TOF AEEBEFRIFELIES. AN, MFAREENABNMRNFEEESE. BRifiE
YEIESE, TOF EERBHNRFEAFEFEMNIKRRIR. AZET SKAIHEEERE. Z=INREEMG
BRRERXKGE, XEESH TOF EERMIBNARIGKRER. T TOF Na&E ARk R
i, BRIERENMRIRE, BRENTIRRTUEAR, £ TOF (E8RIRAT, BiEOEK
BIEMOVELENBBEERS BN 20% 1 15%, 45 ZLEAKFRIRBIEF. TOF FRESEHN
IDIRMEERTE R EZRE T 10 F 2%, (B35 OIFIEEFRNNXE D RE TSR —RE,

X FFEEsIk R (8) EOFENAEREEERHMERINEEENH TSI,
MFIRBELRREENEE, ERIIFERITHNER FTEIMES TPVI, XF=EMshbkR i
(8) AERUEFERELERNESE, SHNTINE R —EFEHTmKEER: (1) =
MEEWEE, (2) AEHTHY KEAEWLERIPSTUEEL (right ventricular end systolic
volume index, RVESVi) >80 mL/m2# (8;) G=E&FKFKEIFFRIEEL (right ventricular end
diastolic volume index, RVEDVi) >160 mL/m2, 1 (8%) #HTE=RRRINEEZEFERLL
E; () #THAEWEIIREHE; (4) AERLEFEHEZE RVSP>89 mm Hg, %%k VSD &7
EELEFEBRAAHRERESIMMINTFEANBENSEE VSD 1, FEt=10diREE
EZHNRIITEF SRS RREN, FETIRAIE =P =% B T ARRRUF =R B X ARSIk
BT, BMINOCIRIEEFENREF [A£=/A=ETNEERAE, JHFEE. EREEERE; QRS X[E
2180 ms, DOIEHWHEIRER ZAERE] EE, NIEETEEEFERBERNNEEET
&, NMXBEEHITRBRSE. B2 MNOREERLEREFIRE TOF BE, BiFLEIREK
18, FERFEE. ERM=EE, QRS K[@2180 ms, LIME#WHEIRIER ZAERE, SEFER
MENEREE, NAEFBAEVEESIREIRE (implantable cardioverter defibrillator, ICD)
B

XS F BBk AIAL IR AT AR RSN F AR EiREE TPVI[9]. SN ARRBahEk Mk E R EHART LA
ERORFENEERRENZARD RS, IMEHERERNF AN BB SR —nE, TR
1TRENBK B iR AT BE R E A A R E IR R B PR EIRAIXG, BREbaBKINE ARSI
FUFRYIER FERA TPVI, SHIHAERAIFIEKZRGRlEE. TERIMRIFARER TPVI, KR
BUEBR AR ENBKE TR A BRI EE, DEISAEARBIHTRRMBKER AR B
HKEBIRE. EIESRMBRRER N EEPKEE, BEHHITENERIRRL.

RMESER TOF ABE, 713/ LHIIFAEMSETXIRRR, EERINEREITRKCEIRT
HIIRsAFERE. SFEREARRTN, BEFEOERENAORBIXKG,. ES/MIIAT
MANNFRENRE, MREAKITET DM ETHREEREIRYAFIFINE,



et TGA HEEF ASD & VSD BJLHERHENKSEASKEINTEREMENR+TSS
MLiEFE. BERMBKEERANRZ:, OBEE%EA (Mustard 8 Senning FAR) EAREA
TGA HEIEAR, HiZMMANRBEARIEEFAMAEARFIIFTE. TCA BEHTOBEER
A (Mustard 8 Senning FAX) BERNERHLKESRE: OMERIREIOIRIS, FHIKEBERE
kEF SR, MEE=XRBRAR. OVBXES. Senning FARAEESFHR/INLE, Mustard FAE
BHERBK/LE.

