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Ro7-DEaMmEYRHTHA L7z, Apgar 1.73/5TH O, WHEFREED I 2 NICU AE L7,
TRPG 74mmHg, BIRE (34020 F0As TR A JEB PN & e & 20 L. NO W AL 2 g L7z JRER
g L &b MM PRIRSE 2 WIRICRAT L7225, BIIREE %2 4 L 722 a2 & D I BRAN A & s dn B & 7
HE L7272, BRAEINRE MSIE X O R 2 M7 L7z TEERITZE LESERE L7225 HORIERIE
R <y F MM PRSI SUS L WITE MLEASELE U7z FHEHIC L o TH AR a BaiE R A
WTHDHZ LITMA OB E % RIET 5.0 O A B R AN & 3L L7z ARk E %~
B, DS T — T VRS & B BT ER D S B A i L7,

[Eam] O b E I e R R EOH T D Ebstein HIC LIELIEAPET A2 2 LpHE S Tw 5,
DFRCEACREE S BEE Tl AT OSRIRITHE S SRaRI D MBI & 2 InaRBE T 2 LERFEE LT
DR EDOZWIIHE T %o Ml HHUL T IR R B ASERE L 72 WREB] T 13O B 5 ol fe ik
ZERTLHZVENED Y. TR LHEE RSS2 QEICE  LESD 5,
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NROFHREC BT 2 BI2FHNY 7 ¥ - OFEHl o4 T

O%AK 2, Robert Lesurf’. Rajadurai Akilen”, Xiaogiao Xu?. Eva Maria Batke>?,

Vinay J Rao””, Rebekah Jobling”®?. Laura Zahavich'”. Natasha Henden'".

) ) 14,15)
A}

Jodie Ingles'”. Edgardo Alania Torres'?. Keiichi Hirono". Nathalie Roux-Buisson

Perundurai S Dhandapany”. Christoph Sandmann®”, Seema Mital'®

1) b > MR IEERAER

1) Genetics and Genome Biology Program, The Hospital for Sick Children, Toronto, Ontario, Canada

2) The Centre for Computational Medicine, The Hospital for Sick Children, Toronto, Ontario, Canada

3)Department of Internal Medicine III (Cardiology, Angiology, and Pneumology), Heidelberg Univer-
sity Hospital, Heidelberg, Germany

4)German Center for Cardiovascular Research, Partner Site Heidelberg/Mannheim, Heidelberg, Ger-
many

5) Cardiovascular Development and Disease Mechanisms, Institute for Stem Cell Science and Regen-
erative Medicine (DBT-inStem), Bengaluru, India

6) The University of Trans-Disciplinary Health Sciences and Technology, Yelahanka, Bangalore, In-
dia

7) Ted Rogers Centre for Heart Research, The Hospital for Sick Children, Toronto, ON, Canada

8)Clinical and Metabolic Genetics, Department of Pediatrics, The Hospital for Sick Children, Toron-
to, ON, Canada

9) Genome Diagnostics, Department of Pediatric Laboratory Medicine, The Hospital for Sick Chil-
dren, Toronto, ON, Canada

10) Department of Genetic Counselling, Hospital for Sick Children, University of Toronto, Toronto,
Ontario, Canada

11) Garvan Institute of Medical Research, Sydney, Australia

12) Denia Hospital, Alicante, Spain

13) Toyama University Hospital, Toyama, Japan

14) Univ. Grenoble Alpes, Inserm, CHU Grenoble Alpes, Grenoble Institute Neurosciences, Greno-
ble, France

15) GCS AURAGEN, Lyon, France

16) Division of Cardiology, Department of Pediatrics, The Hospital for Sick Children, University of
Toronto, Toronto, Ontario, Canada

[T5t] BIEEM Y 7 2 DOERIZ. Fiz MR X 0 ELT 2R D 50 AWFZETIE. NEOH
IEBFICBWTRHEN 2N 7 ¥ PEFHIiZ TV, BAEHOBE L EZREZWALMICTHILEEZHMEL
720

[HE:] ru v MBI L~ 7 — - N4 F 32 2 122005~20224F 1255k X 7= /N S
227% (FEIiz) xR E L. BRBRATHRE SNRN Woiett (PLP) F/2I3EHEAH

(VUS) &N 7 2 MZOWT, ACMG 74 RIA4 VIO EHFFM L7z BMOEFM IR —1 (n=
4,547) %M\, gnomAD v4.1.0& Hlg Ui EERME & AT L 720

[#54] 338280 7> b (P/LP: 110, VUS:272) ZFEHIi L. 4961 (21.6%) THHEAEL 72,
P/LP 25 VUSADOF 7 v 7 L— Fidl46l (10.9%) T, ERRIIFHET LIV ERY P ARy b
W TH o720 VUSSP LPADT v 77 L—FiZ3bsH (13.6%) T, FiZky b ARy PERR n
silico PN HED W T Wz, T EN) BRERBE L D IHESIN T 20X 8BIDOATH > 72, 371
D VUS—P/LPNY 7 ¥ D) b10EIEGEICB VW TAHBICER L TV,

k5] ANEOAIREDR 5 A 1 ATHRICERO D 5 OB E L, RIRAZ ) —= 0 7 RBEF
MAEORE LB EE 20NN D 5, N2 O EELEIVR S Lz,
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LI Danon 9§ T 3 FH Y FLINNE RRLL A Z2 73 %
O BE—He, 22 F—"Y, BdF By, iy g, e
1) BBOREBEA A BB N 2) BB EBEAAEMR ibE PR o T R v 8 —

