C 52 OVEER), BLVESNIEET S, Valsalva [#E
75 40 mm A THAUIIEIREF ], 45 mm DL RIZEIRE: =
LENG.

FAORIBEAR D BAFC, (OIMENE L FE L T haEy)
LEBIZED 70 LA TH S, FFFMIZE
<, ELITKEIRARER G BT 286 1 3P $ 5
- BINFAT AL .

12.1.2

Loeys-Dietz fEf&EF
a. W=

Marfan SEfEREE P E L L C TGFBRI/TGFBR2 |2
(EFZER%ZHT 5 Loeys—Dietz SEfEE: P05 Ti3nE oie
ITEPHIDE LI, LD FETEEOKIRKELY 2
TLIENELENEET L. BRKIAA)S Marfan JiE 5
TEL TR D IRARAEE, 22 OFER,  FATREIRL
B/ TREEASE M E V2B, TGERY > F (TGFB2™,
TGFB3 %", SMAD3*") OMIZTRENH Y20
AL 72BN 2R

Loeys—Dietz SEMEHEZ BT b EIZ T2 WD RFR{ERE S
NTHBY, TGFBRI, TGFBR2XbH A A, FBNI, TGF-
smad RO WL TFHEZ /S AOVIENTT 5. Loeys—Dietz fiE 5
TS BB A BT L2 DL, MEBEWATE
PRI 72 AR ER B Z OB BED LV iS5 - )
BN 2oREEE Ty, BRENREOERESHICLD
DRI AZEAT).

b. 52l

Valsalva {iFEK, RENRGAAE - KEIIRE (& <I2HER)

WELRFEBRETH L0, N - JULSIENZ L, #ET2)8

E16E EF7/—CREREIKEE

—HEIIZE . NETHREZFRES 2 2 DD DR T
P9 5. Loeys—Dietz JEERE T, #IHEEIIR, $HE TE)
Wk, ERGHEEEIR, MMBIIR, B 72 & O FEIRIC S
Ekid AR 2 E A 2 Ehh A, BIRIEITAH LD,
S OEIR T L I I X ik, OB, GO
Ta—, CT »5\E MRIMAEZAT) 2%, (Ui - KREPIR7Z
FTIE7%LC, eSO OME Ol ITFETH 5.
c. Al &

KBRS - REMREGBILAR OAETT, KEIIREEEDF B
B L OGBS O - fREEIZOWTEE T 5. Marfan JiE
EfE L AR, SIEWTEE, ARB 2MEH SN 5. KEIRILK,
KENIRAFEE S L OBk L, 12020 SFCLRTH KEIARYS -
KENRFRBEZ AT A F T4 > ] B 2B Gk
VELFE) IS TG L 95,

FIE, MERE, L ATRBIIRRZIKE 4. 5
BN AT RLECOLR DD, —TF, BN U RBIIR
HERFIEL WO THI SN LB D% kv IDEER
FEB B & BEF OB ADRDOND.

12.1.3

MEH! Ehlers-Danlos fE(&EF
a. W=

Ehlers—Danlos JEMEREE, 28w, BT &It
1, KA ONETIE 2 L 3 5 BB SRR R
THbh, WO TIE 13 ORI BT -2 4
BT OHIHEIZ 1/5,000 A, A 1/20,000 A, M
1 1/50,000 A+ BRI 1/5,000 ~ 20,000 A & 5%
ENG. LUF, MEENZOWCRET 5.

b. ESHh

Ehlers—Danlos JE 5 #E O LT O L H #m T, S 512
Marfan JE %, Loeys—Dietz FEfFE R 72 &0 s {14 A% A 4L
I BOE R B T2 R SRV A TH 55
7 31 A Ehlers—Danlos fEE#E, 1% % Ehlers-Danlos
FEBERE OB A BA DR ERE ST 5,

M%7 Ehlers—Danlos fEGERE I BT 5 & & PHEIC I,
BPIRMEZL - B - FEEE, BhERIREE GHBDIR - AR IR )
WD, BIIREZIRE - R BRIV CRIE T A
ZEAHDLY, HRISET LI LD D, BIIRIEZEOERAL
ELTUE, MIEE (66%) 3% <, B (17%), MUK
(17%) H%5e< 9. 7P, AR Ehlers—Danlos SR
B BIMEDANOEHHEL, IHLERZ (S K%L\,
(f) S, # - Mm%, SERENREZREDH S . I
7 Ehlers—Danlos i 2 # LL7S T DI & PHEZ 4 U
5.

c. Al Tk
M7 Ehlers—Danlos JEBERECI, EMRE 72

IR,
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PRI &R CT 7213 MR X A BIREBHED Y —
NA T VAR BIIREHEDFEICHE LT, MR
VERZAS5 BN Y) 7Yoo — Lo MRS
7257 100 mg/ HHRMG L, TTHETHIUL 400 mg/H %
THET . SUBIREZE (BEoOULOmR, WEE w0
B U725 E, TR TR L 2%, ik
HHEAT T B EMENEREY BT 5. FlskET s
e, MERB L OHRESS M ZR L, MooEEY
o). AL, BAEEEARE AR ML CEE R o) 2
D AHIEE RS L. MAERITIE S HICH28% - SERME
B EET A, MR Ehlers—Danlos SEEREICBWT, KE
DOFETIE 20 T TIZ 25%, 40 7% % TIZ 80% A& BHE
#IE, B OB REIL 48 e END. #5~10%
% 50 BT OAREBITIZRAE Td HED D 5.
12.1.4