SREHTOBEEEARE, HMATERNENERAITFATR, 8 BEREHERKOE
PEESOARERES OAREERER. YTEFERSNE (=39F) BERRRELBHEOE
WHAETHREPSES (LVEF>40%) B9RBE, TiCBERLER, BMIUERIIMERIRESSIRMEER. ~HEF
PN BE B el BERA AN T A= IR8) IS5 F TahBkERE AR, T OMREREN SR, H
WaEEDR. BESENRAH, HIERNEE, ERARTITERET, BINHTIREATER
T,

DBEEERANERSHEE S HIEN =R ARREERIEIEEE, MTIHREE—RR
R=fMrgiEdTar, 8 =ZXhER. —HskEATIOR®E. mESHT _EsikER
AR S Th BB,



RENPKEARIGENAIENRK. FaifkdtiTiREE, FERE RN EMK L, KE
fEEl LR9Se2IE. ERANRACEZEFHNELFEEEAR, BERFIITEMEIINR. KXa
FRETERE: HHEEMEEY KSEEMPIRRIR. sk C8nsTkE. ERaEKER

&
=T o

TR AR SR E H IR FNBK IR 5 e AV TR B STZREIMEL FARIBTy . SFENPKRER

>55 mm B (RIRAFIBMRIREAN) . NIFEIMIFAGT. Sffailkoz>50% k&,
RVSP>50 mm Hg F/SBXAIBIIRE RN, TEBRER, NAERENIE,

X TFREARKIRERE I LUTEET 5K, XZREASMENAINEHTIATY. MTERRAEE
JLMTEMRRA R ERR, 2 HIMENRKIR RIS HENEKI SKEFRILA{T Bentall 8¢ David F
A, SHINSRHPKESTLUTHOBRRBE. EERE. DREEKBEMS O8N . B
INENRKSERFBIEAN. NFEERIFREKY KA LK, MISHSEZERE, FESE
RAENEFARREL. TENMMKT KEESE, FHFAITHEKMAR, EMkEBEE
Y, AIAMIFFTEMBKEIEAR. MRAEKEFESEREER, FEBSERL. ITARRIHG
XS EEARPRBHEER. ZERAE, AEEHAEREDRE, IEEFARADRD,
BEEERNTNIEA,



B AZMIEM TGA RUlRAREEIFMEERRTEHNEEORER, SE5FEBOARZ VSD. Atz
Bl SRS ) LER IR ATINIGT,, B REHECLABTRIREERIRABRT 2%
RNFEIZR. REFERETTREHINHRESRE: AEEERRONRE. =9k (BER) K
. EERHIEERE,

MFHIER, ER=RRR. GEWHEINERBIEERR (LVEF>40%) RIBE, FET=

RMEBRAR, MFTER. FEZXRBRANHITERBEIAAET KN/ EREWAETNEZIR
(LVEF>40%) BBE, NIEFBIT=XMERAR. Sx2BEESHEEE>40% ODEEEFTEER

B, MEBXOZEEE. WTFEER., EEZXRMRA. AZREDEREELULZIR
(LVEF<40%) B9BE, ALEBBIT=RRELRA.

FbahBkIRE A T AR S ERMEIBKIKEY SKECZZREN. MTRALR=XR (BER) KR,
MERPZRRRIEEAME, BN TSR,

=XIRERFDOEREEEN |CD RIRERIHE B,



RABZEEKEEEER) ERHAR TS, TOF. FaBkRRIIFTFE L RAREE
B2 Hd Rastelli FARH] Ross FAMELAY, BEAJLUANBMRATREE. FMFKEE. A
ITHsATREE. BRditBcEEERTERRLE. PHEERNSITEEIEEER
BEAHIEE, RERESARFE, BTMREN (8) SBIRAMN (8) #TReE. ORI
XK. EVEERMINESHARE, AEFEFXATM. EBENG 20 FRTHEEBEIEERKM
HHATERFARILLBIRE 32% ~ 40%,

