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FRUEOHER (Folm) FAREIRHERE, HZ2IEEENNEZP—PRINAEG.
BEIZERAR. SIMEFER. NABRARBNERE, 90% LU ERNSOEEILALIFERIRE, SEG
IR AR AR LERFD) LERRE AR . BA SR EANBIEFREANMSPEA, ENBFE
60 ZLLERIZFEA. FBRIERITUARASLOHRESEEEHRIFAIEICS R, % (2010
ESC AR O EERER) &M 10 &5, 2020 F 8 B (2020 ESC B ASERM O MK
EEER) EXNATh, FRERNTERRNDEDE. GETIAO AR TR IHIT T B,
FHREHT —EHOMS. FTFRRENL . STRAKREESFTEFBREENST OB, F
AFIHEEMG AR BEARBEENHEEEARE. FRIEEH N ARBRMESMRIFEAR. TA
FIUEEM AN T TIFARE, FEBTEEARNEESN. AXZHMIMNEEEX—BE
XX EBFThRIEFHATHHE, XIEENEN/NERBRMHRITTRE, NFHERRTRHE—E
iR, ATER{ERIFESI.




IE X |

FRASTRMEOIERE (5olE) ISEHET —ERWVARRTNAR, IGREARNARHAREURS
FOIEREZE AT RS RH T AT OEFERIIAREZE, (2020 ESC AR OHRRFE
Higr) ©F 2020 & 8 BERMOIERZFS (European Society of Cardiology, ESC) £
SFUURS, EEURABHHEZFRUERNREDIRT KA UFENSSEERE, EEERF
EXNHPHEARAEERELARISENEFHS M T EWNRENDE. RATT OB TS
MEF NSO O IERHREERE CREN 7 X—BEEMSHNSRREEERS, mBmK
ABERILEBEGHHEHEEAEBMRZN, BNRABERENHSABHRETHATRIK
MMEXBIFILEERE., 2020 ESCIEmIEEH, MASZUFREREZNHNEERE S,
t"Grown-up CHD"—a{l FABEE, EINEEZA "Adult CHD", AR ESC RMmAIAKATLD
RERIEMS 2010 18, RETHRASLUREEGFHEE. KRS E, FIELSS
FiA. FARNAGEHRED 7 —LHRS. FFmEmnsi-41.

IBREEH 7 AR DTG EREE, T 40 ZLAERBEMY, B2, EEIREIKERE
ERE— N/ ZNMRRERNEE, NME TRk EG (CCT) BB EIMERRMNKES, XK
RNIE B RNIKIFETREE AT, B EINREX RSN AEFLUEHITE AEN
SENOINEETEMN. IEmEERE T EFEAONERALOEFNLERRIEN, NFREX—F
EABFXNANERTEHEEFN FREZFEHNT S, ZAillEBME>85% FMLIEH <200
g/L B8)LEFHIE DTSSR, Eisenmenger GRZEEEEA TS EEBMEBIE
<90% MREBENERITR. 4R K BRANEEYE, SIEESFHEBERTRSIEER
HEW, WEWAIEITIRERR, AT RINEERALMEER., BEHIPRERN, TUHE
IPRSERHGESI, BEANMENK. A2HNEBYTEITENHEHAREER (modified
World Health Organization, mWHO) FEHUOMEXKE SR ANVENLZEEREZEIN.
mMWHO R AIMERNETUERNLZ Y, BEHPRIXERS, AINZBENEEIFRESEER, I
x 1. AR OEEE EIEFHI TR O R IR BITRBA[5-8].
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AXZHAMINR EERNTERX—HBENHPIEENM BN ER/FERETTRE, LEAERE
TRM—NEA. ATERERESI.

ASD BENHIRASGEZ —, SEERAEHHRERRN, BoRAELEREE OMERER
BB O NEARamAI. BER SEfBakES (pulmonary artery pressure,
PAP) BEES, KEHNEESRSEOIET Kms B EROERE, SLUBEOEKRER
F., ASD BifHEARREIEER APVC, ISt APVC SRIRLEIRS ASD (1, B—AFEEEN
BEED .