FEREIRBF XSS - B%5E (FTAAD)
a. BIE

KEIRIE - KEIRMEEETIZ, & ITERC DWW TS
P - RIEWDSHH I, 2 i ISR RNERMED D
D BEMEREIERE L B 2 e M, RIEMEREIR
- FREEE RS B, REIIRTE - AAIED SERE 2 B 9 2 T A
BT LT 10 BHEEOME S H 5. 72721, WE7E
B SN TR VERE R T2 EAET 5 2 L ICEE
TRETH 5.
FERFRGE(aT-& LT ACT42, MYHII, MYLK %%
AHISN TS, ACTA2 ZEF 55052 3y 5 & QHERED
(&R0 12 ~ 21%), ZEROEBAL - FEFIZ L > TEBIIRE
B, BRI REE R b R0 b RdE I - MBI IR e R YRR B %
E£95b0, WEILONGHEES, NIRRT HILE -
AR S, Mlin i, RN S 2T A LD

%5 BRI (1% FEEE) AS MYHI {525 59
TlE, ZOHREEZED LI PDA ZHEHI OV H L. ZD
BIEF YL~ AT REBOEHRRSBE SN TEBY, I
Wi, BEST - IHHEAOEEEE P HEESNDL Y
8O3 UEEY) CERLEEE MYLK ™Y, cGMP RAFME
EA¥F—+¥%a3— ¥ 5 PRKGI #{nT%, NOTCHI,
LOX, FOXE3 #BinT1%, F7-%%MERE, Turner i
Bl & HSRBIIRRAE - KEIIRIE RIS 2 & 9 A3RkiE S
5.

b.

R X fpgedr, (OB, JLoxa—, CT »5\E MRI R
TELITH. KREIREOILKRDS R VIGE T, REREZ BRI
LCEa bz, FEEEICOWTERNAT 22 LB FETH
%. BUE, FTAAD O {n A3 & 2> TBY,
BB O E K& 5T % 7 SOV TREM 9 5.

c. Al Tk

KEIIRIE - KERIE K DOHEATIIEFE D UEETH 5 A5
BEIRD R L O IRBER LD L Dd B, KRENIRIEA
DOHEATTRIIE BHEWMEL SN L T EHNL VD,
Marfan JEBEHER L I LRI O ¥ 7 2 2122 L v,
KEIIRIEA, KEVIRFEEES X O L COVEETRAfr 3T
bits, DIMERE R FE L T L EY) IRl L 0
YRk - B ARSI X ) BEIEGETRECH B8, —
T, ZERO KEIIRIAEED 5\ IR % & CRE L 72358
RN s 72 % 2 &b A7 v, REYIRIEA S B4 1
EOY L BT, B2 2 0OLEES),
LVESIEELE S 2 L) 5T 5. HRGEOREIZB»
TIIKEIREDO A E R YEKH e & HIEUR - HE - BB
WCRENIRIAEER X723 2 03d 5.

>S4,



FITE F7/—CRERENEE

F178 F7/—CEEEXMENERE

1.
TOF m17

1.1
AT

VSD, PS, HAZEKR, KENIRE FOMUEE, 520,
bo L HHEDENT T/ —EREREGEETH L. O
PHETEATHT L PS DAZEEIC X DIRINVIRR IR 2" 972%, A
LD O TIEDOIRIRFRMAE 2 R L T 5. IR,
HE 2~ 9% IR, FVRHARRIZER U TR TERA L E
TH5. AVSD &flE 4% T, Down FEFERHIFE TH 5.
F72, 22q11.2 REFEBEREDS 15% IZABNS.

W SR AR S & (2T 4B CHEICL, 7 =20 R AR
ZEDRERE % S %, KGR 2 JER P MES 13 PR 272 L,
re a2 LR MR AR ZORIR S A, LRI MEE X

A Fifiai (F7/—€EH)

B Fifial (F7/—tBE)

¥AFVSD, b L<IE TR 27RIET 5.

1.2.2

IDEE

% { OAIER CedM 71y 7 % 58, QRS i 180
) #LLER QRS fragmentation 1%, VT - 2ERIEDE 1)
A7 THD™M. 28 Tay s EMiReL, A7 ay2) %
RO DLYEL, BEREET Oy I AOMITIZERET L. &
ghamLER, RV —L0EBERLITV, NEROMPIZD
L5,

1.2.3

HIER X iR 5 E

DERDPHAET 5618, £ I PRICHE) HENR%E
B 5L. 25% RO EREIRS S, WE X MM THl
WCcx5.
| 1.2.4

nDId—

PR ORI, /15— K75 TOMFE, o8
fir, ELENEE FEFiFEEM (PR index, pressure half time)
R ETHITT 7Y AR O & AR S SEA
275 KAY PS I3 ASHEEZR 2 L b4 <, TR OIfiLjiH
EPLHEELIHEEASEIIT 5. HEIROEE, &
TFPREIMRIEIE, AR IZOWT bR E-i¢ 5.

C Filig

®17 Fallot M (Fiia, Fiig)

105



106

NSRRI CIREZTETA NI A >

1.2.5
MRI

HEEM L PRICOWVWTERNFMEIT) T LATE,
REBORMEBERIIBWTEELRRE TH L. LEHEDE
KENRILREOFMC D AN TH 5. BIEEFIC X 50
HEALORHI S TTRETH Y, 41 T1 mapping 12 & 5 fiE
b5 ima i A I b s STz 50

1.2.6

CT

ZEM A RRETIE MRIIZHEY , WEIIR KA PS OHii
WZBEND, R—ZA A=/ ICD fHiAAHBI 7 &, MRI D
ERTERVERTY, ARAERZFHETE 2.

1.2.7
CPET
EENI AR, SR IRIR O FEBL O A M O FEAff 12 1% 57

D, KRR BB RE 02, FFM ORI OME R
BRI BBV TOEERIERIC % 5.
|123

DRAT—TIVEE

BFRM AR 25 A 3ATATET L L CHEBT 5. A=
JE, BEBIIREOIEREZR M, FRAFEAE O, EEIROE
Miz47) D TE 5.

