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1. BIITHEMNZET I DOEEED SR E DS S N 7= £ 73 B IR b B IR 255 E D
1% 1R %51

WA M, LE (0, B SET, 85 2, BE
REAZERE NEB R

[1xUwic] EEBIRMBIREMAE (ALCAPA) 139F% IR AL REFBIRES T, HATRIY
Q0% ADREPLHEET | HETIELT HE N5,

UER] 153 2AOBE. SLEMTE S D RREN CBMAEEARD 5N T, BEERICCER
2B, X MBI CERL DA IS MITRUOBHER & L TSRARSE 557, DER
2T aVL OR¥ Q. /DT I — IS CHREBIRIKIR, KB - EBIARR O R M, Jesaik & BREeE
BT, IS ESAEOLAMT T L, AISMITIERIEEL, BEOMERNETEER
o, BROEEBICELRE I CRE L AEBIRY 5 ORBIMEC & ) EBHIRE CEHBIREE
SN ALCAPA ERML 7. WBIIRELAFEIX 10mmHg & £ LTV 7. DB HE T3 EEmE-
FIEE - DARERICRIRB RO, JLTSRAET L0, 18 7 2 ARIC BRI £ 1
Fan, fiflc—EODREOLEIES N1,

[1538] MEIMEOREIC LY | ETRITS N, BOFERRICDREORENE S N ZEBIR
BIREIATED S BB L . BEORLAORMBRICHY, NEEEBE E T ML/ NERIE L O
MRILABECTHS EER SN,

2. MEXKPEICKHLAAORY F—ILzFERE, BEROFALEUEEZXLE
22q11.2 REEMREE, 7 7 O—OERIE Rastelli i D ACHD £

Wi A, B OBE, SR R, B RIE KT M
WERZEZEL  /NERERE

FEFNIE 22q1 1.2 REEMREBHE D 45 % 5. TOF/PA/MAPCA 125t U UF % Rastelli B F4f7 2 32 17,
15 RFICBERIZ, 32 KICRVOTR 2T N7, SEAIKILD7-% RVOTS I35%EF L, L%
OFMBEIIT W EHET SN, 42 HEEDO CMR Tld RVEDVI 248 ml/m&fiKk, RVEF 17% &1&
%8R0, ZOEHPLEBHEALMM2EHEEDL- O ABRELEVIR L. 42, 4450 ARHIC—E
HOHY VT —%2FE LIPS EREMR Lz, 45 BFIC [REICIT< 2, ARLZSBRIZKT] &
EOLBENHIAL, @REPARZESGLIICO:. BB TRERFELZS N, +597% IC D&IC
NaRY F=LORRZRB L. BEERIEIE LD, BFUTESHE > T 1HERBT 10 kg D&
EEIMEEFRALFEL R UAR Lz, AR, BUMES UF Sz -7 MAPCA % 5 OffiHi Il %
3L, 35 HBEIZRT L.

22q11.2 REFEMBER IR ERFERED ) AVRFTH 5. TUBMREICIIAREIRS MERT
R EDORWERNH D, DAEEBEAOERITY A7 %S, L LKAEMILNIRZERBICER T 210%
EEDD, MBHRBICLA2IBBILETONTWEEZZ SN, AROERIE2B2ONPREETH -
TH, PEHREERBRICIIARGERTNCEAT S 2L, DARE/ICH UVEELZEEPNEEEZ
5Nz,



3. BREMDODABRXRDEED (CKERISEMRZHE )R L 2K AR Williams fE
1REBF ~ RAZLKME KRR IC 3T % multidisciplinary approach D EE 4 ~

£ ARV, BiF =tV Rk Hial, kR BV, ER OKERY, hEF OBV Rk 0552
NRE=2, ML BERERY, AR AV

1) BFERRZE /NERIEERE
2) BFERKRE DIRINES B R
3) AEDOLEBE

REEMEREE IC L SEEAEE LR EFEEE - EHEER2 S Willlams FEEBE O 29 i B 1%, B,
HE, ETHEAIVWEIITHLTRREZITY, E] Duke Z#IC XD BEEE DAL E U TIERIREZH
RL7z. MOEE - AEHERME CEBIIHS»TRL, MMty v F - PET THOERERSEDON.
MEFABRICXDIMEER IS CUMRE LM L2y, B - BE2ER0IEL, MEEEEZ®R{EL
7o, BIIERELZ720, BREEZONAWERORBE 2B/ LD, FEL2A» 572, 78537 hydration
TICHIAT L7E R CT TESOREEREEBSEDON, NEARERE TSREBOZREEREBZITLL.
HRE, HESERIE P o705 BROIESRMZ TERIRB SN0, FUERNGEICINZ, EREHR
L, RIEOHEE 5. BAEREELOANBER T, HEER(LEEBIMD T+ —HADHRERHHE
BINTWE, HEREZEOMALKEDVEETIIERERIIZLL, AHITA2ZHEREICEELR
MWOZANT Tu—FICKDIREZITEL, AEBIEEZRETLENEETH .