1

[1lZC®IZ] Danonds (DR 3T 4 vV —A#EE&EN 28 (LAMP2) #{ZFORBICL->THELS
fiiZe H A BN I A X F —o—fT, XEHEHEESEEE L 5, A TRILOIHECTHES L, Bk
10 THAE. 20/ AT TOIELEAS, LHEIZ30MR THAE. A0RAIE TORLED L WV, L ENb, 51 6%
RRICEARRLGAGRE (HCM) &l S, 8 4EDRE CIRMABAT L7z, 22 5E D% o & B Bl
R L 72O THET 5,

GEGI] Whs 6 il 5F - FoERE, MARICRR 2 Lo RIRBECRBUSLETRRIBAD 5, I
TAEAE (6 7%F) OFROIRERS T OB XY 2 B S Nz, DR HARA T HLiRIY 0 2 b f e
29.4mm & LE AP RREAL IS O E BN 2 2, AR (LVEF) 1379.5% & f7zh, HCM & Bl &
N7z BIETHA T LAMP2#E R 112 frameshift 25 (c.974delT. p.L325Rfs) 2% &1, D&
Wi S N7ze FRCEINE C&L, MRS CTROBEIZ S N228, Bl A XY M v, 1% (BWitk 5 4E)
G S D RELE OB ATAR S, 145%K (BWitk 8 4E). LVEF 46% LK T L. LR~ OBITHEED
NLHIREE o720

[l T L] KRDIHK T DM FIRPMRE % 28I 2 RIS S 7z 2 PIAs b HERIET
(Li jun 5. 2016). ABNHIZNICR SCHEREB TH D, BIEEL SNL NSV r—Y a3 VERZRD
(Dsouza &. 2014)., #ZWitt LB FEIIRMNOBIT PR SNL2RELE L5720 LRDKHTD.
SRR HCM 2 F5E L. B HICIRMABAT T 2D H D {EBESLETH 5o EROERZ % 22
BRI, BRI S B HIR2 4T 2 & Ty ANV M REE L7z,
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HANRRREEMTES YIA £y v a ¥

YIA2-1

YIA2-2

SFHA) Myocardial Work O JE# i 2 v 720 B AR S5 B 0 SEBE o ey

OB W A", Il B, B 1, IR Hin®, ek e, g AT, B B
ME B, Eob Y. A0 WIS, wmm R, A WMWY, A R, stmsk 20E”

1) MR B RAEBR AR = 7e R /NEBRISEE - R,
2) NAR BRAPRAFRIS IR L be  NERE 3) MR B R AR AT MR IAR 3 i ke NERE - B

[H] Myocardial Work (MW) (&, AZEOIGHEREZ M 22 ETH Y, EA ML AL VIL—
TN e w5 2 & T, BAMOEELZEZR L7z LV B iEE 2. AL A ¥ (GLS) f#
Br& D SENIOAREIRIE & SN D, AWFZED HIIEAIEHEE 2 v C/RNE S A RS OO RE R M
DOHBEERFATHZETH S,

[Ji] APLAVOBETLTOWARWT Y N I3 A 7Y ViE#EZ T /NERAREE (BCP-ALL &
) 3T ERRIC, ERICE D 28 (GEAEE D 10MLLT. EER  11-20%) (243 L GLS & MW /i
RN L7zo S HIC, ERiE~ v F 3R HORFELRT V7 4 TOIEFMNBOERE R OEDLER L
TN ENRBE T > 720 MW 542 & L T Global Work Index (GWI). Global Constructive Work

(GCW). Global Wasted Work (GWW). B & 0" Global Work Efficiency (GWE) #&H L. #3470

COEEFR - tpip - DR IR L 720 F720 MW BB O KA Z 2 2 7 % IEHEICIEDOWTHEB L,
BCP-ALL #NTOIEZ 1T - 720

[R5 2R] few 3 L I LT BCP-ALL BECld, FEREMB LOES AR L 12 GWL GCW BL U GWW
PAEBIET L7z — . GLSBIUGWE RIZAEEZRD Lo 72 GCW IZFEDRHIERIICHENR
THEMIT LTz, SO ClE. LRIBICBWTEDLHOA CW 5B T L. TITOE
T CW ASLIEERD CW X ) T LTz,

[#555] MW F5H5Ei1k. GLS M7 N T B /NESARBEICB WD, il ORERERY 22 5 A 7%
BIETH DL Z IR ENT, FFICCW REROBEL T, LDRFTORTIHETH 72, Ubhrd
BCP-ALL D AEBRERE D LEREFE EDIFM L E 525 ZENMRTHY. INSEFH-RMATH S,

BHLEFI EEIRT— % ZH\W7: E ¢ OIEBRBIREEE 0 Bk
O HHY, KIF 552, ¥iE FHxY, &Ly HP
1) BRI S X bk MEBIERL, 2) MRS NERL 3) BABBREAY NEHIE A R

(5] A= R 1L relaxation & stiffness D EHRAH . £ N ENAEEMARREE L ¢ tau & stiffness
coefficient : f&2EIEL T 5, EFRTIITI—DEWK., A, e 2 EOMAE LS TIREITFTMS L
bo FICEWREREEL tau ICHE, ¢ idtau lCHESN, E% ¢ THRLAZE e O AEREE LA LM
B9 5 L MESINTVDEH, ZOFEMRIFE IR TH 5,

[B] Y321 —va EFVEBETFT—ZHWTE © OZ L2 %, MIET A2 2 HE
L7z

[5:] @ MATLAB, Simulink Z W T3 BEZIA Y K7y e VETFIVERELTIAY YV AETFIVE
HMAGDOEHIMET IV EIEK Lz € RAELEL MIMBIIEROREL T A Y Y AF v v N— g L&A
L7z BTNV ETHA 8T A =5 ZMEL. THRBIEOEAL E & OEALFRE: % #MEE L 72, @FH
VL7 2 & e CHEHE L 7212 L L ORI AE ISR 3 2.0 O — K5 R 2 BRI L 72,

