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1. MRIEARBIE 21T o7z . BIEBICH LDT—TINCLB ) U —a e 7o 1 6l

BERRICERE ERSR OXEHmAILf. NER. BEN. FIRREF. ANEA BHEE

A BIARIE T (bilL.PAB)E . Z{MEW BEIR BB E ISR T2 EFMELTAHLLN TS, BEED—
ERCIHIRIEM & . AEEZ M ORI OR B ETICLNMEBERRMENBILL, T ADNBECTSEFNEERS
N3, EE. mAIEIAREE AT /TR OEBRRIECK L, hT—TIVC LD b— VHR5R#T(PTBD) 217U,
REIFMETEHFETEEFORENHREND, ZBFECESE. DORV (doubly committed VSD), TAA,
vAS O 4 R T bil. PAB #IEEE R MAENESITULEERHIX L PTBD ZITVRFLBHERZH/LLHIRET D,

2. BIMFHIERREEORAIIEECTIORT 5 VY REIEME A ULE R ORE

ERRICCHRE BRGBE ORI XEF.AH EABE B.RER A,
NE REPREE

R AR ARIZE R E ®AE( total anomalous pulmonary venous connection : TAPVC ) DffiRIEEE®D 1 2&LT,
BRERFICLD MO MOERMEATFIROHEIFOLH IOV IV EEIRFERTIENMoNT D &
[, if#ID TAPVC ([Cx92TAORRT SV VR EIDHEIERIL T 578, RARMICERERERETUL, &
BT 2018~2019 FEICHRER L TAPVC 11 BlICHEWTTARRT 50 I Bl & A LIS 6 51 THo7e, 1
53580 PVO (CENEEFiT, 1 FlEAH Mz LB & 1 [CFMEorzht, 0t 4 FlldZETAN L 2~4 B
BICFfien., TNMKE VMR E BAITAL, 3HI0FIBZIR/RTIELHIC., MFIERICHITZTORETS
VIVEEIDFEEOVWTERT D,

3. AARICHITIMBROLII-DHRRERE

BhRTRZ /MR oLl B, IEE ZF. K& B E4K #E. 515 GR.BF XM,
=i #. P R

(S 1HFTlE 2003 ENMLRBOLII-BREEZTOCNS, SE. HE R~ RHBHIC AR LZDES
BHHEFIDIB G R ATBERAEFIOD . BRI - KB RIRE R 2 E | BIARE KT MRS, ductal shock fiE
il FETER, OFIEB(COWVTHRET L,

(xR 1EARE L 2003~2018 T fEHIISE 214 5l (5 113 4, % 101 i),

(#ER1BRRZ2WIE 115 6l BEBRE 53.7 %) . ERHEEBORIBZEB/ES M (RRIRZEE) L. TOF 16/24
(66.7 %). AVSD 7/17 (41.2 %), PA/PS 13/23(52.0 %). IAA/CoA 10/19 (52.6 %). TA 7/11(63.6 %).
HLHS 4/7 (57.1 %), TGA(1) 7/17 (41.2 %), TAPVR 0/12 (0 %), Ductal shock (& 4 51T, £TIERRR
ZEHITH, BRSO RICLIIETERICHEEEZGBHOL,

(#EEIRIRZWMELGRA LUTVEN., ZEEROEVEEY, A ERBIREKRGF R BEGTOIER REZE
FltHD. SEDZEETHD,



4. RREEERBEAFIIIZT - MXEBRARIC—@M QT ERERWE 1 H

EshETmbe MRER Ok IT.EH FO0NEX RS 28 & EE EE.
HE ME. X HME

[(FUBIC)RFMEREAFINIIZT— MMPH; IUH =3B RE/ L E14HMEE (ADHD)DAEEELT
RUAASN TV RAEHRETCHD, PIRHRERRFICRBRAERIBIERZE TIESNIN . AERELCHIT
PDMERANDEEEILLBN, SEFK LG, BRERKT MPH 2 XERA®ICHERK. 1F LFRTOER L
—iBMED QT EREBDIEFIZEER L,