HFEAOSBBAMEENSSIENKA ASD, MTIHEANMREIR R EIMHEES
EZBEREXH ASD BERZEN, BXNFIFRAMEERSEHIEENEENENTEA LS
BRE, NWEHE—SIFEMNEEDFENER. XNFMMEFRES (pulmonary vascular
resistance, PVR) 3~5WU %, SEFEEHENAERAASR (Qp: Qs>1.5) B, RERE ASD
HE, WF PVR>5 WU MIBE, MEEIKESEIEEATIE PVR<S WU BREBRRERED R

(Qp : Qs>1.5) B, ALIERE ASD FEHEAR, XNFEH Eisenmenger £A1E. FzhikeES EiE
[[iafr/a PVR25 WU, EaiEHEaEE, FENAS ASD,

ASD NGE RIS EidFAIMER TRISREEFA. WEEIHEIERBIMIFEANSENAS
HBIARIR IR TR, EREISENANBELRERER. ERFAERE, EFRTRERME
=. FARIEAMLIE APVC AIBEE S MFREEIESEF MR, EIFANEBORIMEIEL
RYEAESTRK.

SFAOEEFIR. AR RZRBRBINEEMIZENNEEAMEE LKA ASD, £ PVR<5
WU f9&E T, BilBA ASD A&R%ZeM, HEBS PAP B/MIEKKERX. Am, BEEX—
ABith, MEREEREE PAP AUIEINMME. PVR25 WU NEEARATRENE, FEEXSHS
ASD BN FaIseBEENER. WTFELEHPRBE T ORKEILENEE LS BRI
HEMM R OERE, NTEREEMNEFARKG SIREINEERERT R,



VSD BENSme—, BERSBRAER, BEZ4N/LEBE2EaT. VSD SiEO=/S
i, PIREXNRFEBIRT VSD HAXNMICERBEE, MIIEREENZNEERERRE PVR
R, RIEFRBNFEREERREAAREENMHKSE. MABREBRBTHRTENESE
ESET, BUREEREERAT.

BEREEZFEBRWHILENERHAKEE (LEIRERRER PAP EHSEAEIRERIA
PVR<3 WU) B, ZiCELERIGHEEXA VSD, WFLHABEAGS REFEERE DRE:SR
EHE, NizEEXHA VSD., B VSD BXAIENIKREES RAHEMEEMINRRR, Mix
ERIBFAR, AARBREAMSKSE (PVR3~5WU) BFEBHEEBAED R
(Qp:Qs>1.5) B, FEXME VSD, FbahkE/E (PVR>5WU) HEBBHEERAGD R
(Qp:Qs>1.5) #Y VSD ZET OEFOERFHAIFMETTIERXKA, HHI Eisenmenger
SEHIENERIBNETREE 90% LUTHEERMMIKSE (PVR25 WU) BIARHEZFXA
VSD,

IRIRAFARTLCERE, 19 1% ~2%, NTAFARFA—MEFEFALTN, TEEMARRE
VSD R iREETIEANIZE AR RAIBNER VSD BRAME.

MTFAREERRDRBEBNIGRELRRAERIEVERN, WTARHANEAEANE=EE
SHEENZEEXTE, BEMETATEEEEESEBENEE.



AVSD BORBERASREMBBVOHEER,, WETEEENRTEERADR. BERRRREFH
BRRER. 528 AVSD &S EHERGAIL.

(1) 5T£8 AVSD MERIXE PAP H9ER, 3T Eisenmenger ZEIIAFHEIME FRENES
RHVAFALES, REEZUA VSD —5 (k) . (2) #B9E AVSD (JR&FLE ASD) : &
FHUBPENG =S EBAREHERIIMLKE, 1FHEGIERINF ASD —3 (k) . (3) B=Ek
LR : MEERP. EEF=ERERAESE, HHEFEE LT ORINEIEETRE=REE
g, WTFEERNF-EEFEMRABECHRECRASHNEZRERERREZ (left
ventricular end systolic diameter, LVESD) =45 mm F1/sxZE=5§M 5% (left ventricular
ejection fraction, LVEF) <60% BSEFNMRHBRF AR, —&KIZE LVESD <45 mm F1/5
LVEF>60% BiREIESRINAIREE R, BARFARBRR, SHIOBEEE4EER PAP> 50
mm Hg BRI RIEEE=EM. (4) E=mEiEEE: SEEINIIEDRKT FEE (Sub AS) &F
2 (3F) .