1.3
aE, Pk

GLEHAE#EE LT, VSD D73y FEASE & 5 i H g ke 42
DFFIC & 2 LPBIER 217 . DA E O LRk e
TlE, 25 4FEEFHE 95 ~99.6% &, Wekd ) E5HIZBITFAR
WM TH B, EaTIRITERIFA, PR 7% EOEE
FEDSI LT 720, itk d BRI & 2 B sk
BN TH L, T E A O THAIIEL
72BITY, FEIRLIEE D A X LSS &7 e
13, LPEERTADSIRETH 5.

1.3.1

PR &R - /&

BB TOF I2BWTh - L b EELDIL, %L DFEf]
THALNLPRIZHNTHNADI A IV 7 THDH, EIZE
PRFPIC & D TED IR BTSN S, FAlTICpE D B
A Y R BRS04 R 9 Inspiris 13- 0 PR H
BA 2 & DSIRAIT R S IURBIIR A B AR 121308 S v
WEeMED S 5% TPVI A% 2021 42 EIN T b E vl fg
%0, BROWEPIES o7z (54T 42 [T — T ViR ]
DEBMEOZ L), FE%R PR & OEIRDH 5 B3RS
MRF- B D L <X TPVI Ol IETd 5 177280 —F
HAR SO LD T4 TR ORED S 5728, BEAEIRO

BT BIEHEEISIIOVWTIZWEH#ERDIH 5. L=
KOIEFALDIFETE S ) BICHiBIIRAERM 21T & v
ABAEDOFHETIE, VT RERIEDY A7 I T L ewvw
DIEL A SN L L 2023 4£0 TOF H#H 1,143
Bl axf G & U7z Z ik A RIFZE T, Wiig=e 25% Ll k
® PR ¢, (O RVEDV index > 160 mL/m*>, @ RVESV
index > 80 mL/m’, & RVEF < 47%, @ LVEF < 55%,
®QRSME>160 I VHDHH 2 DL L&z 3 Lv)F
i B e TN S N B BRSBTS, BT /VT DA
BT 5 LSO TSN, BIROFMiEED—
SEOFUPEATRENT . —F, RVEF 2ME T L7256
T, MBIR A @R E D AR ARIILETLI00
RVEF 1343 L%\ /26, RVEF MCT LAG©D 72 5 FriE i
AT LEDOEZLH DY, ERMOBIS: & % HRR
18 |IRT.

1.3.2

AERHIBIEEDEE - /5

WP e G B I IR 2B C L O D AL
N, BB T RZ2RE, EEAEER & B3
5L OWMEDL L. HEPHIEDEZIGEE D 70%
2570, HAERLEOTEBZEA 50 ~ 60 mmHg Ll
THIUL, JIRITFATR T 7 — 7 VBRI & B3Ry
%Séé i’LZ,) 13,197,792, 870).

1.3.3

ARODER -5

AR, KREMIRFAERREER PATRBIIREEATKR & L, MEEED
MR RE QS ST b TOF T3, mEIC 117
KEVIRIEFER AR SHEE 2B 2D 5. I RFETIC
AT REIIREE 55 mm Al T OMEER O 1T <,
BT OWBEREIGE 55 mm P2 S ™ AR I2own
TITEHE OFBRE IS BT A BT A 2B CTHET3
2 731>.

1.3.4

FEIROEE - /5

DB, LEEAEIR, BE7 0y 7 )MEme L
LWL, E<I240mUEIZEZ L ALN 2. BiF
DFE, Jp EOFERCAEIRDFLERD D HHE R, I
FEPHAEENR - 22D ) 27 AT (W0 ZERFER 4, QRS
& >180 I VA, LMl MRI TOJR#I A5 EHHEIL) A3
BNLEETIE, EPS X° CA M9 4. MEDIRS P 44T,
TPVIZIIZ CA DT 7a—F L b2 dbdH Y, i
Hil21d EPS ZMiaf 422,

ICD FHIAAIZOWVTIL, ZEIRIED IR FBi CTIIAEmRAIC
Hegrang Y —F, REYIEBR G & ORMED
HBWE AN, 77— a 20 LBk ED



#RXKR 18 Fallot Ml ERIAEECSIT SHRE

IEFVALRIL

25
O35

IEFVR
(ZaV]Y%

RISHEIREAHA S (7% 25% M E)

AOAEERD DSBS U THRB/
BNT—T )LUEBEIRA BRI 21T 5.

BB E AR TS U THARIB /21
T—T )URBEIRA BRI Z1T D .

BERUTHEEL LOAENLER
(RVEDV index >160 mL/m? & 1z &
RVESV index >80 mL/m?®) %3554l
[ U THRN /8 H T — 7 U ED IR
RERMZERTD.

AR CEERERZZRODHITH
UCHRI /B DT —TILviEiRAE
BTz ERITD.

ETHECTHEAERDIDB MEREIRE fz(F /0
FEHREIRD DD HIICH U THEE / 12
AT =T LHIRERRA BRI ZERE T .

AR

AZNREHENEZINERED 70% Z
HBADD, AERHEDOEEZEN 0~
60 mmHg BLEDH S U THRFiTE
UL @D T =T IVBEIC KD IR*ERIRZ
ZRID.

IR Y F IS T 4 [CRDEM /2R
PR HY 0.4 RGO A AR B E IR
[CHULTHT—TILaEZERLTHL
L.

IIb

TRTFRERE

ARESEDREEEHZRDDEE. ©
U<ESRBmERT BRI 227 55
BICEFLERRIEDOARNEEZEE
BI3.

SR

VF FEIEMITEIERZES VT [CKDD
BN SDOEHERET, DELNART
PHRAICKDHBEDZRFHELTD
ICD #8)AH7Z1TS.

RATFEDURIAF (EENHEEIFE
JREZE., NSVT, QRSB 180 = UL
L+, LR@EAZEDORMEL, BIEEFHN
RETDODEEREIRDOFEF) 13 DL
+HDEED—RFHELTICD tEAH
ZERTD.

RO ZEBOBED S D, SRV
BIfABRMDFESNTVBHSH U
CBIDEREBELHREENT—T I
7IU=vaveLLlEffirr I —
2 3VEERTD.