(FEFI]12 . BF. ERODERBRZ TEREFEHINLEREL RAPRKICEHOBEER L, HERT
ADHD DDt & MPH36mg/ H(0.83mg/kg/ B)ZlRA® ., $E. BREOBOKXNDBERLRT.
MPH216mg(5mg/kg) iR A% SR ZR T UM BN K22 SUREKGEENKE. . 29. 2HT.H
Ak (100/93) M E £ 5 (151/82mmHg) Z532%H7z, D ERTIIBEED L ERAIE QTc(B)0.50s. QTc(F)0.45s &
QT ER %D, MPH R EDZEI CARL, DTV T &AL, EELFEIROFEAEII L. AIRE
BICIFHEEARBIIEERL. MALTA U RT QTeB). QTc(FEBIC 0.42s EIEEE L,

(#55E13054 . AHA HHE . sudden death 3T HCM ¥ QT EREEHEEEH TS ADHD EEICHNT,
MPH & 5 RT#& DD FHAEEZ AV THHE RSN TS, DERRBRLBEICEERONE FRERELSFDY
=)L THD. MPH 2% 53 3RICIH D EROE KB EFH@EA L ELL,

5. Postpump choreoathetosis €& Z 5N 1 #l

MEBEXZE NNEFE OfL Hth, LA &4 B =8F. 25 2R, 58 #
MEIREE (D & 54 Rt AR Kith, BE 7. UK B2

Postpump choreoathetosis [FBIDITZICURBE ISEBIEZ ZECTIBH CIHL B HHE CHD, EHIE 3 &%
107K R, REZBITTELEEZEPRIIGAE. BES 20 INZ TR AEENRTRHD. LD T E2EE
FtE. 3 M6y RAICERBEERT M. DUTILINOFEEMEEITULZ, fiER3ALNHRE - RIFREFE.
BOEIREETHHON, iR 5 BINE L TROFREREE LROIO—-XANH 5Nz, BEER MRI TI3IER
DREAEBSARIZEL, BREKRIERIE I ANZPERB L, itk 28 B, UN\EYT—Yav B BT FRAERRT
U7z, [EIRE T Postpump choreoathetosis H\&E0ON., F77 FIGERIE ZBAIA LIZECA  SER DB H 0Nz,
Postpump choreoathetosis DJEHIZ 1<, XEKHBRELESHTEHRE TS,



6. 74V RERA2(CHIIIEERFERHDEE M

AFERXE NEHE OFK BX.ER REXE.HH E.5% &./ML B

BRIV MEBBEREASEDLDFAEBEOMREG)D REEHFREZRAFCANZBIREENEE
HENEHMSNE, FICRIREFCHTIPEECEDEER IR ELSND,

JEf : Asplenia, SA, SV, CAVC. BDG fli&® 1 &B R, 74#VAVMAIEET PAP 11mmHg. #E
PAR1.2 U-m2, DRHE- BEFICEEBIOL, FE#RD B EROLHED TIC TCPC FiteiE TN,
firt=E CAVVR Z&#fL. ICU IFZE&IC ECMO £& L, EERAZFAZER. FEFHFMHL ECMO ##
B LN, BRI B AL CVP20mmHg UL ENEBELE , BiBRIBRKE MM ELRE 3 REFHFA LN
WERFEONT | EEERECEERAEBFEER. DER—IVV &7, CVP R ELLgh oz hiEs
AR H S E LR BB REEAR PM U—FEA L, REICHEGERKIATEEEZD. CVP10 R T
RIRMERF TS, TR 3 NAHLY 12 A TLEIT-—TIVEETOLITERET M Z1To2EC5. IDREER
fii#k 3 MABTER—I VT IRURFELTLVEN, 12 NABTIIZOEERFFE LR U,

fawm BERRFTMCE T REENENTH o, RS FHECLVFTDL O EIRMG NGBV EIRICKH-
e, R=I (2D reverse remodeling #FFEL L #)F € L 74 VAV ERICEIRLE,

