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[I1-PPD2-1]

2 B T D RAIFmBIBRAEIE T Z Fe1T L 7o o/ OB RZ BUE 1R BF D SR R AR

Cinig B, 760 B—", 88 #K", 1B KA, BH 52 Bk 22 8 K52 KR EN2 FE BT
2 BA X2 EE BE2(L.RFRICCHER DBOBEAR, 2. RFRIIC CHER BREF/NER)

[II-PPD2-2]

HLHSDDbilPABZ #EIN A & L 7-ERF&ERY B & fi#EARkrehabillitation D 1&R5T

Oma —#" 4em, miE ), L 5!, SH A%, AB EE', SHEE—8, &) %, 8 84
2 Beh FE2 BH S (1 JCHORERR PECCH/\— ey 2 — NREBER, 2 JCHOPRESRFRE &
RICCHN— 2= 0EDEANE, 3. 20 ERZEEEZEHER NBRRZS > X — BREUR)

[II-PPD2-3]
ECMERZBAEIREEIC %) 9 D Bilateral PABOAE & BIRE =

Oihgx 15K, fHE B4, KR B35, EA MIR2 KB 52 2)1| 8182 A 853 (1 MR )
RORMESNE, 2R 2w NEERSER, 3. MR R NEEFRER)

[II-PPD2-4]
A RIFENARBIRAT IC & B Norwood i &E Rl D FT ABARFZ AN D&

Orhst $18, /\E B—8, BH AT, &5 A2, X & M 20, LE R REMIERAS DRNE
SAEE - NROEmMESNR

[1I-PPD2-5]

BT A EIRBE(HLHS) DA ERE IS X I % mAIfmEhAR/\ > T « > (bPAB)D L

O £—, Bk 338, A+E 1, bR 1554, §1E &5, B0 DA, B E=, 25 B8, kA =10
(BRI C ¥ BRI MENE

[II-PPD2-6]

T /CVECTS BYEE f B il R B B A HE AT RILE 1) OD 1= PR A R AR

O 8", FE KT, BIB BE, T4 X, JI1X #th, F &5HF, 515 BR", Ia #i2 %
R EIE2 &% 45235 55 20 (1. ELAR NER, 2BILAE DRLEN, 3.EILKT FEREE
)
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[1-PPD2-1] Sz T O MAIFMEIARRBIEM Z 7517 L 72 DMERZ BUE 1R B D SR R AUR

Ohig 21, 7Em@ B, M8 AT, /B RE, BH B2 Fk Flz2 B KE2 KE 1EN2 Fi2
P2 BHt BAZ N 2E2(1.EFETCCHER DELENR, 2 EFET AR BES
INBFL

F—— R EAIFBARKIEH . EOVMERREREE. 74282

(B89 - AiE] HRTIFAMERRGEREE (HLHS) (ZXF L200349 B A p% 25 m1Al ffiEh ik
BARHT(BPAB)Z 51T 258 L TUW3.1999F 48 H 52023F4H £ TICBPABEEITL T
HLHS 39fEFIDBEMAEIC DOV THRAFRNICKRET L. [FER] TR IZ9.84.BPAB
HETEFHRIS B 397 .48, F39BW 2.7kg, BPABE R HATE =241, :=FR3ET=2%1.Norwood