] @ p EAIC XY AFEEIEERIC B LOTIBECME KT L7225 tau BRIZAFEEL DT H
WCIEATLOARTH -7, e i Ftau IERICE DK L722% pLEACKDEIML72 F72, E/e’ i tau I
E, BLAWTNLET Lz, E/e & EREDMFRIZLZE Elastance % Stressed volume. I FEDZE
Bz L CIEMIB L7245, B % taus OB OZILICH L CTIZEDOHBE %2 2072, LVESV dWwihs8s
A= LT E/e L IEOMBEEED . @LVESVI (ml/mA2) & E/e’ ICHBE %27 (r=
0.544, p<0.001),

[#55m] FK: 72 /222 relaxation 8T & stiffness EAIC X > TE/€ 3MET L7zo ERBKTHERENS E/e
BB L b IR E 2 3, AR BT EA BN & v o 725 BRHERE O 72 0 O AUE
BALZ WL 7245 - CTH Do E/e DSLVESV OFRETH A L VI HRIZELHHOD DT, HRT—%
ORGEZL T LS ZORBEZRT D TIE W2 OSHBIEE LGS LETH 5,
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YIA2-4

INROALIZEIT S NT-pro BNP/BNP L E 7 U VFF Vv VUV ZBRER T 54 ¥
Y HEEDO R
OTLRE Y, B &Y 7 ffEsyY, B &Ry, A %Y, sl @y, b gl

A g

D) & TERRZR IS NER

(5] 7oV F vV AR R T T4 Y VHESE (ARND EHNREMEF B AFRRTF R

(NP) OR#ZA LT, VEFY Y F2FHIHL D 5 0REHE#ETH Y. NT-pro BNP TOHEFEREH
ENHER SN TV B, BAED BNP il R IERTERA TS 5 pro BNP 2 bi#llEd 5 Z & 55, NT-pro BNP
03 BNP & DOLEOREDI/NBINZB W TRIEAN ORI FEE L ) KT 2523 5,

[J7:] NT-pro BNP & BNP # [AlER I L 72 W0l 7 7 — 7 VARESIE B %2 0F 812, 4B & NT-pro
BNP,/BNP i (NT ) OB AN L7z WISHLOAEEE TRHIRDVA T TH Y ARNI #EA L7
SHREFNC DOV THPFEE PO NT A BE L. FEH O NT HICBI 55284 55 L 72,

[ER] FE7 + v & UAEBRERISSFICB VT, LB L 72 NT I & AFiid A2 A M (n (NT-pro
BNP/BNP) =2.45-0.068*Age. p <0.0001) %R L. 4E#iL & bI22HIC NT pro BNP MK TF L 72,
ARNIEAZIINT Jb& 7+ B —7 v 7 LRRBLOEE 6. BEMUE " HL.O=E WhmEs vy - A
TRt 2 4 20 A, TBIIRPASHCE PRI 7 A 7V iits,OiiiEgE 1% 3 2 H o 3IERICE
W, NT Jid ARNT B IC 2 BICEHEME X ) ST L (NT e 9efE10.0—>4.6. In NT [t
2.3—1.5). D% NT-pro BNP O & JLICERRN 2 DA EBIEOUF % R 72,

[#22] AREICB O TIROAREER O NT idE iz R L, IE ARNI I B W TOAEER] T
LA TH o720 ARNIEAIX NT 2 ST S8 72,

[iaw] w5 NP R, NP EED S < BSOS 2 R/ L, ARNTIZ/NEGINCE L 72364 & % 2
b b, NT it responder O EIZA H TGN D 5o

Fontan i % % O BB CVP E 5 0 TR HFENE E 5 D BBIIRBLA FE 545> ?
O 2", Rl sph?, A W0 fF i, e By
1) HWERRRFRATE > ¥ — NERL 2) BEERERREEBRR R Y 5 —

[F 5] Fontan i EE 2B 5588 CVP @ F51% peak VO2OK T L M# L, R L 7% %5, Fontan
PEBETIZ CVP IZEEME (TPG) & MiBIIREEAE (PAWP) OFITH %, A Pilot AFZ2TId. 4 D HEFH
THBFCHEOWTNARE SWINT 22217 %,

[77#:] Fontan fiifgsbkEH OB (FFUfEISR) (R L, BAML =)V I X — % 2 Hl v CEB AT R % 52
i L7270 ZEED O EEIFICEMEIRT & KA v =% v 28 V720485 (CD) ZEENeE L7z,
CVP 121.6+0.68 X KAYEHIRIE T, TPG 134 7 — 7 VAR Ol 5535t (Rpl) %2 A% & RGE L Rpl x
CIT. PAWP I3 CVP %5 TPG %% UCHEE L. ZHE & R GRBIIE 2 Ll L 72,

(%] Rpl 3£ H< 2U'm2T, LD 5 i KM RET CVP (11.3 vs 18.4mmHg). TPG (4.2 vs
7.7 mmHg). PAWP (7.1 vs 10.7 mmHg) \¥HEIC LA L7z MBI X 2314 CT4mmHg D L& H
BETHE, OBIFATPG OAAEEHD LB, APAWP OAEHE EHIN4ABIT, MAEPKEPo
720 MIAIEACIHS.8ENITHENTRE DS IERIT, BB ABIDH B 2601316, 27 THEBH & & H 1
ACI HEERE S BUFEEZ B Z AEHTH - 7225 1 PIIEERSETRIE  FMFEFO13%. 1
BNIZ T LRIREAEDEEDLN L 15K TH - 720