7. Separate hepatic venous drainage Z#52EHI(Cx T3 74030 F T DREER

BERIEMKE PR OEH B—.# EEF. T Rff. k3 i
BERIEMKE DEMESNE aHin K BE B2 kR shz ¥l F

REREECLAEIRBE | $(CHA BIFERE CBRIREIRRE) CRIF&EIRN S 2 KICRIN TER TSN HD. Fontan FHifi
DOFRICREIREER D, Fontan FHTOMRIC. —EOIF RO MR ER T CEld. FFFRIROEZRL. FFFRIRS>-MmIC
SREHHEERERTIEVNIZZEHD, LB L—AT Fontan ff#(C intra hepatic venous-venous fistula
WNHEEL, ZLOBRODNADERNISHRA VEBRRLENETL. BABRNBRELLST—ANHd, SEIFE < E.
IR FE I FE(C Separate hepatic venous drainage & # UL 2fEHIEZER LD TIHRE T3,

8. Ebstein J&(C%t LT, One and half repair A L7z Cone =M CRIFLE#ZBERLE Sz 67 B tED—H

iz KR NRH oMK fZ.&ik BA.&F RE. . THRT HZ
IRz KRFEE =54 FRPMR f@AER. KA J5h. NHE #ER. 250 AE

FEBIE 67 MM, 53 MBFICITONE TIRFRIRE(ICKT T 2 MTRIFEEDFEIC Ebstein fRZefSNZ, 67 5%
BN B ERFDOIFIR R RN H IR Uiz, (D II—KT Carpentier 5358 C @ Ebstein J&. severe TR &H
DROEFRALBIEKR . ASDADTO RL shunt ZFBHT, (D MRI Tl total right/left volume index 3.3,
functional RVEDVi 98.1mL/m2, RVEF 26%. LVEF 65%. Qp/Qs 1.8/2.4=0.75 T, BB -AZEL\TNIC
t LGE Gt B E 320k, DEHT—TIVRETIZ CVP(8). RV 23/EDP6., PA 23/9/(13). Rp 2.9 U*m2 T



H27z, SpO2 [F R EREF 80% B THIER T0% B FCIET UL, ALDTELmE I ERKE-F7/—EhEK
DIREEE Z oM. Cone Fli+ASD FAHDBEISEHIBTSNTZ, TVP # functional RV RENREIC/NEEN
AMRZEZ(FTIEHENBVEFTESEIN, RVEF £{EEDLS . FHOKIC BDG £3BI0L One and half repair
17107, ffiT#k CVP (3 SVC(14), IVC (9) T, I1—Tl3 TR severe—moderate [CBEL. SpO. 99%LIEHEE
FMAELRE UL, MTRAERHEME. BRMERKZEDHEN. Bblocker LU ACEL THEL. BRI
Rb®ELL,

Ebstein &(3HEEBDARD M LDIERECELMDERETHY. B < DEEFICIE U6 B BRI EETHD . ANE
5lERI#RIC one and one half repair ZHFF Uz B AFEBIELLBRARETL . ERET D,

9. RIFGHIREBR%ET-E>T-= AR, TCPC TR DEH

RALKRZF/NER Ol HfE. KB RE.SZF H%. KE FTH.AF EA

FMAEOM LECHICRALRMEDE BIIIEIERICHD . ZDF1 T4 RV M B HHEICTRE LMTRE
REAEEZITOCENRHONSG, FE ZRAFAMECH L TCPC FMET RN EIRL. BRELICR
WRIEIRIEBEILESCENTE, BEHSHEGCHET HIENTEL, HIRICINTEIRMEENMEMTHE
T DAV EEZSN. DIMEB KR ERICTOERE TR OEIRICIS A HEEHIRE T ATHIEN
TE REBRAEPEEETIENTEL, ZOMDEALERE DR EBEOITIRICH A HHE DD IHIEE)
AFFHBROMIRCONT, XM BE R ERIATHRET 5.

10. RAEXKMDEBEBAD Quality of Life LR T HERFELTOEEH

RIXZE BIRSBAR  OMEF Z=.B& BN, A BB, &k O, &K FH.
WA i, REWHR S8, £k &, BH FE. TN RS

RIEXZE DREOES RZEFE BFR £

RiEXZE pREE AF EA

(BEIDFLEEPEERE(CHVTC, Quality of Life (QLNFRERETIENMESNTIVD, BAKXX
P10 8B (ACHD) BE(CHVTH. QoL PR F AR FELTHRATHIN ERRET L,