AVSD RIS, NAFATIEEE, BRIMRIFATRESHRIRIRIRNRIR, AVSD NEikiRE
RN RE G ARER TR M BR TR,



PDA fIRZEIER, BEMABREPSIIMEFE. tiikSENRERRATSENX/NFIRE
REREANEE, slBEMaLRMAOSERTEXR, BEDOEET KifsikaE, TH
BABEBRRDKRER Eisenmenger £, EFMERHE PDA 53 Eisenmenger GREMEHNEE
KA,

A PDA BETEAT L EIEEsMITE, RIFFEEKXE PDA ESHMIVESHEER. WTH
EEREBAFHEELHKSE (BX PAP AL EILEREEEEIESL PVR< 3
WU) WIEBE, FTieBLIEREREINKF PDA, XF PVR 3~5 WU BffasiiksEEE, HEEH
SBEEADR (Qp: Qs >1.5) BIREEEF PDA, PVR>5 WU Mtk EEEEHELAA
o (Qp: Qs>1.5) B, BRI OEPFOERFEFEEHIEEXA. —BHI Eisenmenger
EEIEEERIEIIE THEE 90% LT, REEFXF PDA,

5.1 EmhBkilik*R (aortic stenosis, AS)
SRt AS BRENNREZE -MEzNPKE (bicuspid aortic valve, BAV) , # 80% BAV &4
RIERFEMEKY K. EipkilkErEREsiinElE 2.

®2 AS REREEISHIRE

AS: EmRKIEIRE; BSA: (KRMEFR, Vmax: RXSEHMTEE

(1) BERR AS BE: BERNEE AS BE (FHEE240 mm Hg) BT, YT
BRME. REE (FHEZE<40 mm Hg) | BERNEE, £ LVEF BREMRIMRIEEE
AS BIETLAF .  (2) AEREMKIMEEREDE: TERBELHNEER AS izahilieR
BHEEMNRERS AS BBEMEXE, #FEHTTH. TEKBELNEE AS HREER



E5IRRINAZEINRERERS (LVEF <50%) BTN FM. MNFLERNEE AS BFE, il
FHAMEERFEELZNBERNNERTR. NFLREKR LVEF EE,. EHilRLRENE
&, EFAXREREGFEUTERZ —ENERTM: @ FETE AS, FASEZHNREE
(Vmax) >5.5 m/s; @ FEENRESKE Vmax 8F#E20.3 m/s; @ LEESREMIAT
HERES#EHN B BANENAK (B-type natriuretic peptide, BNP) FARIES (LRIFR. M
BIFFIE>3 FIEETEE) ; @ HEXEBBENEEMNISE (BlREmAZRE TS
PAP>60 mm Hg) . (3) EHEUR/AEMKFEARRETENKIBFER: EE AS BEE
FTA LS E CRER SRS B EAREFIEHES., FE AS BEETEIREIIK
EEBEART T FARSECRIEF AR AT LIE EIRIEE S,

NMANBRRITRENREY KR TRIEESN, HAENTRELSHEEE, YTmiRaihE
ARENBENERRRISCEAFTERZOLUEMNS, JLMENERRRERF AT IERE
i, MRS BERFRESR., NRORELCERRSRM R AR EYNENR, EFER
Sigt. WTEREEMNHFBERIANZE, BIWER Ross FA (TURREFA) , KiEkE
IDHRFXATHRNEELNREEEMRARERL. T RURRIRETEEBESERZEAN
BRLSEEMNMEAKRBRINARD. T BAV GFHFAENIKT KAVEE KIS EPK
CT 2o, kSR EEERBAEE ZE S HMEMKT KAFEEH, BEFE
ERPRKEXE.

5.2 E&IBKIE_LIKE (Supra AS)

Supra AS 2 Williams A MEMNEERFE, BTRENR 7911.23 fEMtEEERTRKR
5|, XEEERESEEREEARRBEEEKE. Willlams ZEEFEYEREER
TERFRENGL 50%, WFZmHALEBHTERIG LD BT,

BASENREEERBEFHEEZ 240 mm Hg, BIYIMEIFER, FHYEZE<40 mm Hg &
HHIA T T SMBERIEFIIMRFEAR: (1) SEEBXVER GEHEFRERE. OXR
. 2R) ;. (2) EEWENRERER (TiEWBRER LVEF <50%) ; (3) BEFANTNRE
FOREEEE OB IRER. FIUEE240 mm Hg BFE, BXIGKRENKR, TEXEINEERE
8. EEEX, BizmhidieTREBIMIKEERIERL FTUERES.