[Z52] i - HEE % G HRET 7225, B L 2 CVP o EAICB VT, Biflss R & O EiEko
WIIUCHEEAR E WRIIIMEAEDN D B 2 EDRIB S N WTNOBREIK X W TEIT 5iEH D
HR D15, SEBOEBERIC X 0 ARFHMIZEDS Fontan MiE DT —F — A 4 FIHEORCITHA» 2 MEr LT
WE 72w (FR /MIE2025 & O EMFERKR)
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YIA2-5

YIA2-6

Ll MRI Z & 2 e DTS BOE B BRI B0 2 0ol T & 9830 2219 KRB IR LR & oD BY

ORIk B, A BTV, o FHY, 8 HEY. &k 2Ry, @ kY, Al b,
AN K2, e s

D)t s &b ke MEBREFE 2) o IERNEL Y ) = o

% 5t] Fontan i (F4) # oA MEIEBHERER (HLHS) Tid-O& MRI (CMR) 12 X 2.0 THE E
AR ML T A5G SN B, WMEOEEIANNTH 5,

[B/] Firfs HLHS (2B 5 20 TUE & #2209 KEIR (original aorta. OA) LK & o B
W SPICT B,

4] 2021~2025412 4 ¢ T CMR %47 - 72 F ik HLHS CRBIIRPASH) B,

[7#:] CMR T OA Iifi. AEIERYZER (RVEDV)., AH=EEZE (RVEF)., A0 TUHE % 5HU
L. [AEB O - O Y 7 — 7 VAREERS S & ik L 72,

[ 5] mbrastt: (2561, MA AA 2161, MS/AA 461, EEIIRESHE 1 6) . EFL.OIBERETH
#pBl 7% Lo Norwood i g A T84 1460, hJefii @ MEASRE4E#S 5.45% (3.4-10.7). K& 14.3kg
(12.8-24.8). Sa0, 95% (93-96). BNP 13.8pg. mL (6.9-28.4). *¥-3 CVP 10mmHg (9-11).
RVEDV 91.2mL m? (124%N) (76.2-110.2). RVEF 46% (39-50). #4714 OA il 0.14 mL_“min
/m? (0.10-0.21). T1 1061ms (1032-1092), T1f#ix RVEDV%N (r=0.62). RVEF (r=-0.55).
CVP (r=0.35). BNP (r=0.58), #KBIRERFER (r=0.41). OA I (r=0.38). £iloRdiEdE
FRBIRTE - RV R ME) (r=-0.44) L HELRMBEZR L7z SZRBIEN TIEKBENIRE R
B (f =0.26. SE=0.08, p <0.01) 23 L7z FMEFTH- 70

(e~ #%%2] Filis: HLHS (2B 2.0 TUEIZAERE L B L, 20 EAIIE TR AT 53
5o EMUMEEREEEDOFHEIZIZ OA MK DA THR S FEIED LT 2LELNDH 5,

DA 7 —F VA S HlE L=k e 5 & O MRI TllE LU72- i KIMLFEEE - &k
MAE T A D A7 & D BIMEIZ DWW

Oy Kzl mHft w7, A w7, ZHE KTV Bk Ky, a8 Y,
PR F ALY, N e

1)JCHO JuMibe  fEBRas/NERE

[B] L& MRI A2 (PC) T 5 5 S KL BE & fie KIS I T80 A o0 (7 75 20 Sl A1 B oD g 52
¥ (r) LHHET 20285 L7z,

(7] A0 7 — 7 v &0 MRI % FIRC 34T L 72 OBB/NBIZB W T, Bl 7 — 7 b2 Sl
BIPURE Rp). MnEF v/8> % 2 (Cp) BLOZFORM 1 #H ML, PC#E» S EMBNRICB TS
ORI EE & e K IME R OMVAZE (T) 2Rl 72,

[#% 5] 4561 (ASD 3961, IPAH 3 %), DCM 3#l). i#il0.5+4.45%ICB VT, A% 85=14 bpm.
SEHNEEIIRIE 14 (12-16) mmHg. Rp 0.90 (0.74-1.21) Wood unit'm®. Cp 8.5+4.7ml mmHg,~
m®. 7 0.51 (0.44-0.61) sec. T 53 (45-74) msec THo7zo T & t IFHERIEMEEZRL (r=
0.77. P <0.001) 2%, -O4A%G PHMBIRE. Rp. Cp & MBI %2> 720

[ am] e I3 S 1 & L 48 B T R D (A 2 T Al 4 D i EBRAFME 2 /R SRR & 2 A TR RIB S h
720
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1.6kg LLF O KER#R 22 S - RENIR = BERTIZ )9 5 1G9 strategy
ORGHE I, SE wAY, WA @EY, KR —", di Ee?
1) JhBTL BT RERE MEBEs/ N IEER

#Hit] CoA-c - TAA TIE—BIIE— I LB & L I RBIIRS FFEE + Il B RALHUAT 258N S
L0 BHAKERTIIINSOPNPHEEZ Z 255 ), o strategy 5N 5, HBETHEIRL T
W B B RAIE (B-PAB) O MMEIZ DWW TG L 72,

(W& )] 20214 DIBEICE R L 72 2 0518 (BVR) #n 22> MAEKREL. 6kg LT D 5 f1

(CoA-c4 B, TAALB) ., BFHB X OTHITE L THABRIITHE L7z,

[#5H] W4 BW 1.2-1.6 (1.28) kg. fElG 30-37 (34) wo UCG T DA. LPA. dAo ® flow pattern
B U PA branch £ % fEHFRYICERAG L. BFILHE A L 22 PA branch ££4%31-45 (33.3) mm_BSA
L7254 I 7 OH#4-13 (7) TB-PAB % }itiffo PGELIZ DA A%/ L7z H#0-21 (0.5) 7205
B#E L. DA OFLEREH2.0m s Z FE S L)AL, 26T DA B2 L. 14113 PGEL-
CD 100ng kg min THFEAE S N H#76. BW 1.74kg T DA stent fHiE. Mo 1 #1i& PDE3-I % fif
MU ZEMERE L 720 4 BICHM ORERMNAA KL CREE 2 NAHEHL A 2 L 7275 B-PAB 33 E #£2.7-
3.2 (3.0) m/s = BVR#i3.3-4.9 (3.8) m s TH B-PAB % L., Hi (66-146) 91. BW 2.6-3.3