BEEREEEERYENEE, BHIERKE RVSP >60 mm Hg #1 (%) FEEMshikilRx
(LI HHRETRIADE>30% ~ 40%) BE, ERIITRET, RAEHEHT TPVI, HEERK
BEHBETFEAEROEFERM () mERERAEITIER —E BN EREIRERT
BHASTEAT TPVI: (1) BafiEXMEME, (2) #H#THAEY 3KE RVESVi280 mL/m2F([
(8%) RVEDVi 2160 mL/m2f0] (8k) #HITH=RMRIRFERLAL; (3) #HTHAE=EW4ETIEE
fEAS; (4) RVSP >80 mm Hg, H#EAHEOWEMIN=RIWRIARN, aT#H#THMIFEARRRR

VAN
4=

T RAEEREME TR TN ERE SERET KEZZREAN. BTRRERIISHE
EINEEFRISUITEE TPVI, #1T TPVI BIFRHEE RO FESSFHIKAE. EotReR. ~Ee
BNREREERSUR TS [ BEENBRBEFER. IMMFARESTE TPV ERIEEE
HIEFERaH e OMIREAIEE.



BOEGRTEHURESHNEAZEREFEAZELABEAFARTEHITVOEFAR—RFOAE
B, =R, ERAERBAR. EBAEVNAL. Rinf i R~F et AVSD, &
FEBNROES, XEBEHERARQT AT EERTE, BEFEEEMFEEMHETE
RURPMERR. BOEFESHECAERRR, RNESREERE. SROERABEMISH,
it IEE B LRI EEAT NESIK-fFo iR, f2-FfiERe; Fontan {38, RIEMMITENS
4, BETURHIARRERNOIERENMNERBLAR SEARREENER.

EWREFASHEEFANBOEREEE NP ORI TFETE, BESEMGMEAERE,

VUREMAIR BTN NEFATRE, RELTFETE (PVRE. BEIRIIEEER.

DEINRELER) NBERRIRHBE T HIANZEN Fontan BERRIIREE . FMILREEINNES
N et B BB INGRTRIRIMAEIEE . BERRETIFPMIRER/ME PVR 1 PAP iEEIIAER
FEWHITNE Glenn DiftK, BEEREMMIIRERDAESHT Glenn DRANBETLLE
FRATIR-BERA. SFIRRINRRENERE, MREEAFAEEBRT, NEROEBEN
IDFRER S FAE.

XTI BE T LARAN NS R TR AR EAR. MNTEBERITHmEIAT -
FREZNERE, EFEHEETLASEESE Fontan &34,

FERMRERSHHETERTOIEXRFNEETREB/RE, YTHEEBE, FRINE
<85%, IHRBIEEDIRAINER<12%, FEILNIEEEETIR.



EURBARGEIERIRABRENHASEEERAES, REL Fontan BANBERLTEY
Fontan EIABENTEERS. MTWRBERULTHEGRGTTHN, #37 Fontan fEAATLL
ILBERDEZ, ST REENEEEERIFIVEIIIIRKEE, 10 FEFRALILE 90%.
BOEEUNLE, ERTFABMERIFRFENEE, Fontan EARABE RS ENEHERHNARIZER
EBAKRERLESH Fontan Ri§. BEUNAKESE: O=EWEEH T, OBET K. OEK
®. BEMR. PVRFE. FERKEELR £ S58KENTHETRAOFFALENL/BL, BEEX
tEipm. BUEXSEXS, XEBREFTEEHERSNFITFIR0].

Fontan RIEFEEMEBEIEOEREHREFEELS, NRIHITEERERT, AOBME. BEO
FEREEMEEERRENBRETENR AT, FEANSHAENGHTES, FBRRERIK
M. IEEIATIRE. R O@EERE. REMEm, @TOSERE. aFMEOEKRE. alB
7K. BERRREN. OZEINEETA/BrO B MRRIBENEEHITFAR, HEERIERER
Ep, AILERXAAE, EETMAIFEFETME, UHRSIRRSE#KEASSOREET
b, O=EINRERNERINIZE RORBE, CARER-HERBEREOEINERER THIOE
KE. MRNNFEEAUE R ITOINEE - HEE,