IE

ERMBILBDERD IE FEHENDIEZR
5%ZZET5.

FITE F7/—CRERENEE

VT OHE LA &2 5, & CITHORIZHIAN, Z2R5EDS
L VbSETIE, —RFFiE L TO ICD filiiA A 0 #)is
oW TI#RD D 5 .

1.3.5

EENHIRR & EE A

TEENFR LD A IR MEICRE T A b T E RN L T
B PROBHoTH, HEMERA R, Rk
e AR, AEREEOKT, fEbaa A iRy
W) 27 OBNZOWTIE, R EB IR IIAE &
FEATEIWY 172, RERCAENR) A2 933 5
B, WOLEOWEAEDH 2854, HHR LT RBIIRILR
DALNLEEE, SRCEEOEB)LET 5 LEF DD,
T2 IS U 7R ie & B 5.

1.3.6

TR - HEDERE
HEERERIRED 2, LERKIED RIF R BE T, 1T
IR, HEORBIIMARBIFTH L™, 7275, PR E—E
DEBILKEBO DAL, R - MEIHEILRDOMEST
RO S 2T EeED D 5 V5 ESEE PR, S
Were, HEMSREA ST BAIL, RIS FATD L i
NT =T VIEEELT) 2T TOLN5.

1.3.7

IE &R

Wit @I IE S8R IR 1% £ S, L cH
BN %% Rastelli FATIC% A bND. BUMHEEML
ETIX IE OFHLEZ1TH 2 LR E NS 2

2.
CoA (88), IAA fiiig

2.1

B=

KBRS IR B B\ LA Y, WFEAERRIBIRE
AL L AUTFN L) il A4S 2 (E18, E19).
A IRRBIEDO S OD 5, RFZR KERAEREEE TH D,
RIERREE O &, WERE,OBREF TIEISETHD.
RSB CIEBIIRE ORISR, T B OIF AN &
LYyay 7RIS, RAICER NS {330
TR CEEAED L VHEATITH Y, AR BIIRE
WALV FKEICHEET 200055, BRELEREE
PR 2 AL, FrE BB EEL, FHIFA -3
MENDS TAAGEEFER, LRI TH2Thbh
575, it I KBRS TR oM 2SI Bl 5 &
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NSRRI CIREZTETA NI A >

ENDD.
2.2

2
SEEI DA S ST R SN2 AT Tl s
£, TROPRSABESED DY, EEFEO TR OEN L FTFRA
250 H 5. LEEIIE, FRORIBISTIFET, 5
PO IMTE % 272 SASE R 5ED 2.
|221
ER
MR REET 5.
2.2.2
RaEB X #R
WA, SR L BEEIIRIC L 2 8E FEMR A (rib
notching) A3 5% Z EDid 5 ™.
|223
nI3d—
FERIEEDOREREE, KENIRSHE - B TOMZRE DAL 12
B2, B 7580 L A omE A NET 2795 BRATIR
L= 4 Y Pk, KBRS OFFHliA WEE 2362
2\,

2.24

CT

KRBV REZ FA RIS 2 2 &3 T& 57280, Mifkar
iHHTH 2.

2.25

MRI

KEMRICRE R B EE M9 2 2 & A5 C&, ZMIHMICT
OIS EEREZT) ZEIREEA LRV, FETIE
B RDOTERED AT, FARTIFN 7 FEReEHi S v 5
V27 V) OOJ@Z) 883-885) )

AR
LCCA

LSCA

RBCA RBCA

B &

2.2.6

DEh T —TIVRE

REIIRIEREZ R L, SR COEBZEZMET 4. X
FRMIEEGE 20 mmHg VL& G R AME L ERT 5. 18
7% ERGSMED 720, BIEMEREIREL D) X 7 A
HY, 40 ETIE, EREIRERZHIT) ZENETL

" 886).

2.3

aE, T

KIGROYGE, REIEOAEE K7L, FEIETHER
1334 ~ 35 R L S S SECERIZAIR ()
Biedn 2\ IOREINRAFEE, BRI, 1B, 5 oIk A%,
AR CEESETH BB s oA HHEIBEM %
THHELBOEEILETHL™,

2.3.1

NEIFT (B20, B21)

FUBATMBICIE, (ZIZEBITHAZERIRR + 3 4 W &k
LB TEIR 7 T v 7 & H OO A O KBIIRFEEAS
WHECTH D, KEVNRARIEK 2 1 E BTl A KBRS
FEMZIT). Bl T, BEMRICHRATIZ0N % =400
F—OAFE LR AL— AL TR R Btk L 72T Ask e

FRER ERERRE

FRE A2 S TT
// /TE%DM&H»ﬁ

s

E18 XEEiEE FREEEERERKRE)

CH
LCCA

LSCA LSCA

RBCA

LCCA : ZEHE38E0AR, LSCA : ZE8HB TEIAR, RBCA @ GRiTESIAR

B 19 ABRSEERTDITE



BIRERER, HEREARYIRR KEAREH < YIS

M 20 PBRIFEUAEHIREZREICKS 2Fil

BiRERS, UIHT, KXBRE<WE
LCCA
LSCA

RBCA

®21 A BAEIRSHEERICKS 23l

SNBEHIH->TETHEY, AT T I gL
YIBT7 70 —F T T REIIR & KBRS /NS & Sy
EFBMADFCSND T L AL B0 g b e
EARATOI S + I A W) AEES T E T, A LM EIR Y 4%
I ENBEFBIFEEST S Y. AT LT RRE G
KB THE) OB & D /LN A 7S AR KERBIIR - KEREDHR
INAISZEDRHY TR AT LB H 5. FklC BT
& BICEIME & 42 U AEGIA D 1), EEE M B
DLETH B, 7%y F YRGB BRI A E R |
R ENL -0, BIIETIZZEALTbRLTHARN Y,

TR NV — R D AT DN 575, mIRENIC BRI
AL NLEDHEDLH D, KFHMD CoA T 54
IG5 & LTV — LRI — i 22 e & L Chie
LTV TR, RADIETRBN T B AT > b
BELHASN, BIFREREAHE S T0E ¥ g
BIRAE BT DREBIED 5 D00, hEEEL I RIT
TZF)ZQ 770, 897-901).