(3.0) TBVRIZ#)3#, BVRHi® LVDd 105-151 (124) %. LVEF 63-81 (71) % & LoEhEIZiRAT X
. itk ECMO #i7: L, POD4-12 (6.5) THF L 4Bl B,

[F L] KAEED B-PAB TIERFN £ TORERNMIFEL K EZ v, 5D PA FIZERBD-20IZE DL
oz v, MO BAGORBEIHEEL V) HLHRRLEN PABIZAR D RV, D720 High flow 79%%
FUAREHE M WHID ROENZANEERICX D H B-PAB ¥ CIIES T HEAKREANTETE
7o DA M#iD 72 DA stent #LEE T 560 H - 7225 OEREDSSHIEIC 2 o 726113 7% <o BAKH A K
BRI L COERR L EZ b
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—REE 1 RS Y2V —Ta Y

01-1

01-2

L MRI TO A ORI RAE B EE Fontan MifgICB T B2 6ERTA b LA ¥ &L
@ Byt

OFGH #ikEY, Bk 60, & BT, (i ERY. 3 A, &k BRY. AW &,
B s, & Y, )l g

D) s bRk R

TR AOMOEEIERR (HLHS) 4% (RV) IZBWT, BAELAZE (LV) (2B 5 gl o sEE
IR T2HE S5, O MRI (CMR) 1281354 RV O T1 EFIEZFNE - SiME bz som L, AL
f&#% (Extracellular Volume Fraction) &AHBId % & &b, [HERY] HLHS I2BF 5 RV H i@l oo ke i
BT OBFE 2 52127 5. [HE] MUBI2T2021~20254F 12 Fontan FF (F#7) 6 4t~k
NG % 47 - 72 HLHS ©W, GHTTEEZR LV 2 53 % 5ER. CMR TO RV IEikREM AR (RVEDV).
RV BiH = (RVEF) 12z, RV UEGZ HlEE (F). LR (A). 1k (S) 248 L. 2hZh
® longitudinal strain (LS) ZFFHNL7z. F7/z. HERICBWTE., SIZHLT 208 T1Z5HIL 72,

(9] SEFNZ1060 (MAAA 161, MS/AA 16, MS/AS 8#l), i 4MAIZ171. 4FIALHE
BEICX D FiRirbh, BB 2> 72, gl (WUAAHEPE) 122 hZ4ER 5.3 (3.5-6.6).
K 14.9kg (12.6-15.6). BNP 27.2pg/mL (20.7-32.9). F¥d.L##lkE 10mmHg (9-11) Tho
725 CMR TiZ RVEDV 81.4mL ' m* (63.4-92.1). 111%N (89-130). =RFMHEX 6.5% (4.8
10.0). KEMRFMHESR 6.5% (3.0-8.5). GLS —12.6% (—14.0-10.5) TH o720 LSIZF/A/SD
I —16.5 (-18.6-14.3), —19.3 (-23.1-15.4), —7.8 (—-12.2-3.8) THH. SFF. AlCHLA
BT LTw (JHIZ p=0.02. p<0.01), T1flix F./S ®NEIZ1020 (1013-1035). 1085 (1039-
1120) THH . AEICHBUIEMHETH -7 (p <0.01), HFELS & GLSZIEMBEARR SN (p<
0.01, r=0.62) HE T1& FRE LS IIMAIHAMICHEETIEI R VWD OO, TIXEMETH 513 & FEEEEH)
MMETF LT BHEIAH 72 (r=0.43, p=0.09)c HbF T1 EFICHE) A% RV K% RVEF K F 78
Honiz, mia TIR LS & LV 44 XL O BERMBIE b -7, [F5 #i] HLHS I2B1) % RV H#
A o IR T Y 72 BESE B T & FIE R L & OB RIE SN S,

2NV — ¥ BRI RN i 4% 2 ST IRy 1L f ¥ BYRE A 2 17 > 72 B AR A PR A D W B
OSE #Z". Wk —u". Wl MerV. B —", R Y
1) EIRFPEIE b NER 2) HIRREIEE IR JERARF

(5] DEIIRFAAE L, PEED T ORER THERZ 29 5 Z 232 L EHICHE ) EBiTAiEow
HRMRATHILEBMTH b,

GEBI] 525t /NRMIZ & BEBIIR A28 & S S T 7z2s, FEIERIZ R (L LT3 —ToRK
W EYIR B ML 3 m s Wi TH ) BB SN Tz, 50mE & ) NYHA2REFLEE O 57k AT AURE IR
THRT S L) ko7 BEHEOLT I — THIBIRFRZE ORI S 92 LIZEED b o 725, BA
MINTRA—F =12 X HEEHEMOT T —TIE, REEHEMTEW, OIEET77—128bpm. — WA=
65.5—51.0ml, HAHFEIIRFIMGEHS . 2—4.1m s TH V. EBIREO —FHAHEO KD 2 D 72, Ol
By A BB Tl iR KIEB) BT 04 W, i KD % 127bpm. I KHE FZ IR 18.8ml min. kg (79 % of
normal) T»H o720 EE)RFO— B E D AEE AL HIR L T2 R EE 2. Nv— Vil
BRI AT D 8t & Urzo IHEIIRFHAE21mm (25 LT TRIVIAL 22mm 3 & O° TRIVIAL 16mm 2
KOFT TN — X BPEEIT PfEI24%) . wKRTERAE1Z42—19mmHg F Tk L7z H#
lr AkodEHafm.ora—Tik, RKEBHEAMTDBW,. LHE64—126bpm. — BLL A H &
78.2—81.9ml. IR ANENIRFIMGEH2.6—3.7m s TH V. HBIREO —[FHAHE ORI LE L7z Ol
THE) AT T b R MENAATIOW., R DA% 128bpm. e KEEFZ I INE21.9ml min kg (92%of
normal) & 3EZ D72,