(FEEHER]) 2D ACHD B 656 flZxtRIC. SF36 BRIZEZAVTHAR QoL 2& T physical
component score (PCS)EFE#8AY QoL #3 9 mental component score (MCS)Z&E H Lz, QoL W AJ7 (PCS
& MCS)H' major adverse cardiac event (MACE)Y® R 2 AN F AR FELDN Cox BN —FETIVTHR
EtU7c, FHEREHAR 2 T, MACE (3 20 BIICAE L. BR AR 48 BIICE U, L EEMEM T, PCS (3.
MACE (J\tf'— FEE 0.95, P=0.008) . 22 ART ()\¥'— KL 0.95, P<0.001) DEIEDEFER FBIEF CThHofc, —

AT, FE1#HE QoL [ MACE, BRABRCHICEEREER Roniagn-orz,
[#53E]ACHD BEICHET, QoL FEELR TV MLD—ITHEN ., A QoL EFZREDAEBREENH DL
nto



11. BT shunt FEY &SRB R R LT, SERBARE M - AERFIRG I E AL TEERERTL
=14

EFERKE DRBRMEN O EAMR fi— & —
AFERXE NEHE R REE.HH .58 5. /L BKER

FEHI S NARR, KAE 5.4kg, TOF, ASD. hypoplastic LV, PDA. 22q11.2 deletion syndrome M2
BrC. At 4 Trt. mBTS(BCA-mPA. 3.5mm ePTFE graft) . ASD patch closure, PDA ligation &}
7Lz, POD41 TRIERMGH EF U, &F CT THIRIRZZROILH. B EKE LTI TIU-FIV,
— AR B BASH T ZMEIT Ulc, TP iR IEE . MRIEE(X MSSA THD. VCM+CLDM #% 5 TR E RIE
(FEREMER THEN, 2 BREE THETLZES CT TBT shunt FEMEEIC 12mm KORHEEERDHE,
WEETICHFEL., B4 HIEOREBRRIAINE VI . A HRZEEIAR/MZEFFIRT A TIOMEiEL
LTh iR E R BEOREE RIB CERAT ., REBBARICIE 3mm OUST7 ML T EMEET 7 MAICEAL
2o HIBERICR B o MU, BIRELGBIRMBEBARMERZHRALT REBVIR - EEES
FASH. Central shunt ZE{TUL, fiitk CT TIRMEBMEESN. EREENGVIEEHER UL, LR TR
blood access MREIREERZH . MEBBIRICTFT ML TTA T MEMEILLZCET, RIEBADEERRFD.
HREBARREAOMFRHER ., BRELFOZIRMGERZHEITCES R THEVBARBIBEEZONT,

12, SXMNRBESICHITEM/NBIBRAD M2 EHRED) AT

BRI S Rl D g & 41 R OIEKR E#. KA JHih. &ZF H. & 65

RIAXRFREREFLS T BR BEFIF.
RAL KD M B 5 EEE BAETH B .BAK £R

(B BMIERMEMEBEFCSENTHONZ MM ERECL CHAEMMODEREDOFNCMARHEREN
HBINEDHEE ., VADICEL TR IRESNTULVE W, KAE TR AEREBIEZEAREF B UL ZBALNTS,
(%% -Ai£]12001 £F-2017 FETIChER - BIRZETLE 1361 BID55., EXMELEBOAES 1168 fiz
MREL., MIETEREERNDAESIE Thrombus(+), RN LMEFIE Thrombus(ELT 2 BEZIRE ., #Hi8
ZARNOE A RMICHREE L,

(#5321 Thrombu(H)(F 81 %1(6.9%) TH o1z, FE#MEL F7/—EHDERBEFIICE VD Dholz, FH
IDEEFERTIKE, PAB/BTS(13-31%). BDG(36%). Fontan(55%)¢%: stage &##23EICIMEHRES
BT BERIDOHEENEML, SpO2 ET . Hb L REFELHBEEFREREDE,
(FEeth-ER]F7/—PHVEBICBV TS MICHES viscosity £ F PR B A EIRICH T3 #/ i
B RICBEE LTS AT BE NS RIE SN, D EEBITIE LD RLY Fontan fERMEILOHICHMERELVD
(CRWVKEEICHF IO EZETH)., UBERE P M/MREREDEE N RB SN,