4, BEBDEXZE %R 1= Kearns-Sayre FEREED 1 B AF

£ TV, fkgk D, Al KkSED, BT BED, EFH &MY, EA EY
TE 1D, BE MNED, A M2V, 5 ®REY, &sH B2, &m0 #FY

1) ERbeiEsARTRERE  NER
2) ENRBEREES R MR R
3) ANFWMZAFHRRERE /NER

[lZC®IC] Kearns-Sayer fEfEEE (KSS) 1, IFIAVRUTOMEBEREFEICEI->TATP BENRESNS
FIVRUTHMEED S S, ETHINRFME, fEARENEMEEEES 3 EBETLITRARDE
BThs., SEEXE, BEGZMREEE Y- %227 KSS O AGIZZELIzOTHRETS. [EH)
27 %, B, MR T KSS LM SN THARBIEFR TH 7205, EETFTHREE L2 -7z 72D H B O MR
R BEMERICABRE Lz, ARRENIRIC L2 A REZRFZ, ECG & Holter T 110 ~ 150bpm &
@ LBB ! wide QRS 302820, #HEOREREEZEZ SNz, ECG, Holter &HI12 P E%E 2R T-O5
HOZWIRE TH 7275, JT B ULLIIEEETFED AIVR IT sick sinus #5E->7-. #@F%"D ECG k, 23
M EFICIZ CRBBB 127255 &&, CLBBBIZRAIHED 2 /39— %8808, HFF P KIIEELTWZD,
20 REFICIZ P IR Z RO Lo/, REELHY PMIOBEIGEEZZSNSD, FEEICHVEDTRLS, »D
ANOHRZRES H->TCEMRAE LR TH 2. FREHRIIERITTERLCHBROFRAIT LW, HiDH
HEFUIDBOBEMBEOR G 2EZT VA, [FEFEIKSS EFIOMEEREEDORE BRI ZHAON LD,
NEBIEEBROFTEIBIAERNIEDTHY, NEFIO ECGFIRZME L.
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5. 3RTHAT—T VT ITL—Yar%iTok, MR- RAZKME DRSS
REF @ED, BE ME®D, KH FEY, &M EAY, R Y, @H B2

1) HAbLRZEEZE NERREE R

2) BB ELRER ERisR

3) HILRZEZEE fEEREBNRIZEE

4) EREBRBILAZRE BERESAR

8E)] FE, NERBIRERICNT 2 H T — T IEEE LR CRERBINICITY XD I >TET V5.
FAHEIMEPSBALTWZLGEGELHD, SBRLEFIPEI TV TEE DS, [HH] X
B/ NERID SIEBENBIANKE LI T —FT LT 7L —3 3 v &2 T -EfoBE. [R] 2016 4F
LA 2021 F 10 BECI/NEBIO MU T —FT L7 7L —3 a3 Vel [FER] BEHS52
&, ON66 I LGB fThN. B 27287, EHomREIX 11K B -287%), FEIE
148.8cm (99.4cm-181cm), A& L 39.4kg (14.3kg-65.6kg) TH-7-. 1EDE YT 3 > TORK
hRIE 77%, BREICHABIREOMGE 2 ET 2ERIZ 3 LOATH -7z, 2L, WPW IEREEED
B2 T320] (55 BEIA 2661 EH¥ERE LD, KELEEERIT AT, AEBRADY —R
FEIREFICRIFENAERE LB FM & oo 7z, M, EBROEETRE - FFIRANDON AL 3HTELL. [&
K] ChFETORBHREIIRIFEREDN. 5%, XOEBO/NSWEF %2 BT 2HEIE, BEEREN
BIEOZES, MEEZ EOmAE V- EIEZ 5N5.

6. BE2SREA S Cantrell fE{REE (CxT 4 B FMTRER
THE B, e EMA A ER, ®7) S, B s
BRI S LR DS

Salfgdsii © £ 5 Cantrell FEMERE I LIODWBET 21T - 7ER & R L /2O THRET 5.

[FEf] 1] Cantrell SEEREICAES DB, 7 7 O —PU#CE - = 0F /D -unroofed coronary sinus D2 Hf.
1Ef6 3538 0 H, 1A= 1,746g THIAE. ARDP SEVETHE S N/RETOEYER L TB D EED
WA M = T, 4% 9 » AR ODABER 2 1T, MBEFVMTY 7o —7, BHEENDDE
RiEIZ 72 < HRERIBLEREO LA > 7. DEHFREREHT=0E/0, unroofed coronary sinus Of&7E,
DE A rerouting A EFRLEETIFY? 51TV, 1 T &0y F TRHBILA % /(7. MiRIIHE I TE
H LU 12%WEBICHE] MHBEEOBREH H U ME NrO—ERtIkk LS LB L. RFT7 T
TERER LU CORTEZ#E LAl 2 FAsE L 7-.

[FEHI 2] Cantrell SEMEBEICHES FFiE S & OVNBEE, WRKME A EEGE MBREE, KEBRAT
BLUBHERLDEFRREEOZK. 12 3786 H, (KE 3,123g THE. £% 3 » ARIC anoxic
spell #3® Lt. modified B-T Shunt % 4T, 2% 9 » H TLAEEM % EfT. BB IEHEIRT7 o —
F, BREIRELTBDLEEFBIERGESE LT, DEIGHBAIDSREBL T\, BHER
DEFREREBEZY Y FY 0 v FETHEL . GEB XOMEBIIRAER CRBIRA T OLEFRRIE
PRGOS R 2T U, MR RIFICkE, 28 HEICERRE &> 7z,
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7. [UEBEEBNIRE /N1 ) R 7 B xS B T B Y Be 88 B AR Bk B it

KA MRk, BE O HRL AE OE, EE Kor, H EE, M R, i FE
WH  fER

IERZEZED VRS R

(B8] [EmESIE (TIF: tracheo-innominate artery fistula) 1, MEIEKESHER, KEURM
BOBFNEHETDH D, RIETFHIFIEEE SNS. —RICHESIRERMTSTHN 3D, FIHH
P SE B AR BERT AT OV EFE ST Id 72 V. SEl, MEUMZBESIZWHE L7 Fa—F1c k5 PR EES
ARBERTIT 2 EfT L, BIF2ERE2BL-0THET 5.