(B8] v — VIBIIRFTERAN (P, SE BRI T )RS & BB 2R RE DO UEASA H 7z, RIERNZ B
T EBEEM LT I —1, 20— CBEIIR IR 0 @0 P 8 R AT B RS OMERRICH I Tdh - 72,

36



01-3
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RENNRARZ2RE V)3 B 4hr 250 D 33 B 30 i P 0 e i — O ik MRT %2 F VT —
OEH F &2V, W Y, aiHE BV, =25 Y, &M amY, S S8, 59k w?
D) dedit T bR aERE - E Y ¥ —  EERBENE 2) [ R

[T5] KERAEZSE (CoA) DOMFRIISAE TEIR 7 5 v 7 (SHEE) L IARKBIRIEEAMN (ARE) 12K
MEND. AR EIE 2 & OB G BHEDH S, OHTEROIERAS FREBICHEETH 5, A%
120K MRI T S 8 & AREOT R b o O PEIR & TR - BB % LR L 72,

(] 51320254 7 A F TL20IE MRI % fifT Laa%‘%ﬁ? SR L [ — B 2 BRI L2t CoA
Z1260 (SHE7HI. ABESH), 1.5TMRI 258 CTREIRES, MR, LEAR - %mﬁ\bﬁﬁ%

(m), OFA P LA ¥, native TUE (T1). AZEWIMFES M 2 BB LKL 72, BiE Z Student T,
Welch T. Mann-Whitney U %€ % WA ZKH#E X p <0.05& L7z,

[#5] HRICHEE I %D o7, LVESVI I3 S#21.7. A#E25.0mL m*T S #{%ME, LVEF & S #
65.0. A%E61.0% T SHEmfE. LVm BSA 13 S#E45.7. ARE46.3g m’TSEEfE. LVm LVEDV i%
S#0.716. A#0.723g/ml TS LA, T1iZ S#E1051 =46ms. A#£993+32ms (p=0.0303) TS HEi
il (Y% Ge#R) o MOTRE - FEREIRAE R MLFE 5 W2 2T o 72

[#£%2] LVESV. LVEF IR ZED D - 722 W H & b EFHHENTH - 720 TIoLpa v ba— it
WETIESHIIEZRDOTARIARIEME (p=0.0114) THH., MXHEISHOLATIEIR AR
DIKTHAEREEZ SNz, FZABENSSEELD LV, /BSA & LVm LVEDV 235 T O Lol
DOIEMEIH D > 720 WHE. EROLHO THIHEMRAELIC L ) TIEREW 2R3 25 EREEm &N
b s % AR KB 5 MR BRI O T IR AT L. TUERAEN & 2254805 %,
ABETO ORI + T8 | OMAAbE. ML I D SMBARSZILr A0 ) 7Y &
TR ZRIE L T LR D 5,

[Riam] ralic X 0 EBBM o0 ) 7Y 7B B 2 5 W REMEAVRIE S, ABETIZ ORI &
T1EHE D PAFHFERII T H - 720

Kinematic model 2 Ji\> 7272 S ik RERTAll T35 O = 4 PE et
Oy JE". KIg 58", Sy H01°
D) HOREEFRIERLE IR 2) S XL RRT D RAT R MY s b x

[F&] ESEiEiE 01X 2 L F T exponential tau (etau). logistic tau (Itau) ASHWSHNTE 72,
L2l WEFROFEIZL 74y PLEWBIDRH L Z 00, THFE TOERPIITA TEED & K38h
s L L CTETFIVICHAIAA P kinematic model 2RI SN Tz, TOWHET N Z M4
(7L, GHZDETFTVORBEIIOCTOMRY 217572,

[ - #5H] IEHE R0, OAEK 4O LERENIEZ N4 & L7z, IVR 2@ kinematic model T
TAVTA4 YT Ly TOEFENT A= —TdHbEk (K3H), mu N 2HH, /2@ etaus @
ltau TENENT 4 v T4 YT LT A=Y =% L7z %, DARRKTENZEN Ek, mu lZH
BhEER ST (Ek 3985 +50 vs 3735 =327 s—2p=0.69, mu9.6*0.3 vs 11.2%1.6p=0.46).
etau, ltau b EIETH 72 (etau 31.2%1.2msec vs 35.4%1.5msec p=0.34, Itau 23.5+0.3 vs 32.7
*2.0msec p=0.056), Ek & dPdtTmax & IIHEEEDOIEOMBEAA SNz, (p <0.05r=0.48), F 72
Ek'mu & etau (Z5EWEOHBEIA SNz (p <0.05r=—0.78),

[Z2] 3 7V EARELSIERE,. DAEETETFTNVIZBWTERED LNk h o 2h% Ek & IGHTEIRE &
DHBEDH 51 Ek 1F Elastic recoil #f03E T 216 CTH L fetEdH 5. F 72 Ek'mu & etau & 5k < A
L. HEROBREREIRE % I L PN 5 2 & ST E B HeED D %o

[#%5%] kinematic model I¥ifEAE# Ek. mu &\ 9 D DREEICHT CTEHIIT 5 2 & 25T &, BRI
FHTH2MEND 5.
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B SIS WA A 2 38 U 72 KBRS AR AR O it P 301 /. B R T