TR FT IR - FLYRH 722 ARSI T L2
BIFTH 5, BHRGERMIEUEEL AL 2 WEFOE S
TRIIHER BT CH 5. MitemBaEIcIE, B
FPereCHIRE, WIE, KBIIRAFEE, FRVEEIRE

FITE F7/—CRERENEE

Hﬁfﬁ?& éfﬁijf) H’C) i’LE) 183, 786, 774, 881, 888, 905>. 'ﬂ?}/(ﬁﬁﬁr ,E;qﬁ)
A DRSS AR T I ZORBIIR S RE B 2\ 2,

2.3.2

i EREDEE

CoA BIEM DO FSAHIL 10 ~ 15% & S p 7%,
JETATHI & MR, PRz © LA B Tl Coeit I E
flE L, ETHIMEEOFELERT 5. BEOM%E
ik, RO ETRIMEENIIEAERL, Ly R
VR A Y — T EERE R AR A IS 2SS 22 B
ZENH A, MEEIMEIMATOFREDOREIZL EHE %
G, LS RRAORRRE % L 2w 2T,

Bzl Cl O S, BILECMZ, ETF B mE
20 mmHg PL EAYH 7 — 7 )ViGH £ 72 3B IBE O @G
LENDSE FFhF—FIRENTOI, BT —TF
EROBER BN A B EM ASRIR S 2 7> zgih
DO NTIME B HFTHN LA, Fa L MEINATIZ X 51
MPHEEAEIR SN B EZ, FATREIR — T4 KBk
M IRFRFIZEI N A S 2AATTOI B E b 57 LR
Mo NTIE % AW/ SE RN T, SEREEICECH
KRR IRAEDEATT 5. ZOWAE b N LIE OFERT D
L AZTERE AR N A 7S AR ASRIR S B 5 Foifihe
DR OT A, WRIMEAEF L L RS LA
%l/\ 920, 921).

2.3.3

fliigSMmEDER

AR BR 7 RIS < BIMERE A9 CoA (FEF
i), MRAEGN Db 5H9) 1%, AEEKPL RIS
IREEBD T 217 ) LB 5 575092929 ACE FHEFKR
BIEWTEEDSH R TH H 25, H R BPRIRAETE % 11 FEH
TlE, PAEBAMOMERT % & 72972 ACE FLESEIL
EH L7\, CoA Db - &b — 2 LT H I B IS
FRET AEREALEHRETH H720 7, BIEREE LD
WZIEAOY) A7 /T 0Ty ba— )V b4TS . EEE B
HITE LWAEIF BB & & 012, EEPRER1T) S EE L
VB0 R T RIS R, B A WIZIERIE T
QBRI EITE 2 2325618, BEOESE)IFEZ 5 X
;) :)HE:IJ’—‘%F?— ZQ) 786, 913, 924, 925, 928, 929)‘ i f:, %ﬂzﬂgb:kgbﬂm.ﬁ:‘l:
sk ST A ENDHVIEEEET L.

a0

3.
TGA, XKEIRA 1 v Ffitii&

2O LU NIMLRESRAT DT H LT 7223, 1980 4F
AR, KIMAE L~V T #2179 KEIRA 1 » FF
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NSRRI CIREZTETA NI A >

it (Jatene A7) AMEHERG AT 2 o TV A, @EITE
B KBIIR A A v FHRAATHOIN TN D Z E D%\ Bk
A4 v FOMBOEIAEAZIL 10 ~ 15 4FT 86 ~ 95% &
BIFC, bl oEEhiH7E6E b B AR 7- 5. 38
D% A LELIPICA S, BAEEEIIROA2C X
BB MOBE D P00 S O SRE, %
TLHIES - PS, KENIRIELBILKR, AR, BAHEEIIROMKAE &
FIUHE D) A EBEA S ARG ST 0

930, 931, 933-939, 941-955)

3.1
AR DEIE

3.1.1

REEE CRERF

it B AR DFSHASEEE 1L 5 ~ 40% T, FEAEMIC
MRS A% 35 4E TORBIIRT 74 LI R~ D
%_c‘?fﬁﬂﬁlﬁgz‘:ci 864% (1_,_ @iﬁ%f]if)% 827, 940, 941, 947, 956-966). j(
B IR 712 He I S RO I BD AR 97 00 2R % Sl 2SI 55
B B2 k000N B IR 97 VSD BASHIC BE S FiR
57 AT T E L COMBIIRAEM, AT R i
Bk DEAE, EHIRFBEHICHED Valsalva IHOZLT, #
KEYAR 8 & I BIIR AT S0 L1485 72 & DAY BER 25D

Z.) 827,947, 956,958, 959, 961, 962, 964, 966, 967)

3.1.2

SR HFIHER

181 AR TIE, EIICbh7z o THESERICREE LA S ikkE
LIEFICHEIF SN D 2 E D% h ™Y B IR 552
FEREEIRASTERG, BB DR MFE FIRAELL T 7 &2 X 0 /2
SHEETAHBLR TV B ET 2777 AR
DRJECRERD R WIEBNE 12 » HZ 8, WEELETIE
KEBDDIEBNL 6 ~ 12 7 A Z & ORI LETH
%. FEJETLVEF OIRT, a0 Ak 72 & OfEIR %
PEDJEBITIEFRLBIC 2 METT 5 (HESES T A 1la, =T
VALV C). FAREENCE LTI, JEBRZFNE O
— %17 AR OFFHEITEHBEIZT 5.