DEGI 128%R. ERXKEMI A a7+ —CREVIMH, BEEROBRENHS. RVEITREIH
L2 6 OB (FBfTHIN), B CT METHEERE ~HAR 2 2cm &8/, MEEEIRICK 5
REEHE - BEDS TIF RENA U A7 EHMrS Nz, FHIGER CT 12K 5 M5 7 32209 31d o
HEMEYIABES L WHE LY 0 —F NICGREEHIRE HE THIROEZIBES 2 CHiES)
IR BEWTAT 2 54T U7z, BEEEBIAIRE R, MAhEE CT & T Willis BIRBERSRIF Th o722 &,
R SR B AR R A i FE >50mmHg Th -7 &, iR 1So2 K R Z RO -7 EDPHHET LD >
7o, MBOMRENEGEZRO T, B CT THNE~FRMENIRO BIF 2~ 8, % 9/RH
WGERRE L7z,

8. Hi@fmERARIAE & 88 A LT DB BRI R ATOR TR B B E (S xF 4 B FTHEER

wo OB T R IBERK BM, w7 e, B HiE

A

BB CHIER DR

SEFE L2 ZELAMEBIRDS &2 BRI 2 b MERIREZ ZERNICERE T ICEREE2ERm L, MR
N CEAMBIRPERBICHBIRNERBR SN, By A 7O T DRE R IRTEEE
(TAPVC infra) OERIZZFE L. BEFIIER40E 2 H, (AE 2363 g THEO LR, KEBK
T Heterotaxy & TAPVC O& W D, HPi THiZE. HAERMBET TAPVC infra, Heterotaxy, &
IEFFEASHAE, M ARIMEAZELIIBEDZR. HAER X D HEFE CEB R MEOET & mEMKETFE 5 0
BEEECMAMIE N LS — U 2T U, REICHEBIRFAZEME 2RO L LIl a >/, £k
4 H B MERIRIEE M & I B IRASIEAMT 2 fifT L7z BMERRMICE 2 ICHEE 9 2 24 O ffigR iR o FE BRI
KREL, FLBMBHOLELOMERERZRIZ 3mm EfiVz0, DEBREAOEEWSIIRETHD,
PONEIRFAZED Y X7 @ CHf SNz, HEET 5 EADIEIRICEIB 2 AN, ZEAIMEIR M
EMIBR 2 2 TE S & 212 sutureless technique 12 TLEREEIEET 5 2 & CHiEIROBEZT- 2.
Mt DM REEIECHL O OEHICRMEZE LA, RIEME 8 » ARE UMEIREASHAT R % 320 3 /%8
L, Glenn Fiif#t&hTdH 5.
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9. KENRWEREES % £ S borderline left ventricle (Xt U O BE1EAT- £
1451

®EE N, NROE—, ST @IS, Bk N, BN R, S OE— & —
EBFERRE DEMESIEEE R

[#Z] Borderline left ventricle I & MEFERKICE D ZDEBEORESHEE L 2EBRHETH 5.
ZIDEBEOHITICIEREN MM ANRETH D, DERHAOBED MY TRMED 2 0E
NH5D.

[EEFI] 2.8kg w2, EH 408 1 HTHEL, BENTESERR, ZLKREBIRAF, KEBIRMES (CoA),
DEFERIE (VSD) (BREEAESS, fEd), ODEFRRIE (ASD), Bfk#METH -7, Ta— L
fBIEFF 7.5mm (71% of Normal), KBRS 6.3mm ([F] 93%, —LFF), EITKEIR VTI »5HEE L7
CI1.91L/min/m?> T - 7. £ 12 HEIZ CoAB1E, BEARER VSD BAsH, ASD FFASH, (4mBiR) 217 -
7o. M 45 HE» o@/KIC K2 022 BOLDPHRICEDNE L. MR 62 HEHO T — T Uik
B THBREAE 7mmHg, AZZEGEREE 7mmHg TEMEREIIRIFTH - 7. DEEBEIZER
FASE L Tz,

[BER] La102 0HEERHEE L CTial Cl #22Z @& Lz, SR LEFRBREOEEIIZLEE
BB M xRS 2 —RTH-7. DABEROMEBIREETEICLD > v NREDHEN
DEDUREMESH 72720 TH 5. RIEBILORESICE > TIIEHERNEE L v - /-7 gEHE L H D AE
BB T A2 EEERTH 7.