OXJ A, WER ¥zt B Adb, B EEY R AHE. s KB,
KET; HEFY, WH B RS B R R

D REFRZ EHMbE M5/ NIR

W] KBRS (VAS) TIXAEBEIERLZD . IEWEI L KL CABRRRESKT L2452
EDHONT WD, vVAS KT 2 HE R OBHFBGEIEH L L TETWwEA, ®ERMOEERERE O
FEIZOWTIE s L Tunin,

[B] FrERINEBENAZIT R o 72 VASTEFIORE, mEH o a3 - RO E <5 2 &,
[3] *F5g 2 0EMERD vAS THAEWRMIC A 7 —F ViER T 23 Pl 220 2R (N#), a2~ b
O — VI3 H A R DRI E 2 72 vVAS JERT (CRE) o @RI o —3HliAs 2 TV R WIER], 56
CIEBNEBRAEL 720
3] NBZ 760, CHI21BID0 G 7% 5 720 MO T o — {74 #1314.1£6.8i% vs 17.5%
8.2/ 2 o72 (NEEvs CHE) (p=0.20)o Ta—pfklid. LVEDVI [mLm"] 1376.2+13.8 vs 65.1*
14.3 (p=0.12). LVEF [%] 1356.8%8.9 vs 59.7+4.9 (p=0.67) &, ARICHELTRVTIhIHE
EN ol EREOBRKER [mL m?] 1346.5+30.2 vs 21.8+13.5 (p <0.01). %5 distensibility
[%] 1210649 vs 179+50 (p <0.01) &. NEETHEBIZAZICKE L distensibility DL T 2388 72,
KETIRFT DO MFEEE [msec] 132.4£0.9 vs 3.0£0.8 (p=0.10) EHEEF LD o7
(EEE] B NS 2 4T 72 o 72 VAS JERBNE. RV ST T @B o LB ok, o
KT AEBIES 5 2 EAURIBE N,

R=V U 7yIab—varyEEEd) 7 4 MU X Y BERIE 2 e L7-3LE
DCM ®»—

OFEM F3E, Fefe MR, SRIT S0, Fe W3, Wk 3RV, TN ARV, SR T,
R ANNITRSE N TP SN LN NI TN R TSN
PR 2T SRR BT GOl BAY, K WL AT A

D) JuNRZ e AR 2) JUIRS ke famfcie > 7 —. W DRI R

Tl MUAEZ 2T 2 00 O FEEE (CRT) PEMTH 5. HEOL AR ¥ —TFillik
BEELZHAVNER AR CTHE. L7z ik e ve BEBI] 42 HLE. 6kge HIHASHAARDLHY > a v
7 IREECTHEI %, OEBERIZAEM Ty 78 — T QRS 116mso, T2 —TLVDd 43mm (193%N).
LVEF 26%. IUfild Severe hypokinesis THIFF~ T 121313 Akinesiso Aplio™i900 (CANON) % Hw
723DARY Z VT v F 7 (STW) 12X ZEES) K OY Active Imaging #FAM CHIEE (2 g o 3E

(PR +167ms) H VDo BHEBICEID P a vy 7 3WELLEI T T I VEERRE IR TH 5
oo EMT Oy 7235 — 2 CRIMIAED S ) CRT #Ie3H Ml O 72 O 0l 7 7 — 7 VR % FEhti.  [FFl]
KEFEIRD D HA T4 v 7y =2 %A L, M) atxr ¥ & HWT2Fr B 7 2 K% G OHE
hEIc, KERBIAR 2> 5 4Fr]JR2Fr AR A 7 % K EIHE, JR 280 LR — 3 ¥ Z 3L % A S MBE R
REBICTEE, O BMEED L BRI BMEBE + G=E T VDD X—¥ ¥ 7 %2417\, E. CIL/SV

(27 ry3="™) QRSIE. MR dp. dt. LVOT VTI. 3DSTW 2 & % EF. #% Strain fii. Active
Imaging % EDEF Y 7 4 TL AR ¥ A5l & o PHEHREIZHCIR< <@<O=0), A= W
FHOR<<O<@=@Th o7z, [#alt] HE2/NE L CRT 754 AREFHETH 2 2 & I
BixO=s@THs 2 ehbOx R LMBIN TR K O Z MBI OIME ) — A2 B, LM —
V72 L% DDD N— & X —H — AR & ifT. MAEIZ20mmHg AL, CI. MR dpdt. LVOT
VTI b3 I, MRI0HICHRE. 21H B2 ICU #B%E, [#%£] 2LIE DCM (24K o i8] 24 1 il 5
K E B CRT WSS LW AdS, #F—FIVOTRESLES ) 7 1 3/ & 0 R 2 G ek
BBIRCTE/, THO LRIV I 2L — 3 Yid, AR DCM IZBIF 5 VAR Y ¥ —Filll & 2470 iGHF
W RICEREEZ 5,
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02-2

AN BAEO R O OEERE BB 354 2 I Z D PEIR P 1% O MGt

OFH "y A FHRY, B 0, KB OCEY, B EWD . BE LB, g R
PSEI = RN i IRT AN 4 il

D) KBRS KPBIEEROR LR

5] ANEAOE 5O ORI B BT 2 FHLEWIEROLEIIH S 2 TR,

(B e HE:] BB TR L 72/NEaM R T, DAERICTHREZI L, BE,S SEULERBL T
W5LODH B, LI T — kAT LVEF 55%BL EICHBE L7 6 FliCo W, BRREGE, O MRL O
IO —, JHIRAT L & BTl L 7z