3.1.3

MTOBRIRE Pk

FFA & U ClH KBIIRA BT T 5 00077207
(M2 7 5 2 1la, TEF Y ALV C). BHEREIZBWTA
BIRA A v FHIABUI KRS B TAERANTH Y, WA
PEIREND Z L L\. TORIEIIRT TH Y, RS
PRICHT T HALEZR &R B 5H L7 &0 5B EfRE S

2 974-978)

3.2
REAREZILADERE

3.2.1

REMEEREKF

A7 1% 5% B H O KRB IR FS EBIL R D FEEHAIE 1S 33 ~ 66%
<\: i&%: é ﬂf W é 827,958, 959, 961, 964, 966, 979, 980) . {ﬁ%ﬂzﬂgc:ﬁéjﬂm
FEHIERDHEES 2 & O|EDRL D, —EO RIS S
T2 899960 fiii% 35 48 T OREIIRF 7 v > L FEH
BHAOFFAM IR L 86.4% & DL H 5. Hk
ORFEIARBEDNEESE *7, AT T4l & L CORiBIIRAHET
7175‘[5;55\%@—% 827,980)-

3.2.2

EIR L HF

HIEE T, REWRA A v FM2ICHER L 72 KRBV HR O fiF
LT O OWIELR FHOBILILESE > T
2 T A R B SRS D KB IR O TAE S T
% 55 mm ASBHF XD DK 10 7 HEHE Tl OV
TEEE IR R E O ERET 5 (SRS T A la, TET
Y AL C) AR % fE ) 3541213 Bentall T,
AR 757 WRBIARE SR CIERBIIR ST 2 AT 3 % 253
KA (David Tl = switch-back i) 25{74i 5 19619797

977,978, 982)

3.3
AEFLBREOER

3.3.1
REBECRERE

WA =it M IR 4213 3 ~ 30% & HE i e S L2 5R 0
SNDHISIETH D, =D H LRIRAIIRT$ DA
L4~ 12%THY, PSIZRTEH T —T IWVIEOHRE
7]§5577 W 196, 197, 930-939, 944-946, 949-951, 983-988). 5%7;;%{51& Ci, Hfh‘éb HJR
FBIOIT, FrbEh, EARMBIIRICHEMZ W LREIIC
ST 4. PEOEIRIE, Lecompte 12 B81F A KEIRD
BHr oo E EANEIIROE M, FHEIIRFF
%%y FORLE - B & 2 SIRERIZEITT 5

3.3.2

L)

Bk A A v FROAE BBz, PS OEHIL, (X
ORI B el & sk |2 0 5 1017
Lecompte %312 & 1) TR S L2 ITBIAR 73 5013 % < O3 &
MEOFTCEMMcHY, Ta—r 4 » FopEsy 45
BN 2 L 5% 720, LIS T CT % MRI
2 X BIERERHE, MMy > 727940 LIEMRIICE D
TEATRENR ML 347 O 78 w2 5FAli 2 475 . — 1 PS T



IIAEBLAZBELADPRON LN EDH 5.

3.3.3

ER L HFIHER
HEFMEEZICEL CIE, BEOLEE (<36
mmHg, RATHE< 3 m/s) THEMRRE T A3 W EERER
BlL12 5 HZ L, HEEE O (36 ~ 64 mmHg, A
Tk 3 ~ 4 m/s) CHEREIRT 2RO 56, Wi
DEVRNERZ RO LE1E 6 ~ 12 7 B Z L O ZE MR
FHEASLE TH D, EEOEEZE (= 64 mmHg, AT
H> 4 m/s), LEELZEFER> 0.7, HOANSERR ST
BREDINT 20256, BINAE, SEMBIIRT ST E
PEO B OTIEFMIfTONS (HEEr T AL, TV AL
AV C) TIPS 2B LTI, BRAEEEAS 50% LLET,
AEEAT 50 mmHg 282 57, A BRI A A
ASAFAET 5 (EEI2SE T ORE L) & DIEFiire v
LA T =T IWVHEBEOBEINE D R IR ZET VR
L L C) 196,197).

3.34

fiTIlBIREFik

AVERE 7 BT BIAR, A5 220 R Bl A3 AT b B PR
T A PSICELTIE, HT— T VIS IS T 7,
BB — VLR R Y 27 MR EDTbR
52 KEIIRAA v F TSI BINR AR BINR R 5 |2
HLTBY, 70— VRN & 0 BEEM KBRS R &
R B2 LD DD OIEBDLET Y fifth 5 £ L
FRGBL 720D TIZAT Y MEEO T X,

3.4

DEEMOEE

3.4.1
REBEEREERF

EEIREE O TREE, W5k 1 AEUASS WP, &
MR OMETIL, EEIRFZ 1L 3.6 ~ 17.4% 2780, 20
FETOFMNAFIT 2 ~ 4% LS ST g 2L 000w
T4 R B IR DBENFEAT 2% & DEBIIRAAT R A
HHYER, M AEREOBEBIIRICA§ 28D b
P2 AT T L Rog 936 42 988, 995.996) gl R e e D L FE L
HIEIACHZIL LIEEIR TH A% RO D805 57

997,998)

3.4.2
BEECHTFINER (#ER19)

BINR A A v FRFEAIIIR 72 & DERRFER R U R IO
BB HH DI, BELFLEBISLEATSHY), CT, MR],
REIIREE % GO /BRI A MR 3 5. BRERD %
WEZIS L CEIBHO 70 —7 v 7L LT CT RiEH)

FITE F7/—CRERENEE

WRIESE 2V —F > TEBESRE D L) IR O S
BENDD, BN TCT X MRI I & 2 i B RHZ
R MO AT 19519799 B ik o B S TR
SHCHE U TREBIIRA > ¥ — Ry gy, Foiowie % Ik
T5 (s IAL TEFYALANLC). EBIIRIERRN
TERTEBIIR A > 7 — X ¥ 3 v REBIR N A 2 S AT DT
i W REIR A A v FAF A OEEIIROESTR,
MR OTEBIREFTEE 7 & % B L TR OFHE %17 .

a.
TGA, DELERlE

4.1
sl 2 RS 1 R T e S

TGA O > B5 i Ifil 3t ¥z 4% 47 (atrial switch operation.
Senning T4 'Y, Mustard T-4ff ') %DM 7 Bk
&, LERNY 7V K B DB IR, REER A HE )
#i% (systemic right ventricle) @ 2 D Tdh 5.