[#538] MO ERRKRIEZ &6 L7z borderline left ventricle 120t U D EBE TV RBIFLER
2187,

10. BRIRHB & V) circularshunt Z2 U, AREGETHEZE UV EZXAEEK
D —1l

BE &R U By, =W XE, BH & K8 B, 58 M BH Al
SAATRZEZER  /NER R

[¥62] =LAEERIL Ebstein FHBEBRTHY, EEO=RAUEREZEMHTHIHEICIE, BEHSHE
REOETRIEVNCESHONTWD, TIATERRIHICE DEENME NI ZEFORESNTNS. 5
[, RRIBEILY circular shunt #2L, 2 OERBREHDPSE DEEE TN ZRON, ARIGE CHREL
TIER % 2B L7,

[FEF] Hiw 0, BR. MEMIVEEOZRAUTARD, ZRAEEMEZHISNz. IR 29 BEX
D circular shunt #2L, /K- DEHREHEZEDD, BEICKAZRIMZEZEL, 35 B THEL,
FIRF IR AL, HAEIRE 2474 g, Apgar 4/6. HAEBER»OANTHREEEL, 100%8E,
NO #5 %L1z, Ta—F, AED»SHBIRADIETHEMAEIZ 2L, MMREIIEBREICLDMEZRSN
Tz, HEE 1 J0BPDEOIETHEMREAHIEL, Hig 4 1IXBETEIIROA LR ST, 7z, BEEDE
DHEREER T BDERD, DIFRBE(LEEOSHLEDNY, FUDARIBBICEIVIZITER DEEEE cEL,
His 118 1B LT-.

[#53E] RIS 5 circular shunt Z2fE5EEDOLDAZZROT WA, FHEMNLZ SRS, HEER/RD?S
BEANCHTME R N DIRBEEITOIET, NERAEZITO CEaBRMVHEIL TSz, £/, B
ERBEHLED, AR ARIEE CE L.
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1. BEREH TRITL A%, FERBREDRILOHEED—F
WA K, MR RETF, AR B AR EA NE R ER EE
BRI C bR EEER

[lFC®IC] FHAERBREOLMHFEE (AMD) EEhThh, ZLEEENTHS. FRE L TIIES
IRETE, EMOEBOME, MBEE2ERE L-MRERL EOWMENDHSH. HAEBERIC AMI 2%
REL, TEEIIRER CRoli LIzt R R8Tz,

[#%:80) £/ 3780 H, 3498g, 77HAa7 8/8, BIEICTHAELLBER., &% 105 T8
DF7 ) —Ex2RD, HEAWEE 2 o7, LV OUNFEIIIEF ICEL, Ao » 5 DIETHEMTE%25ED T
FIRERGFEABREEE L, Tuxy 750 I 8FI %R L. LCA A to and fro pattern
EloTBY, BEIRA XY N EZEVDES T — T IURE 2 1T L7,

LDEH 7 — 7 )LiEE] AoG Tld LAD A"Z2IC@# L THE D, LAD ® AMI &2H#iL7-. CAG 2#
HIE 5, LAD BERME TERSNSEHICHD, ZO% LV OUUHEIZHE L.

[%EQ]

HT—TF AT, LVOREIHEOEL Lz, V-A ECMO ZEA LY, LAEERICLKSEEZ
BNAHS o IMIC XM AR L7z, LV @ unloading AAAZEEHHi L LAXRY FE2FEALZH DO,
BREBEONEICIIES T HER 3 ICHT L.

ARTO T I —CEIRERE, BERNICIRZERO /-0, FEEERICKS AMI 25> T 5.
[F&0] HAEROEE, HEOFRREE LT AMIIZERICH T2 UELDH 5.

12. RZE %S e M/EE & EESRIEREEE A2 A6 U A D ERRRIBE
(Zxt§ 2 A EREL R

wER OKEREY, B 2dV, B Bn, AR BV, hEF /Y, ®E 0iRY
EBe AZEY, /ML BERERY, R E—?, BRK ZBEXY

1) BFERRE NERERERE
2) AFERRYE DBIMENBIEEE
3) AEDOLEER

[FEFI] 4 » AR, BREEANLV= 7 BERICHESMICR DN, ERFEE, OFEHRERELRE S ZH
L7-. EHINICU B¥ %, MiEMELEEMuEOFHEZ SaO2 B FICx U TEEBREREE & MmE
IREREEZ JtH LiBBE L7z, FHRLALRILAK EMESMERE, BER Sa02 75% RiENOE RERIZH AL
GREE R T A AP S, EEIVEREERE &AM EM M ERRE &KW Lz, MIMEIL RS
/B E L, FIREZMRAL CHERAEEREREZ N L EEIRENE2HIELLEZ A, KE
ICEAEMMENSLEL, MEIREE RS RBINZD, 9 WARBICLED T — T VIRE 2T L7,
Qp/Qs= 1.4, ‘FHEM#ERE 34mmHg O SR EMESMEEZRL, TESN/ZEBD, LDEEZ
BICEEIFRARE 7 — 15mmHg, LEEH 0.7 08I LR L, AEAWICHBEZREISRB I
7z, RIEFLEASERE CIIILEREEX 7 - 8mmHg, ZFF 8 - 6mmHg TH 0, DEMEMANE
REFIDABER Z T LUz, fiESMELRE - ILREERELZ BT 2ELZ<ERL, DELLHEE
PHRLNTNS.