(NW) H L <I&Norwood (NW) +BDG (EAMIMEY L A1) (CEIE L 725EFIIE356)
(89.7%), > ENW/E{T 3231, BPABH 5 F 68 H,FHBW3.8kg NWHETTAERI D S5 5BDGIZF|
2 L 7=AEf)13184.BDG £ TORHEAFETIENW(BTS) T241,3ZFRFE T4 L.NW(RV-PA)T D FHH
BT 2 6l =FRIET 1 Td o 7o.NW +BDGHEAIIE 126, BPABA 5 F15122 H,FEBWS.0kg, 2
HAZE T2 < i=FRIETIE 16 T H - 7=.FontanZE)5ZE(F244(61.5%), NWEE D FontanEiZ (3134
(72.2%),NW+BDGE D FontanZiE X 114(91.6%). FIFH4#3.4y, FIIBW 10.9kg T o
fe.FontanfiTi@ RHAZE T % L, =PRI 241 FEh AR\ D Fii/t AldNorwood~BDG: mBTS24,
BDGH#:PA angioplasty 6%l,BDG~TCPC 74l(PA angioplasty4, f1t£p&Z3,BTS 3), TCPCLARE &2
f51(8.3%: PA angioplasty 1,M#&pRZ 1)Tdp o . TCPC#&Follow up FAfEIFTF3910.6 5 =R EA
DA T —T IILRE TIZFESp0O2 91%,RVEDVI 112%N, RVEF 48%, PAI 172mm2/m2,CVP
13mmHg LA7TmmHg T#H o7z, [EE] BPAB% 41T L 7= fEB DTCPCRER(IZ61.5%TH D
ERFEHAICSPO2 90%MA £,CVP12mmHgIA T D RiF 7% Fontan{&IR = 18 L 7= fERI 761

(29%) T®H o7 NW+BDGETIZ9EIN FontanIZEIERTRE T H - 7 H'NW+BDGERRHERIC
FBARBAZE X MAZIC X T B F i H TREBENBEAELNNE < TN o OERFILEREAICE WL
TRFAFontanfBIRZT EE TET TLWAD o7z, [§E5E] Bil PABZIEFRETRIF A FontanfBiR
ZEETETTVBEMIVWERRLD L L, MBIRAZED A G5 T REIRAED S O TR RES
MRETHS.
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[1I-PPD2-2] HLHS®DbilPABZ #][El/T A & L 7=ERFERY A& & BhdhfAkrehabillitation
DixREY

Ok —&", 5 @58, e LB, EH 08, KB FE, SE E—8, B, 8
B2 Frh FiEB2 8HF —3 (1 JCHOFERMR hRC b /\— b2 — NEEBER, 2 JCHOFER
BwRPRIED/N— 22— DEDEANR, 3.2 BERFEFZBHERE NEBERSEEZ> X —
R B EUIR)

% —J— R : HLHS. bilPAB. PA rehabillitation

(2] BAIFREARKIEMAT(IIPAB)IC & D A TMEFZBR(HLHS)MD Fontan A\l D & 1+ 2 SEF 1338
ZATc—H T, FHEBROEBICOVWTIIEINH S, [HE] HRICEWVWT2006E88HM 5
201958 £ TICABE LTcHLHSEBE67RICDOW TSI Lice R EKER] 672055
FontanFfilT & THEEEL 712274ICDOVWTHEE LTce FMEE LT, HEAKE2860g, bilPAB%E
TR o -KHAIE. B#E3.1. {£&2797gTd o 7o NorwoodFfii(RV-PAEE24%)E TD
bilPABTORFHEHARIIZ28.9H. AE2983gTH o7zo GlennFAiTid5 4 BEFICPAI146TITH
1. FontanFfi1id26.44 B. PAIN39TiThNnizce BEAEDT—XTIXCVP12.7,PAI 153 &
£-2.1SDTH 270 AT —TILTOHEIARA DballoonihaElENorwoodHh 5 GlennE TT 4
f51(14.8%). FontanE TIC114(40.7%/THNTULV = FontanBICHEARICN AZITH o1
DIZ10%) (balloon9fl. stent1fl]) 37.0%)TdH >t £EEEL TIF74% DR T
PAballoon® L < IZPA plasty WHEBETH o Tco FBIARAN DT A EbilPABHAR ICIZ BB EIF %
<(p=0.26). HEEEH/NE WVEFICHBIRON AN ZWMERICH o= (p=0.06) o EIEEH
BHEIZ10%] (FET26l. PLE6HI. BE1H). SpO2IET14) TFontanFMi#kICMEIARICYT L
TFRNADBETH o TEFISVED o7z, [ER] BROURDAE & L TRapid
2stagell BV THBARANDEWIAR D 570 NorwoodEFICRV-PAEE% N\ L TOEIARAND
balloonlE=RFEFOERANSEITTH D, Glennh SFontan. FontanRicZWLWE BN
feo  [i5EB] HLHSHMRAEIERB TH 5 Z CICIFEDL D IR VA bilPAB% 1% A 15K HARS
30HEZE TONorwoodF M THNIE. FBIAR\Dballoont AlFHBEICHE D HH LAV
FEARIC T 9 2 BIRFAT X% L CFontanFMABSETE 5, HLHSRIZBERHAMEL & 2 1EH
KHODEFEFIOTLINL—2 3 DR ETH D,
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[1I-PPD2-3] - CMEFZ B EIREE (- %) ¢ B Bilateral PABD Fi#&E & fE =