INOEDFHERER-T, Ny 7IVERZRIERNT 5 L KH

HIER19 KRR A v FMEOHT—FTILA 2V F—Y
Yay - SEFNOEROERELEIETF VAV
~N)b

#E | IETUR
I35R

(Z2a917

BESHROIERC &3 EMERD D E
ECHUT, EMEOEEDEESC
EUTRBIRA VS-S 3> - Fil
75,

BEDEEZE (= 64 mmHg, EEAZE
FH>0.7). AR GEHEET, &
BTSSR, BEMEIRASTREES
BE RIS U CBFAT S
BAEE 50% L ETHZEREHN 50 mmHg
BLE, FEAREIRIR S o R @ H
I 2B EIRIRR(CH T B FMEL LA
T AR,

EREE UEVEE(CH L B ESEIR
DRAEHIEEET 2. Ila C

EREEL, EERERETEMSER m C
KEFRRTLRICHT DEFMEEETD. a

KENRAEAMT RO L CREIIRH B i " c
WEERTD. a

RN AERZE T 25 EEAB IR
BEILKICN T D A IRESREIR M ZE lla C
BID.
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NSRRI CIREZTETA NI A >

PRAE B AE & FREIREABLE N X 5 9 - AT / FFREZE,
Ny W) =7 FEAR4E TR, PH, RERDEZ 5.
INY TN = 713K 25% WZFRE L, BRIRFE A R R LA iR
R=Z X = FIFATII BB IR OFHH & 7 5. w8 H
SHREE O TR AT —HAICA S, BREFYIZEL T 5
2, BEREEGHET S0 TR, LE R
WESMANEEMD SEPES N TERFpHIERET-5ES
WA B 720 L L ENTWAED, ZRFFVRLEDE
HRELTARABTHLIES—HTH L. JHH5HikERE
A4, AFL, TART bilitRRHNCRIEL 2 5. (A5 EiRE
REDFIIZ, T2 & 2 AR OB EER A~
MFREE, IR SRS X 2 EEHomME1LE Shb.
M5 26 ~ 31 4E T 35% DB FH )Y AFL % & B¢ 5 ',
PH DHAEEIZH 7% & &1 5. Mustard T2 58112
PH 25A 615 BETE, 1%, PH MHET A GRS
dJ?)Z) 1007>-

4.2

BRERARR

L DEFHTIE, OAEILEL, AREEREAN A D
TTREM 2 # BT 2. F7/—E2H L4, ettt
Ny T VIRIUS X D HEEEMZSES . /Ny 7IVEHZETIL
TFLERe LR IRIEETEDOSEIRE 2 5. BE, W T A5
& & EDBIEHIED o,

4.3

Fi

OB LT BE Al 2R 0 25 ~ 30 EAEfFERIL, 65 ~
80% T&H 5. 1T TIE# 80%, I % T 45%, Mustard
M 20 4E D T EIZH 80% T, I HITIFH 50% Th o
7—: 1010, 1011)-

Senning Tt & Mustard 1l TR 2 A B AT 7%
10RO RS 10 ~ 20 4EF£ O NYHA LDBERE S HIE, T
EEAT 80%, 11 FEDSHI 15% & BB LR BIFTH L .

4.4

=iF
TGA LB EEA OB N EE 2L, IR
HiBERERE = 1 0h g BA T =) rhsHER s NG, 72,
— i) e BRIEIHEZ M5 572012, Lra—F700d
MRI 2 X 2 GBI & FAEZIT 2 RETH L (HEIEs T A
I TEFY ALV O, Ny T =7 RNy TIVER
e EOFMELT). LIS, BEIRR— A X -7,
ICD SEBENLLE, HOLVITTTIATON TV ELE
7 CIIFREBIICATI NETH S (HESEY T X 1la, TETV

2L~ C) 117).

LDEVEAEENRZ 1D TGA /LB A MG 7 O N
B LT, EwR Iz EEHT 2L 2EEL,
PUEEELEOVENES &, BT A 74 AHERD LA
45 (guideline-directed medical therapy: GDMT) %17
INETHD HEEsFAL TEFL AL B

TGA LB MR RO T —T VA 5= T g
¥ SRR OIS % SRR 207 1R

2010 4% @ International Society for Heart and Lung
Transplantation registry 2>HOHIETIE, RO ER
FHOUERR AEDINOIETERE, IR MM LIS
NTC 227720, ZOMLEETRL 72721, 2014
EOMETIE, WAL RODEEBEOBAR 1 FFLIN
DFATIRIEIC X 5 FIHIECERIE 10% & 13H DR
FIZCONEmL L OO, Bk 5 4 LREOBRIIETRILRL
NRHIREE X DL 20T O,

5.
IDNEEF i : PAVSD,
PTA., DORV

5.1
=

LAREEL, BOICTUELABEMICB W TEE,S
BHEIIRAIIT % 5 B SIS, mEREAL, TlE)
PREFBD D, X TIRIE R 2 Bl IR B #H 3 L = i
K48 (PAVSD), SEEIIRAATEE 07208 O4 =i i
TR DS ¥ 7 TOF 72 & O4E I, PTA (B22), —#H®
DORV (B123) T & %. TGA IZ %t § % Rastelli 4i7,
ccTGA IZX T 55 T IWAAL vl TOHENS (Zhb
EHREDOHE SO Z L), Wk TIEXHRE L S 172
A &84 (homograft) DFEFIASEN TH B8 1Y,
RO BT SN e, BERA XA (Con-
tegra®) "V R HTLEE W SEESHOONLZ LD D
=7, LHVEEZHHEL % WFMiTdh S REV (Le-
compte) = <° Barbero-Marcial b £ % ST 2"
1020 A3 TR R R & 8 R BA A X A O
FWEZRON G720, HOOE, SAELEE, ePTFE ¥ —
R AT 2 &% W T 8E 2R 5 2 L 05%
W 1021022 4E b AYE T B 38 S L7 bulging sinus
ePTFE 7 3B OB -H§RE B L OIS VR S
WAL T O STy p 1031029