[#E5m)] D= EMEREIIERHEL2Z FRSELVWABE COEHEASHE—DIRETH 5. EES
FEFERL % £E 2 DEFRFRRBETIX, GEARICE2DEMEBEZ N UIERENFEZEE 20T
<, BHBHDOABESERIN B L 2 HEFPTEET 5.
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13. TCPC fii# (= Hybrid /& %Z 1T > 7= HLHS @ 1 5
EHR O, NE R, BK kK AM HE KM EA, BHE E&
BRI S LR ERER

(B8] HWEHREERIBICAT —TF VA > ¥ =Y a > 2175 Hybrid BB I3ER TIEdH 2 H/NE
TEERER EI CII LR Cdp 5. HLHS B ARMBREE(ERK AT (IPAS) & ORREIAREEZE 123 L C Hybrid
BEZITo-RB2HMET 5.

[FEF] 2@ 7 AR, HAERNCAEMEEBOEMRRE & 220, HAERICEIIEAYE, KEIRFAMEE
WEZM L7z, &% 1 A2 Norwood Fff, A& 7 »HICHGEME Glenn F4it = FE . FiBROF
FBICEAEDPDHD, 1K I PAICEMEBIROFEERRIIN LU TIPAS #EE L. TOBRLEFT HE
FREIARRAZ I L C S SIS ADRDEEHE L, TCPC FfihichT—TVICL B ATV NEEf %
fTohH$E L7z, TCPCHFHNCAT Y MEBFERTNIL—HT—TIVEILRL, KREIRER CHf
BRE DTFHDS LW EEER. 2 BICOZDDEBIMENE, EERER, KEHERL, FIEEAY Y7
#ZZZ., procedure, HWMOEBESE ML L7z, 2% 7 » A Hybrid 6B = £, RIFLERTH 5.
[Z2] Hybrid 6B I X AFEE LTRENT 0 —F PRI I T 21BN ADAEEE 25
ZENETOND, BETHIREINDLVWD, BREIOAEZLEM, I2L—arvzfTHIen
EETH5.

14, RBIRSEEETES OMERER D 7 — 5 )L iafES O R
B M, B RM M HET, EE B B &7
BBIRIERAY INEREHE

[Ef] KERSBERRE O FERGER B IO LTIE, BRI IL—FERdT (PTA) 241hbns. 2000 &
DIBE, HBE CRBIIRSEHERMEO 18 FERIF 8 fIT PTA »fThbnizns, 55 6fl3itk 3 » ALIAICHE
fTSnTWwWiz. Zo6FlIbETOFEMER CTHitk 3 » BLINICHEBE T PTA 27>/ 1512 MA, 760
B PTA SEFIOEERIGEMEET L.

[}ER] 2617 type ATHY, EHEFRILLEFREKED 6 I, AP window 2 14ITHD, FiiksH
frlx 4-37 (FFRfE 16) HT, 6 fIF—HNRIETH 7. 4 BlLERBOIISRBRBBERIIREDET
#5380, 3FIIMERIIRE LR O/ OABRMR LT Wz, AR O 3 F+ 241 PGE] A% (#
ALz ZAEORE ARSIz, 1 [EEO PTA 134tk 47-83 (64) H, 1A= 2.4-6.0 (4.4) kg, F#
7 20-48 (40) mmHg THIfTL, /NL—2% 6-7 (7) mm THAKL, FEEZEX 0-8 (0) mmHg ICtiE
L7z, 7Hl 6 FIT2EIEDPTAZEL, ZORHAIX 1 [EIEH PTA @ 62-93 (79) H®BTHD, (KH 3.5-
7.7 (7.3) kg, E#:zE 25-52 (43) mmHg I LTV —24% 7-8 (8) mm THAAL, FE#Z 0-10 (3.5)
mmHgIZEE L7z, PTAFROAMEE LT, 2FEHI 3 EIC PTAERIC—EBHEDOEE LA ZEIHEE T Z5E0,
IEATV O EBEPERTH-7-. 3EED PTAZELEZDIL, itk 266 HIAT-721FIOATHD, 214
WEFEL.

[#38] KEIRSEEM B OF®RZEL 3 r BUNICETI 2EFNZBAon/.. BIREEBKOBR I *
EERELTEZLN, PTA%Y 2-3 y ATHREL ZTEFMNZ VWA, 2EEO PTAZ{TH52 LT,
REBRECOBOFEP /I CELLELLNT.



15. TCPC BF(Z Chimney ZZz UV AR LEHEE A E M % 5k U 7~ B EERY
BOEED 14

BE XV, BN KEY, EF 52, Bl BV, IR &T?Y, EH B—?
mOEHETY, B B, I Y

1) BEENVERKE DEIILE/NEZEE
2) MBEINERKY: NEBIEERE

EFE 4BOBR. Z2AESEFRREBE (Rastelli type B), HH@EEEMFT, BIRERE, £EK
FERL DK T, His 15 ICHEIARAIEM, 9 » ARRICHE A MME S L Fifi, DKS W& S L OH@ERE=E
IR & 1T S N, HEFEEAMRER, OMEEETION U ACE HEABEE & E4LRINE DR,
DEA T — T VREZEDOKR,» 5, TCPC LEEAFMOBIL HIM Lz, DFEE LR & DEEET
ZEZR L, R F NEMBIER O L Chimney %% A\ 7 i L EEAER (SIM29M+]-graft34mm)
B L VW intra-atrial fenestrated TCPC (16mmPTFE graft) Z#EfT L7z, #iitgld L= ESEHA S KET
BICWg 51082 REE Licw, ffitg 34 HEICBEREE L7z, Afiix, HFHEE&ICE 5 FBEIR %
[O38E L s S5 AR - BREZIRET 2 ENFARTH S0, FEMAREE AR % 1F S (RO EERE
Bl LT ERATH S EBbnr.