O ENEE S EERK-FEhikERE (total cavopulmonary connection, TCPC) FARALOEE
R R ATIEREALERIRE, SOEFEE—EEROBIMIEE, 518 TEFHIKEAN
fbzhBk. OEREERN TCPC FARES —MERSTHIT Lizssik SAMMaKME,; EMERXA
Gore-Tex NIEMEFAVEREE, 5I1SMmN NiEEEKEANEMEFNDRIRK, BLPOI—
itk A B RIFEE TIssbkIE S BILAYR G, BROIAERIFIIK TS TR IKEEDS,
BE7T RFHR. EMRETIRIG 7 IEsbk-PhaikiEEnEiidse, BBk gHE
IRAETRE, OMEE TCPC RERIERF L EBEZAME Fontan FA, EXHEEMZEAY Fontan
FA, seFEE/), RHGHNATERES, OFEKLE. ek, 4. BEEAEXLRFHEH
RIERIRERTNBER.

Fontan fEAFIHIIAAERNRBE NENAEINZ. HINEREETEER, EEHREENHA
iE, FRIROHRBNOERKRE, RNBTERIBENSEASENT MERZANNE, NEEE
FRFUBER. LSEBERTZREIA 27% ~ 55%, Br-Filn) LEREKZRERS. MENEERE
RO EIT RIS RS FEA.



BRI FELETRANKERFENRIFE. ERFESETRINKEFERIRT ZPKEb
k. REEERHNKFBEERRYF, ERXTERDKFERRERT sk B ONREHHRRER
e, SEOCIES. EENEERS. EMOMTERES ORI, RIREIAETTIC 25T R MR
EREXRMR, H#E—MEPRIMKSOESNEZEANSFEEER. MEALRTTERE, FEX
ROBESKEIFAE (O8YE. (OIUESE. OEKE. OHORIBMOREX) BX.

==
FF o
=
FT P

FrEERHMFENERE, HEFERIFNYINERIIREGRAK (KREB&. BEONE. OR#IE
I®) HWEFRBROMNGRM, Rk EEERTIEIKAR GRS ERR T sk B HwE
WK FEFEERNBERNHITFEANLT. TERNERKFERRT sk 0=
REfRIS R FNIk 75 5 [ OAERMEBE NEBHTFART . WTERIkFERIRTERK
HhE R ORI BB LR X i E = NG S SRR ORI BE , ENFAGT. YT
FZERER OR MEERN IRk FHRE T EBRBERNF ALY, NTLERETOIER
MIEEEFESXEERZENE GPRKERETIHHOSE) BEENFART. TOIUERID.
FTAER B ENEIEEEFR <35 SN RakEERRT EkEERNFALT. b
AERID., FTAERBTEREHESIEENAE IR R BERT EabkEERENUFAILT.

BRIk FERRT Ik EE EMNFAL N E SN EEMMEIKER, BIRHBKEBRE T
PARFAN ANEESIMIFEARNRTIAT, IMFAREERINSEARRIMEIR MEEEHNS DR XITE
H.



EERASTOREENATIES, SFNGAEEEEHEER, BEBRMASTURIIHRE AL
EXFF TRYBIEERIHE, SRREEZRKEETRRESRREFMEMRNETRLIR. ELEEIEd
£, THEERBEBENMAUTEKRHNEEESR, IRBEINMSBERBEENBERELS
MaAIRAN. ERBEANBEEFEFSERERRBINAORRIRASS R EESR.

FlahsE: 7.

(eEEE: HE. BERAAENERERIEN, KE. FHBERAENEFR,

SE K.




FREE, EEEN, EXESH. WETFREOMEFRARFAK. TREAREROINIER, e
EF2RONEMZFSEEFER. PEEMNSOMNEIRERSREISK. PERREERFS
FIMERRFSEATUWZRSERRR. [ FEEFSLMNEIMMDEEEER. NS ORIMHER
THRIE30F, AERARUELCHERIMRIGABMALEFIRNEEENSR, AREAREEERT
(Circulation) FERIMOMENHZRZIT, FELERERFAITKIIMBRTR, 2018FRE FE
LS —FR, 2019FREFT—BRKR/ILBEZR, ITFRETTRALKECHERIZSTE
H.
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