IRFARETEBT L, FABER 20 FAEFEHN 80% ~85%. EIARIREFEINT
WpKEEESD, ERTRDKEE IS RASTEEORERE, NEEnNERXEBRE
MzPKER R LB,

5.3 EzIBKETIRE (Sub AS)
Sub AS BHEFPKIMAILFHEWE/IRBFLENBRES [, LAYz, BLES5ENEK
M. VSD. AVSD &j Shone SRETEHEX, XEmIIEERAEARE. Sub AS MRSHE



FEMREEEROIREERX S,

HEREE (SRIFIMETRE) EFEEE240 mm Hg BB E5hpkilR R EINFEAR
BT . TEREEFEUT—MHSMIBEREAIZERIIMRIFEAR: (1) FHEZE<40 mm Hg
{8 LVEF<50%; (2) FzBkii™E/R#%E LVESD>50 mm (8 25 mm/m2{AXRE ) 1/
8 LVEF<50%; (3) FHEZE240 mm Hg BEEEBEENEZRX; (4) FHEE>40
mm Hg BEmEMETEEERTFELZ. YFEHUNTERRREHOLEREEBS&EHIET
FARAFFAIEME: (1) FYEE240 mm Hg, £=IFE (LVEF>50% MILEEREKX) , i&
AR IEEFMMRFRARGERE,; (2) #RNEMKERAHERGEERELL (LB#H—%
) .

FARBTRE—BYNTIEE, FoeIRALEE AR NAER. NFESREEER Sub
AS BEETZRIIFRE Konno FAR., BRFEAMERRY, ERIRESKEBRE. TR
Sub AS SMITFTRISAER AS BIRABINIELNE. T HEREREMIIRRR, FTEFARME
S EREDKIR.



CoA BEREENKSENNIKFIFHILXE, ROMERMERMLRE (Fr. FEEEEK) |
WIAN R LSRN —ED . HXFLEIE BAV (S 85%) . FHESIPKE. Sub AS 5
Supra AS %, TJRES Turner Z&1EM Williams Z&1EE*., BERENXATELHKMIFEE
##r, CT 2 CoA HIEIEIZHT.

SIMEEETE SN HI EFEREEEREEEHEIAEZ>20 mm Hg B, FETM. KRT
ITRRTERSERT GZREAN) . BIEREERKFENIIREIZE>50%, BIEGEIR
BEZE <20 mm Hg, ERAATHER TREEBSERT. NEEERELIREEERARSZ
BURERIAEZE220 mm Hg B, ERARTRIBR TNAEESERT. MEEREBEERK
FEFKIXFEREE250%, BFEGOIMEEZE <20 mm Hg, ERATTHER TTERSES
7.

XEREAARZAASTOETONEIERT5E. BT EBIKIALERNAERRR, RERE
JRSZZR. AIEYIREMRRIIZRET A S, (BEXEERTLEERABNRNILE. KEMERTANEA
T RFCAISZZRENNERBK. BABEIRFATUZ I THENREIEEMIRIFZEFAR. K
[EHMERFENZFMHEELEFAREE, CYERNAERRARERTERNE.



7.1 BNEESTEMEXHEEEBNEDBEB (heritable thoracic aortic
disease, HTAD)

SN4EEER HTAD BRE, 8iEIeRIIEE EREREN—EER, HEPLAsKEsERKEE
FHEA,

N FFRD NSRS SIS EERNEMEEREMREERY SR =M EahpkRAO EikEREE, BN
FTEMPRERTH AR, DSAGEMERESEMRERAER 250 mm, BNFANET. DGR
SIEEEEMIKERAAR 245 mm BEGRKREZRNERINEIFA, TGFBR1 & TGFBR2 583%
(B34F Loeys-Dietz ZE1E) MIEMAKIRERER, ERIRERANE245 mm NBEREEF
e

TRBAtEE PR EBF A BT ERIE—BRITE. W T EPKRMES ER BRREERERNE
&, EEFEEMIBNESMESAEA (David R) , FAKEIHRRIT. SAERVIMITE
BMEFARNERE, EFEEENE. RECREER TIEEERMEANSRFA, EFHE
HkFARZ AT IR T BMRRIEERTTA.

7.2 ZMEEhRKIRARS

ERE, 20% ~84% RY BAV BERKEATTERKY 3K, &7 BAV MEANIMRIRIEERBKERY
—&#fD. EREHBIEINREESAIER ~ —HEabkEmiEaiky skBELERHE. B
EEZAYEN, SMEEBRELFIXBEIEN.

ERBKIMEIFAEF EKERATE R ER: (1) AEPK250 mm, BAV, BRERERD
CoA; (2) FEFEK=55 mm HIFFBEE.