16. 4Bz (= (7 B Fontan TR EEH O KRR
=t R, BH%T Mz, /K OBELA, B OB, o #
B RZEEE  NER SRR

[#%5] Fontan i #EEHAIC Failed Fontan (FF) »ERE &SN 5.

[Bf9] B Fontan BFOFREHZEEZFHEL, FF - ECOERRTZEET 5.

[5i%] 1976 &FH 5 2020 F £ TD 45 FR-IEEHZ AKE L7z Fontan candidate @ 5 5512 Fontan
FiMizITSNIEMZNRE L, BESKPOBRARNICERCNELL. ARZHEET L0402 -
AEERR - MA25E, PLE, FFEZ, FF#IfaMEZ FF & EEL, FFRED LI THZ 0MmE A X v
DEFEFR L. Cox BURDITICK A2HEEMRITTA RN bORRKRETFZEEL, EWICEESHZ -
b cHDIEFEHFDETHROEEEDOBRVWATZE L L7z BT, SKNICZEE#RT 2T 7.

[#55] 196 il Fontan candidate ® 5 5, 1979 LIk 74 5] (38%) 12 Fontan R A HifT S N
7-. Fontan Ffii 22\ 3 - EF OB EIARIL 94 2 H T, 49l (64%) HUkRytkEREFTH - 7-.
firte 10 EEAFZRIE, 2001 FELIFTOFMEERF T 71.3%, 2002 FELIFEIX 94.6% TH -7 (p <0.01).
g 20 5l (39%) 12 DMEA XY "ABRSN, D) A7RATIE, ONESENZ, @ Fontan &0
EIRKIAEE = 106% N, @ Fontan F4iai#4 T CVP 12mmHg M LD LR, 0 3EFTH-72. @
D 4EFIIVTNHIET LT

[#E5E] WBEsEaz, DEILK, CVP ERIZFF EOMESLREI? SER SN TLWARBRTTHD, ®
30 B DEREEE KW CVP AR W Fontan f@BRICEE TH 5 2 L AEER SN,
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17. /"M V) R ZFEFICxT T B fenestrated TCPC D i=bEEA A&

S

, &

=

op

VAR B, K BEf, # b

R

EWESIC SRR DR

HIY) HpzICBIT 5 fenestrated TCPC OEBHARGE ICOWTIHET 5.

J71E) 2021 £ 6 BE TIZHET L7z TCPCO9 il > 5, 47 o fenestrated TCPC =X, Fenestration
OFISILATHT Rpl2.5U - m® DLE, PA index 150mm’/m* BUF, [DVEEEET, HLHS Gl a4k L
Wb,

BR) PHEEHMIT 4.2 F. FNEPEERIZ, 2.6 5K FMETIE 26, ZRHAZETZ L. 104
EFRIL5.8%. HFEMIZ6HF, 17 —TIiREIXHICHEIT. B ¥ -2 3 vEERITS
£ 58.5%. Fenestration ®# 4 Xix 6mm 10 {5, 5Smm 10 #l, 5mm 7 VU v I = 26 . RIEIX
5mm Y > 7 ftE PTFE 757 +2W& L, fiihicifTeE»Z2RB L7 ) v 72HAVWTMEREZFAEL T
W5, BEEEE SpO, 1319 89.7%. fiik—FEEHDIDEA T — T VEEIZE W T fenestration & B
B 28 %, BATE L1 M. FAREMNICIIEAERE 21TV, AZEORGZYML T\, REZTICHT—T
JUBAZEIX 56 (gl 1.8 ) IZ{T-oTWa. BHODLDEN T —TIUEE (hKFHE 3.844) T
(L FHRFBIARE 12.9mmHg, Rpl2.7 = 1.0 U - m? PA index 178.5 = 59.6 mm*/m’ & BiF 7 &
Tholz. BEBRTJEEI 140 THEL TV AS.

#53E) Fenestrated TCPC OFMEEIZRIFTH - 7-. %< OREHIT fenestration 1&EHREASH L T\
7o, 1 E%LK 1/3 TIREAFELTW. ALME %AW fenestration £, MO IMMIRREE, #
T=TIVT IO —FEFIITA, ERGHETHHEBDNS.