Oihgr 1&&7, 1 B, #UR 1), EE MR2 KI5 %2 =) Big2 Fa 253 (1.5 R &2 2R P
NBOEMESNE, 2. R R NNRIEREER, 3R MR NNEEABER)
F—"7— R ! HLHS. bil PAB. Fontan

[ =] HLHSICX 9 % Bil PABIENorwoodFM DR A I VI ZESER L WO FEhH S —
BT HEOAAIPAOREERARICK T 2 BEHTE S LUETIZAE S h IR A2ERALIC 3 L PATZ R &
1772 > TWASEFE TIHMEF R D HUSTERIICringfT T ATMEERWVWTERZ LTW3.

(xR BrI] 2005/1-2024/121HLHSEEE R E)ICXT L Thil PAB#ENorwoodFii =17 o
7e63B R E L, FMAEY FE, AEHKEEICL 2 EL ZEHORBEEZBESMNCT S.

[#58] PABIZB#S11TITHhNTH D, Norwood £ THEARIZ24872 >7=- BDGE
#:49,Fontan®i#:41,BDG/FontanfFkEHH'3/772 - f=.PAF A% & BDGEF:2,Fontan
.23, Fontantk:1 TH D, &M & > 0BE6:. ePTFE:9,ringfd T ATME: 117 > 7=.PTAIZPAB
#:2,Norwood?:24,Glennt:21 CHE{T.Fontanf& X1 7528 7=HY, €D S EPAFLK = 1T o 1=
FEFNF10BITH D ringfdETALTMEZ B L 7=EBIE 1B DA Tdb o 7o PAFLRR Z 1T o ToSEF
DHTRTHS L, followHARIFIEHAR Tld & 2 H' ringfd F/ZF NUUAA D Fontanf& D PTALE] &
KR(F1E/35F=100%/83.3% / 53.8%/46.1%7= > f=.Fontanfii#3.8FEFICHIT LI hT—T )L
RE T, ringfd ERER)/ Z NUUA TPAI=207/176(P=0.06),CVP=13.7/14.2,Rp=1.3/1.2THH,

FALD: 772 ' =R T=h . 28z R < 2 THPAFEKR Z 1778 > TWLWARLVER TH D, ringd EHH
TEFIFERD EM o 7. [K55E] bil PABERPADRE B ICIFEET L TV, PAERL, PTAZ BEAE D
3 & THENZ < DIEHTBDG,FontanFhZBAEISHR TV FRNAZHREE TB K
S IRPAMEFREBI DB AN S £ < WHISBBIZRIFTH D FFiringtETALMETOF
I3 =FEEAD A T — T )L AEEE D B REME P PLE, FALDELE D ATREME SRR S N - BRI 4
PAFCE D TR NET D 0IEeEN H 3.
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[1I-PPD2-4] M fAIFhENARIIEAT IC & B Norwoodfti iR R EA D EF AFNARAZEEA D