7.3 Turner &&1iE
Turner ZZ81ERH X REMRRIEESESE RS 2R, & 2500 F|HENTHSHE 1 HlEfK.

BH Turner GEIEALEFIR>16 &, FrEMMFKA/INEE>25 mm/m2, BEEEFRREHERAT
IR, MiZEEENFMEEHEI/ ST EMIERFAR, MTEFER>16 &, FrEMRKA/IE
£>25 mm/m2f9 Turner SGRE1ELM, BELENKKERXGCKREZR (BAV. EFBKERT
5K, CoA FI/EEIIE) RIRIE SERRKIRAEREM/ Bt EaBERFA,



RPEAERIEPREENABRETEELERNEE N HIER, BERABREFRIE
K, imHEBFOAEhBKR SRR RE R T RM M OEESESREINEMEIVER. FzhbkikirEn
—RASEAFRBRMEIIREINERNNSR. T LREEER S HINARAERE RIS ETD
WARIL,

X FiRBEHERSENmpKTEE, TTERSEMKRER. MNTRIEkEsEeRiIREN
it HEREE AR Fa B R TR BN F AT, WiIbRmRtH BB E N SRE fhah ikl B .
SR FRORTE BERR T RUEEEEE. $RNA=EN=RNeEREEEMIGRER. X
FTRERNBEE S EEERNEBEE>64 mm Hg FRIMIZHIT TR, NTFEFZE8HIEEEEE
<64 mm Hg NEE, JLMSHERKIREERERSA=EINERET (8) =RhERERIR
giBid ASD B VSD IFEARAD R, MNEBFITFAT, MR6HS ETERHERES
Hozahit & T ERAEINRERME =R EU LR GZ=ERGEE (right ventricular systolic
pressure, RVSP) >80 mm Hg &@id ASD 8 VSD FAEGRAEDRINES, BEIRTIENH T
SRIFEARRBENB R ERR, AEEBRTALTENMEIGERZSEMMERER (transcatheter
pulmonary valve implantation, TPVI) EEEH,

HIEEMRS BRRHEREEEHITIEENRTIR, E5FAHEEORER, W VSD, AIEHME
. FERIBGRERARAIRERSASESEER, BXEREERAIMNIGN, BTEYIRE
EREFRERSTERN, FNARETETESE R EEIGEXIEIE R BRI, BIR
FsNBRERATIARBESESN, STREREIZARTIEE. MTREEREIAES
EREUXAHIEEERAERLE.

AERHEFEREEREEEREIMERNER, £ 1 555 1 X FRAFHIEHEErErEE,
BENMEMZMRY, IFE, EREHITESEMNRNEAEZETITH, BEEREE
EEXIRR) LROSZNE, Z2ERRhaRKB AR E RO .



=R TR E—MRORSTLE, BORFARLERTEESFHAT ORRECRBIRMGE
A, HEIZSFEHE, B ASD. VSD. Fshikilske, HBANFAESERERE= R,
AEINREEE. AURIB. FFEE. KR, RERE. HRE REOEKLE. ORI
FMEOREX., BTFSEFERHOAESER, BEEBHNAEMEAIELE, FEELHN
RIS,

HBHEIFER R EE =R R ARSI EE W FENUENHTIMMIFERET . IMFARBES
HEXERT ORI EESR, EMRNANZMZHEHET, ENEREESRRFERHEIT ASD
EKOPEIFLARIA (oatent foramen ovale, PFO) 188, AU TIHY sKeia=W4aThseit T T
BERS, TEERERBRLZHTHRFAECE. WFERMLOBREFOBE

(electrocardiogram, ECG) E/RFUHMIEE, HORFARRIENCHTBEBECERFITHRM
FHMRITFROEKE., JHNBARERESENESIKEERN, ATLA%E R ASD/PFO 1%, BfE
HERIFRFETMS, DHRIEEERENAASSHOREERK. MREH (BEKIENE
<90%) BFETM, AILAERR ASD/PFO ¥, (BTESIEaIRFMETM, LHREEEAREESD
FrEs O ERE(E.

=R TREBENIMMIFEAL R SERMENGENBCAZENLGIE, TieAteiEs, RUESR
—, EMEABMAIRHNEER. BNEFET KN=WEARBE I a=ERRE. ERNFAS
I E4E: Danielson Bz, Hetzer pfiZF0 Cone BifZ, Cone BRFZABEL FRIPFN /I AAILHESFH
KHIR., WFFEOMERESRE, =XFATRIYNEHSERRINSR, EENEFA
RISEH TS EHRBCIROERKRE., ERRFAURT, =ZMESBTF=RERERESR
REEN, WTFAED/NEEEENRAETE, FILAEHAT Glenn FA,

ZAERB O RFAIZERTLIRIF IR, M THARHE, FEOEELE. AO0RBNL
. MZRBIXBZIGAAIEIN.