18. EZMAADKEEKTARED A7 7O0—MWEBE (TOF) T Cxt L T TAP,
PVR % K17 U 7= fEHI

WA Y, sek FEAY, SiE E=0, RE OLORERY, BH O FEmY, 8l ALY
RKEWR FHEY, kB K@Y, E &Y, BRE @Y, BA #x?, <H BY

1) FRALRFEZE (EReEs PR
2) FHALKZEEREE OEEIME S B R

[EEFI] 53 Mt [BRE] £% TOF O#Z M & 72 D 2 5% 1< /& Blalock-Taussig shunt, 6 7%
KFIC TOF DAEEM, 16 REFICERR VSD/ Z MM B IRB 28 12 xf U RASH T B & TRl % 1T L
7z. 30~ 40 RIC» T VT, AT, af o L CEREI Y 7L — 3 > 2 ifT, 40 EEIC ICD
MZAFHZEMEIT L7z, FDOBERE PR, ZIRME TRICKZ2HDLDALDETL, 53 BEICSRIESR
LEFRELBENEALZD, DARL2IY PO — L2 EDYBHIEN E > 7. MiETO LK CT T
IZ RVEDVI:314.98ml/m?*, RVESVI:232.9ml/m?, EF = 26% & EFWH L HFEL K, HEEED
BER%2RD, FAEONT— T VHEETIE PCWP = 2lmmHg, PAP=44/21 (28) mmHg,
RV=44/25mmHg, RA=32mmHg, CO (CI) =1.8 (1.4) Lt AZHREDOE T zRO /. FEifa >
FO—VICKHRIARERE N7 I U BREICEDAOEEOHENE SN2/ TAP, PVR 2/
TU7. MRIEN D S B LiBBE & e o 72, [EBE] FHLGOMER N 25807 TOF flitg PR IC
95 PVRBEICICBEALTHA FIA V2 EOEEL, WMET 5.



19. 7 7 O — MR M RIGENARA B HIEIT 1 FR (CHE L %2 MRSA ATH
R DARRK

RE WD, WA R0, B8 &Y, KE TE2, KE 2

1) RALKRZEZE I DREME S E
2) RALKRZEZEE /NEREAEE

EFNE 24 B BIFEELT 7ThE—MHEERZRDS. HAEBRT7 7 u—UBOZKT, 2 K
I trans annular patch’(@*ﬂ At Z BT, ARERICAEMBIRTEK & ZRAFTEMMEIT. 23 mEEIC

RVEDVI200 m1 /m?* EGDERZRD, MEARAELR, =RAWMERMEIETLLZ. ik | F5HIC

REZATVY, EMEERETILVEXRTBETHEANREIT 7. Z2D1 7 ARIC40 BEORFEZRDO 120,
BEIEENICABE L. ARKRATRTTY S€E— R EROEEZRO. MIEE TMRSAPBEHSH,
THEEMELZBR L. ZOBRLMRENRRL, AR LER%ZO CT THERASBITIRE MBI
bhaFRE, AGRMICBBERFIRNSHD, B CMEBRAEREZETL-. BRIAEOMH BB E T
FRLTBY, FiMiBEZR»OHE VAC B CEAEEZITo7/-. itk 12 HEICHRPEERETH S
ERTERRL, PAML7-. Tk 6 HEOHAEANIE 21TV, SRR, ik 3 r AR T 20, BEHE
MEBRERERL WD, ERERELT, TrIE—HEERERS, REIRREEEZS5N7.. MRSA
BGUTHEBBIERE DR H Y, BMBREHFHRNTAVEEINS.
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EREVREBOBRRERR —BETI2ZERIREL AR E—

f;f;' A
f'/-/ // 'I-!

FILIRZER R AR AR DRIESBEEEE SR BEE

HATOHERD 100 FAZRED, 728 2F0a0 @O TIIHAER S O FAELEDNT
BOEI. LFERILOENNEEBICHEZE5Z2TBD 9. DEFMIE 1953 FICALDLA %
A L2 FMAII LTIk, AR MVEROEEEZFOE L THRELTEE L. —AT, £RE
DEEO/NERETORAED, 2EO/NEREOEBROFTEREZNICLD, DEF L0WHKEZZFIT/-HIL,
HRELERINTVWAZEEREVWET. EREVERBOREREDOR EICXD, 13&EAEDEFNKE
NHIZERZL, 2N RENVEREVWSHEBH I I0FTRESHRELTEELL. SHITHK
Bom bld, REBELMELE, IMIBEERE VWS- BEHOBREEAFLUE L. BEROARL
53, Ry hOFRHEIABRIEOFHEEOR L, HERXREIIRKVWIIESELLLbDEEVWET. 1O
Ay FOLILGEBOFEMICEDLA TEREMA LELLOIE LD TI D, EOXS>EFMcLy, £
DL BIMITEEATRIENANE V-7, YIal—YavERLESLIT L. ERELNERIC
BEE LU, FMEIEPETCHERT, INHFMAEICEEDZZETT. ZLDDEFMPITON,
ZES LLWERESRESNS—F TR, EEOLA2LMEELL->TENET. BHEERNEATIX
WETH, BINRICBEZELTR R F—AREFH D, BETIIHFRABKAS 3ELL EICZ->TETH
NEF. 22T, BAEAERORESHRAETCRHAGINTEV I, MILKZETLERIBGE BT 5
ERXPEICELE L.
DIEDEHICHEREDERZIRD B EBRIBIIARESIEBMLTEZ L. DTFERILOBRIED?S
2%, NEREBODES LR AREIINETHHEEZET.