B/ 48R
o

Orhst #1588, /B ZB—8R, M AT, A5 A2, k& # 200, L% B (REHRIERAS DD
EAR - NBOEBILENEL
¥ —7— K bPAB. HLHS. E|ELXM KR

(B8] AECMERZEEIREF(HLHS) & £ OEBE R (VHLHS)IC X T % Norwood Firik D ¥ K&
AR (NecAo)IZIRBFINICIL AT 2 Z A RIS N TW 3, mAIFMEARKIEHT(bPAB)A Nnec Ao RE
ICEZBREICDVWTEARNICKRITT LT, [F5E] 200051 BAH52023F1281C
NorwoodFfitt & K17 L 754614, =FREE 7 + O—H'EJRE T & o 7=264H 5 Norwoodffi#& I
KERF LIEZE IS L THF Mz T L1202 R L 724672 xR bPABEE & 3EbPABE#
IC4E L. necAoRDORBRRZIL L BFMOBE=Z1E53, bPABfiTAI. NorwoodfiTai. Glenn
fital. Fontanfligl. MFERIDFHAEIARAEHZF(AVD). ValsalvaiEZE(SVD). ST junctionf®
(STID)ZEZHCTH D WTMESEEHRETAEL. EBAEIBELLE Lz scorezBH. [iE
%] HLHS 16fl. vHLHS 8%, bPABE£18%l. 3EbPABE#6%l, NorwoodBFd A finH R1E
204 B. AEHRR(EL.1kg, chimney reconstruction 1361, Follow-upfAfEHHRIESE(1-18
F) TARBE216l, bPABEEICEH 1T 3 bPABTET/Norwoodffiail/Glennffiail/Fontanfy
BI/FLFEHI DXz scoreHFR{E|L. AVD : 3.49/2.54/4.63/4.57/2.34. SVD :
3.73/3.99/4.42/4.84/3.07. STJD : 3.45/4.60/4.47/5.07/3.36 THD. =READILKIFEESH
9> FEbPABEEDNorwoodfliEi/Glennflial/Fontanfiigi/FLF a1 D Hz scoreD PR(E .

AVD :3.91/2.88/4.65/1.88. SVD . 3.88/3.63/4.66/2.96. ST|D . 5.25/4.80/5.72/3.827C.
EPRHADILKIE 7% <. bPABEf L BEREIFFRO T (FFRIAVD; p=0.483, SVD; p=0.902, ST)D
p=0.599), NecAoIELANDEBFMTIEIELPABEFD 14 T. Norwood#11&FETSVD 39mm(z
score=8.7)¢ 7 D HEe A REEINERMT Z 1T, bPABE: X FJEbPABE* TneoAolh ANDEF
MIEERICEEZIIRH T, [E5E] NorwoodfiiiLiZFREAAVD. SVD. STIDDILKIC.
bPABIZRZE LBV E AT E NI, AEEBDREH L L TneoAoldIEE RENR & LLE LIk
RKLTEDH., REANVLHRETEA KB TH S,
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[1I-PPD2-5] & /CMEFZ BRAEIREE(HLHS) DR EERAR |- 3 9 2 i fAlfmEn AR/ N > 7 «
>4/ (bPAB)D R £

Ol £—, B 2\, B+E o, P K58, 51E &5, B0 LA, S 6=, RF 86, vk ==
BR (BB C ¥ Hi&EMbE OEmMENE
F—"7—F ! HLHS. bPAB. Fontan

(55 - BAY] HLHSIC® L TIZbPABDEAIZ# L. Norwood(NW)~ZHARAE D e EH'ER
EINTEED SRITERBBICESELUTINELNDH S, LUl THD L primary NWH
TERWERFICbPABZ T TEcH. REIXMITEIREICO L THREDHNIEbPABE LV S
Fitz e >TW3, SHRICHEITBHLHSOBRERIEICE T BbPABOREIC DLW TR Z1T -
feo  [3¥5R] 2000 (Zductal shockiEEBIICICUTbPAB%Z &R#IICHT » TUBE PR THIRIA 578
BNALHLHSIZ1116l, TD 55, B2 P REEEEEN R CbPABDH1561(124)
L) ZPR< 960X RE Lice BF60LF36. subtypeld
AAMA/ASMA/AAMS/ASMS=32/12/16/36, RRIBE2HRIF36. HAERHMAEIZHRIE2.9kg, IASH
restrictive/intact34. PVO25. moderateld EDTR25. coronary®&E8, [ER] bPAB%#R
TNWAT 2 72D 1X5961(5 5ENW-Glenn2). primary NW(Z37, BHLH#ER N H D, ~20091F
7/31. 2010~1352/6(bPAB/primary NW), fZiBERIAMIEFET.0F (RK23.9%F) . #3t
T01329(30.0%) TR [EIEER K 1575%. 10569.4%, Norwood#FHA (Q0BMUM)IET I
13, bPABIC & DH#EFET « REAEC C HHE L TWLeH . BEEIFHR L (p=0.083. 0.071)o
70 % B < RAIRERPEREIX69.7%(62/89), BILFHELT—TIL (n=51