LAPEE QR KO BRI B 5542 T, EEN
R EH TONBEOER KL, EEDOEH, FOHIK




HRER 20 FTEAMEGOFEUMAERIGTEROANAT —T
WA V5=V ay - ARFOBE DR

ETIEFVAUNI

g IEFVR
ISR uNIb

Fiff

ER7Z S BRI A (O3 U CHRFl
13,

IERZHDS/I\y T)VIRETHT—TI)bia
FNREDHDITH U THBFMZETD.

ERZHS /NNy WY =0 THT—=FIU
AR R DDICH U THRFMZT
2.

=R (RDEBES) OEEERN
HO, ALEHEDMRENTLDBO (EF
> 40%) [FERICHDD S T=XFHEM
BBVEHERZEEET D.

BAICHTDEE NL—Z2 T DD
Fh BN AR IB AT B K O Z D D KEJIR X
A W FETINETIFEL

HT—FIVEE

TERZH D)\ T)VIREICH L TRAT Y
NABZTO.

TERZHS )y TV =T B KULHEE -
BEBOF7 ./ —E, aEMEERORN
OB DIHBEDRAT Y N (D)IN\—=F) &
feld&Z )N RIC K DA (Ffir9ICTTBe
FEE) Z175.

Ny WU =JICkdEREY v MC
FOTERDBBDHZBEDAT > b~ (F)(—
R) FTelF T ARAHZTTS.

Ny WU =JICkdEREY v MC
FOCLEREEENPKREFSEEDRT
N (D= R) FelFT)I\( AREHEE
EI3.

Ila C

N—=RAA—=N/ICDZRBELTDEREIC
BTNy TNV U—=onHd5a, U—
REABICHN=RIAT Y MMIKD/INY
TNWU—ORREZEERTS.

lla C

BIERDBEICBITD) Ny TIVRAE(CH b C

TBDRAT Y MNEEEZBR LU THKL.

(Baumgartner H, et al. 2021 #8Z(T{ER)

LI E VAL S, EARASARIC L2 0ARE0H
TaBobl e bV hhbTdbh. 1IEDFEEIZSIERD L
%G, & <2 Contegra® (Z1I 2 D2 H_TH 45,
EIRH OO D E L ST G 12017 LpEsg
PRI L 2ROl - BEAMIIHE - A0
EEXFISRIL, HU0ARERHRE - AETREETAR
IR FHFT 5. TGA T, Rastelli itk d EEOILAR

FITE F7/—CRERENEE

OEIEAAEAET B L Vb T 1 MAPCA %15
PAVSD Ti3#%% PH # 295 2 &%, HAUALEx &
7- Lf?j_w 1029, 1030)'

5.2
L]

5.2.1
AEIR

HOAREOHEATIZ X o TIFME, FFERCIFIRIREE 2 &5
W T 505, 381N AF % AFL, DZEMAEIRZ: EDOA
IR Z SR E LCRAD B 2 &b S0,

5.2.2

B4R

IR ARZ X AR IIBR AR, ITBIIR i & %
PERRINMETT DIZ AN, VSD B FREZE Tl e 28
WEND. FpAFEGEETIE T FIRIAEL ST L0, FAIK
(LRI DMEATE L DI T FITH— L7 5.

5.2.3

®REmMR
a. HIER X ##

PR, TR & %\ VSD %55 L TV A REHITIZDIEK
RO L. FlAEERROAIKL, RFHlO PSICL A
B A% B % Z 03 5.

b. DEE

DB R D720 OYELER 7Ty 7 %7880,
HREERAEDHEITIC LV HERKOBT REEL S,

c. hId—

WS OMLT, WRORE, AEAEAN TS
b, BZEOFHIIIE = RIS O Z I\ 7oA E S E
PHERTHS.

d. MRI

HEMRE, HEAM, PR, EEB X OB Bz
DFHEHHTH 5.

e. CT

152 CT IR RLIENIR B OFFAIC, HALCT 1%
FIRACITZE R Mg & DA DA A TH 5.

f. CPET

Pere R AR AN OMEITICL Y, SEBZRE, EEEy
DU OENMIIET % FEY, LG Gk
VMGHATE S S Y, EEIEML T O — T,
BEPRROETIE, EERMA LA Y OT A0
FO ﬂZ) 1032)4
g. MR VYFIST+4

FRBIIRAS 2\ 2, FEE B R0 A2 A5 Tt B IR AT 1
FEFITIE, BBIIRY &SR CofezeReia LALC & 0 /ARl
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NSRRI CIREZTETA NI A >

A1l

22 #EiRENE% (Van Praagh £%8)

KEpRFA TR FEhARF+ T2

A2 A3
(T v N \/
ST T

A E TE ERR

Ao @ KEIAR, IS : JRIERHRE, PA : BTEDAR, VSD @ DEFEAIE, TV =48, RAI AR, RV A=
23 MARMEBEAEEZRODEFRBRIEDOMUEICKDEE

MORWEIRZ YR, RO »F 7774
IXEHTH 5.

h. DiEDT—TIVIRE

HFEM WL T —TINA 57— a » OGN
DI2DDOEEEDOWEZ, T —T VREIM b LI L
B\ F7o, bk VSD, (RER A ERRE
EIROEITOFEMIC D HHTH 5.
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