(B )

SR T 3 H dLEKRREEIRRE

SRR o 6 A dEE KRR FHEE  (HERsEED

SRk 34 7 H ENEERERY Y — EE (FREWFRD

SRR 44 7 B BEERER B8 (DRILESED

R 6 F 6 H HERNEEREY Y Y — EE (DEESE

AR 11 5 1 A B RZEZSHERRE EE (DEmEZED

SRR 13 1 B 91AR-N/NERERE 7 = AL 7 za— (DIEMENE
SERE 14 4E 3 B V)--VEE 2Ly v v —Y v UNRIDBILESED
R 19 F 4 B FILKRZERZIREEELZE SR B (DEmES R
SRR 20 5 7 B FIILRZEZE - thEasi B Rk e (DRImES R}
%?2&$8HﬁMﬁ?ﬁ?%@@%é%ﬁﬁ%ﬂ@ﬁﬂ%ﬂﬂiﬁﬂ%
BEICES

FRIGE)
HE NAERSRER, BATKREVRRER, BERERYES, BEREIEZES
A R, R SRR, iSRS, ERSRYS (FICS2B)

_21_



R EDRKRAESR RERE

(&
EEEN

&)
Br—

INLIFFACEB

[AFRMFEA]

B
=5

[ &
=l
RIE
s
&
M H
RN
1P
Bl
g

(&

bydl

RIS

#H

Al

E=
Mz
s

TR
(E3
e

B oW

%]

ch % R b ot
T\ A R I

ok

S
s

2%

e FEZFER RS

HEDLIRER

2%

EAT O CHEE DEImE SR

MERFEFR MR

94

(BRFRE)

LS s

SARTRZERZES  BOER DRI B 1R 38

SARTRZEZE  EF

TRFHE

KSR DRI 1R e

APEPERY D
IWTERZEZEE 56 2

EEAREES N
CAN RS

BALRZEZE DEEIME VR A E
RALERERIRY:  DIRILE S E 8 R
BEENERKRY DEBMENEEEE

AR R B FT T B

29 %

SARTRZEERZT /NE

EEelars

PR R

INR - AR DRI 2R

BARTRZEEZES DM E VB R R

VAVER ERVA EI=C
ESRVALS 2 - I JANSETS 7
MER+FREE NE
MERZEFR MR

R
N

B

B

KHEKZEZE DIEIME VRS E

R/ NERE - NBHERE
HFERRY: ARG
AFERRE NER
AFERRY NER
AFERERY: DEM
SWES/NERZY =
BRfIRIL C E Bk

P 3
SRR
SR
CRAYE S 1
v 7
DR E SR

_22_



Rk W IFEIEvrY=vY
ANEEIEUN e SORBE AR NERE
Tz IWERZESAR NEREREE
KA HERL IWTERZEEER 5B 2 SRR
w7 OER BB EOERE  DRIMESNE
NE R BEWMEIMIELRERE ERSH
HE AN ZAESITVZvY

BE &I FRALRZEEFER  ERESNRI AR
aE e BUERZEEER NURREEE
il A AfilE/NER

ME = fiemiRk NER

B i ERRILERKRE NEREEE
w|EH 2  7THEARE NER

NEFBER MR R I E R R AR DRI E SR
AR EAN BB ELRKERE  ERSN

LHEBA] 2%

H &&  EWMEZC CUREE ERER
a0 K BEBRIMLERARZE DREIMESREEE

_23_



H
e

H
N}
e

H
w
A

H
AN
e

H
Ul
A

AL EORFRMAES <8

<HBfR>
AzE, [HILFER DERI RS (TSDCCS)] &fRd %,
The Tohoku Society for Developmental Cardiology and Cardiac Surgery

<HH>
AL, /NEBMEB O DBEEROZ 72 5 NIaEOR L2 B ET 5,

<HFE>
A&, 2. OHWZERT 572012, FAE L TE ] BOMEESZRET 5,

<&xB>
=B, 2. OEMICEBRT 2 RILX OEAN - IREEEF LT 5.

<E>

1) R&i2ix, woBBE%2B<,
E!;Ftﬁ """ 2 fg
REHFEAN - - - 2 £
HMEEA - - - - T
B OHE - P
KETEEAN - - - 2 &

2) ®RBE. REDEEIIHZ 5,

<HBR>

2OEHRE FEICEL

T 989-3126 (IEHEEXEE4TH3-17
EWRIC EBREE BRSSO AR EA

<HE&>

KLABMT BHAROME - 24 - REICOLTIRIFAILE L TRERTRET 5.
<&it>

1) AROKFMER. B 12 AKRAE L > CREH ST 5.

2) KRORE, ARAOBMESES > THET 5.

<>

KON, BERXOBFLHORFECECHET LS ENTE S,
AANE, P23 F 12 A3 HEVEITT %o

XOM2E 11 AUE
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NZFa5—F57k ((MRA)

GORE® PROPATEN®

Vascular Graft Configured
for Pediatric Shunt

CBAS Heparin Surface (Z&D |
RHERICHAInMaEED B SN E T,
dA7°7aNnNT NAF*a5—JF7F ((MRA)

1. Gore S, Andersson J, Biran R, Underwood C, Riesenfeld J. Heparin surfaces: impact of immobilization chemistry on hemocompatibility and protein adsorption. Journal of Biomedical Materials Research Part B: Applied
Biomaterials 2014;102(8):1817-1824. 2. Begovac PC, Thomson RC, Fisher JL, Hughson A, Géllhagen A. Improvements in GORE-TEX® Vascular Graft performance by Carmeda® BioActive Surface heparin immobilization. European
Journal of Vascular & Endovascular Surgery 2003;25(5):432-437. 3. Freeman J, Chen A, Weinberg RJ, Okada T, Chen C, Lin PH. Sustained thromboresistant bioactivity with reduced intimal hyperplasia of heparin-bonded PTFE
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