[bPAB30/pNW21]  F#12.0F&A22.55) TIFSa02. CVP. BNPEIIHEREN LD >
e, DIHEDABTEEZ RO (bPAB3.5+1.1 vs pNW2.9+£0.9. p=0.031), [#&%:E
HLHSDREHARICEE T 2bPABOREZ &R LIcH. WINHRBMERTH S H D D=EREH
DHHEUNMIBEZIFRDOBH oo 2L bPABEIXEFICZ VW LWSEHRESELDH
D, I ETHMIBBRENMBBLE X SN,
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[1I-PPD2-6] A UMEHZ B (& B+ mi (B A BN A HE T R E 5 D 1= PR BR Al AE

O s, Gk BRT, 818 BE, TH X", JIX %), J E8hF, 515 BR1 ha #3542
BIR B1E82 &8 53 BB =3 (1LEILAR NER, 2FLAR DEMENR, 3.BILAS Rl
MERER)

F—U—F I EMERAEGRR. mAMBMREIEN. SHOFT

[BER] LR TIE. NorwoodFMI(NAND U XU H'E WA MERBIEIREEHLHS)E L U'#

DIEIFE B (HLHS variant)lc it L. mRIFmEARIEAT(bPAB)Z 1T L TWLWBH. ZDiRFEEA
ﬁ%ﬁtatﬂﬂah\'c IE7 0L [BB] bPAB% 41T L 7=HLHS/-variantiEFI D =fREERE = BA 5 H
LT3, [WReAE] HERTOPABZITS & SICHR572005FH52024F £ TD
20T NfiTZ 47 o F7eHLHS/-variantfEFIC DWW T 1st palliationhNFlT T dp o 7= B¥(NE¥)
. NfffICbPAB% 47 L 7=BE(BEY)D2 DIC T, =IRHAREZ LS  L7ce  [FER] HARS
F. 120BICNT & 1T, E2BTADAERIE. HLHS 994, variant 21%l, N&£71%I. BE£49l,
bPABZITIERIL. EIKE(<2.5kg) 214, >3 v 8fl. LEMBIEM/)V/EAHE 76, OAFT
72 6fl. TAPVC/Cortriatriatum&6f 461, BE=FAU5 36, BE<358) 26| (BEEDH
D). BEEDIKE(kg)lE. bPABRF(MD2.5[2.3-3.1)(FRIE[MEDMIEEFE]. UTFEERK)D S, NfTRFD
3.2[2.8-3.5]\BEICEM((P<0.01). bPABH S NflTF TOHARIGKIEEAR. H)I&53[31-73]T
HD. BICHAR & FontanF AT (FnEIPA index DR IC X B DOMEBEHERDH 5N 7(p<0.01) &
H. FiTRLERIZ. NBE T RBZ1ERD D o 7-(NEf 69%. BEf 61%. p=0.43), Nffik3/7H
ICH T 2 REAETFSR(NEE 94% vs BB 96%. p=0.83). 10FLEFR(NEF 76% vs BEf 73%\
p=0.82)IC. WINbBEEEIFLH o7 PAindexid. Glennfligi. FIlFFIOEZ R I>T W
THICBEWTHNETAI K RZMERLH o7 [#E5E] bPABICED. B XVEHICH
WTHNTOBRIFRMEESD O TEH. BRERICHI-2BICIXMMEROREICER
ExRIITOREMN D B 7. FINEIERFDOROESHELREZBIEL. KICHHE%ETE 3
IR TE 2 RBEHEZ L 2ENH S,
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