13. BRICHITB MR IV DRE

BRERIEMKE (DM ESN OF# K#t EF)I shiz. BiF Bz U &
BERIEMKE PR B fiE. B0 B EETF.EB B

(ZUHICTNRDEFHRZOELVEEFRFROBHIEPREAREEZEISIEENDBEN AEMICHE
VEEDN EF LTS, iU ICU FEPARSIBERICOLAD, REETIEEAEIL LBIERMER
%, /MNRIDEF RO UM OVNTHRET U,

[Ai£]2016 £1 AHn 2019 & 8 AFTH/NRILEFMFIZRRET UL, iR I UMOEEZ M EF5hERK
EEEONABREITOLE(T 8 :28 ). LBEAREEHILBEFHM MCT INHDR5 %1 Tofcﬁ-(s BE:24 ).
FRLS ETREE(C B:212 HDEL. BARBICKRET L,

(BRIBZHR P OFHEGIEIL 2675, N TIDAHEERFHIEL 173 4. RERERIZ VSD 62 4, TOF 20
15, ASD 17 451, AVSD 16 5, IAA. CoA 16 %5, TGA 13 %51, TAPVC 8 5|, DORV 8 {5, PDA 28 {5, B
DE 27 FITH Tk, T B TIEELRESCHE RBOANLDERFN 2L, FTE TAPVC EFH ZHok,
S BTl 21trisomy WRFZEDE, T HTRABAFIRZITL. 3 BICAD LATF FE 5. 2 HlICHIIRAEE &
.1 BICHERES. LIV EEEEEITULL, S 80 MCT #5131 16.7+7.8 B, FIRARRE
(CELUMERAELZAEFIZ B L, FL—VBEHMEARLARMIE T H# THEREICRITHO, L UBEEDTE T
(& 2 %l 1 #llE Truncus TR T, EVYNZ— VIR RS C DMK I L Fo7ht, fiT# 182 HBITFETEL
Tz, BIEFAEEEHLIZ TAPVCR)® 1 FIICEREZEERITL. BRERICUVNNEEELEHITUL., MK
(F1EF-7N 143 BB L, 2 EHIEE REMICEIE B OUVIEEICIN M ER RIS Al gee ok,
(#EEE 1 BOD RS, FHE REIOAN TIORGFE# . TAPVC #i# THLUBN 2, REMABRTHELLVE
BOF&EENE, FHHMCT 5 TEH AR OKR 5 TEUIEEN T ARSHOERLLIE A%
WRBENTZ, iR ILUBOUADERLMNITRRYIC. EFIEBERFANBEERONE,

14, HEHOTH D DIBETILOSELONAMEIFEM I IaL—av0FEAE

BERRICEEmE D E SR OkA Hih ER E#H ZE B & 15

(& =-B0)EH DA D DEBETIVCEZMATFMYI2L—2avnBERLTEN, ZF 2 FI0EBRNED
A RMCOVWTHREE L,

(5EH] 114 5% 6 7 A . 15.7ke. &R, cc-TGA, PLSVC [CxFLT DSO EiEEZ ., & 8 7 AIC PAB EHE1T.
MIBTFEMS IaAL— a5 Senning D septal flap B4 X X5 PLSVC Z 535K LT= CS [Zxt9 B posterior
flap DEEETA & patch T RDWLEM, VSD FEAEZLGEFHRETLI-, BELT= modified Senning +
Jatene. R XEIARFFHY VSD FASEE RS T ILAE<ETLE =,

(£ 2]14 A . 2.8kg. %X 'R, DORV(doubly committed VSD), severe AS, IAA(type B). RAA.22q11.2 R
KAEIRBE DM, BHES 3 I PAB ZHE1T, fiTRT CT ST LT~ T1T Ao BEEEABEN THY . MIRTFHTS
Sal— 3 h\5 Swing back aortic arch repair, DKS. RV-PA shunt [Z& % Norwood i%m’&’@ibf:o
B2 ME & homograft patch (L& 5 EFREFMEHEITLAMBIAR. [REIXELGREBLE

(#EE 1M D3 3D DEET VICKSMATFM S IaL— /a/liyéb\oﬁtﬂm%hj’v/_/ﬂ )
WTHEMTHS,