(8] 6BloBLIIZ3 @ 3. BWEHER T 6.5 (IQR : 3.0-11.9), 7 4 1 — L rhJufi5. 848
(IQR : 5.1-7.6) TH -7z, ICUMAHKI7.5H (IQR :11.8-24.3). 6 PlEfI CHEEHAEL, I
HHIR11.50 B (IQR : 8.0-19.3) T o720 MCS %% L 724 #H1 4 1 (ECMO 2 #, ECMO >
LVAD 1%, ECMO+IMPELLA 1 i), MCS ##8.5H (IQR :6.3-11.5) THh 72, WEHAMIZ
IVIg ¥l 361, IVIg+ A7 T A K25V APEH 36ITH o720 FERLT T —To LVEF 28.8% (IQR :
24.0-35.4). ¢cMRI ® ECV 35% (30-45). nativeTl 1,115ms (IQR : 1033-1153) T#H o720 HHFE3-5
4 1% cMRI T® LVEF 57.5% (IQR : 52.5-62.0). ECV 32% (29-40). nativeT1 1,026ms (IQR :
999-1084) T&H 1. LHEFEMEIIFED S DD ECV IZHME T, MMILORGEZRIET AR TH - 720
FAE 2 - 4 SEBIC 7 4 10— OO AERE AT L7z 3BT, BREE D S P o B AL 2 B0 T
D, cMRIFTHR E =T 2R TH o720 6 BIEBIT B ERTFRAIR Z M L T 7z,

[iEE] 2O RO CHERERIEFICB VT, LT I — 2B 58 Z O TH OIMBMELIZERAE L Tw»
LURENEDSH B0 MIEBI ORI 2 FH L RO VEEE R T 5720, &, B EN LTI LET
»5bo

N FRLOREDBRGR E L Y A Y %

Of M FM", W Y, A 1Y, i R, bR bt REOREY, kR Y,
B EWY, BE Y AN BAY. b %7, HE FEY BWE AT, BAR A,
e Hew"

1) RBCR AR A BE R R ZE RN R 27

[TF5] #RBLOFE (RCM) S ORIEREZ 3R e L, /NEBIFIE RCM O FHRIIARTH S, H
A/NBIEBRER A O/NBIHSSE DR B FERERATIE. FFBI SHREIRE SN TEB Y., FoREIRIE
FICHTH A D5 DAEO/NRBCIEAL O JE B TIRIERELLHE ISR & 2FHICE v, /NERCM &£
OFIEFE DK S D 2. BRI TH, WEOFEREL EIZOWTRERHL THL .

(5] SEHEBEOL Y 2 P )FEOT S EFIC472 0, 20004E7> 5202545 7 H £ TIXY4BE TR s hrz
/NI RCMA6HIIZDWT, Z DERIGEZ 2 BIHGET L7z,

[#53] Bk2aml, Loth2ofl, ZWrEEmhIfEE 6 % IQR. 2-9.5) T. ZWrEtkix. FheEMZ
2361 (50%). ¥RHE - e - BRIED EOUASTERDLTE (37%) . RIEREGLRE OB O JEE X $iA5 Bl
(11%). RIEEDS1H (2%) T, ZWEICIZ63% VB EEERTDH 5720 961 (19%) TVT ViV
V—FxRD, 586 (11%) TREFEZBDOz, LT TOBILEHM P IM#IZ9.754F (IQR. 6-15.3)
Ty IR OB 276 (59%). L5 Bl (11%). BREEREF 6 61 (13%). WEHEHEH 81 (17%)
TH otz BIRFHREZFERL 72316105 6. FRAWHEME ) 7 2 MREBNZ1661 (52%). FE 2%
L2136 (42%) T, 239 7 ¥ EEBNIIER 2 BN IR L CH AR R84 AR = AMK D - 726
[E522 F L] /AN RCM OBMIRBEAFRIIARTH 505 UEPIBHMERGE THALZ LICLDE
BHHEIFNA TADRE I NS, BWiET CITBMBFRSULE LR EIEH AL V—T7 T, BEIICHRER T
FTELERMDMFIEL, RN TR A7 EIULPEETH S5, £ 0L DIERZ NS 5720, 2
Zhi L F/RNE RCM L Y A M UIIGE R LB BiF7z. Stk 2EOEEFTOTHIATHE, BB ¥ T
AR A7 BIMLICET AR T— 7 L TV E 7w,
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FRIBRGERTER T R b1 7 4 —IZHHET 2 Lo AhE D s RE ]

OAM 24—"0 FRl AT, R #3C, bH #WEY, LR 20 1Y, B ®=eP,
=05 g0 WYL W3 R, Ak BT, R Y

D) WRORAEBER A FEAT B mmbe  IEEBRERIRL, 2) RURSERE AR R Abe IR SR & A
3) FENLRBERRRER B b AR 4) R BERREARAREE AR R

5) ESLAR BRI G 2 B e AR 6) ELABERAE TR B R
7) ESLA BRI IA B a et v & —  NERE 8) EISLA BRI Tmke  /NER

9) LA BEhERE S & 7B I fE R

[A5] WILBERE Y A ba7 10— (FCMD) &, 77 F Y BETFOERZEN & § 5 4% Jeta ki
PR T & A ETEREE T, 108 NICH 2 AOEIE TRIET S EMRMER CTH 5. kR,
SFBIWNCHEAE L, MBI ERE, fSRT. IREE, BEREE L2600, WROETIZE b %
W PR, FRIRASA, OIS X ) 20 EICHE T o EATHEDOESEERRNE D00, &b
R THDH7-OFORREBIZ T E N TV AW,

[H#Y] FCMD I2APFS 2 OAEDRREEZ B & 023 %,

[J7#:] 20 LA o FCMD #2444 (BW174 - KT 74%) OO 3 —KEER67TH (MAER15.1+4.4
) EHRHHEBIINT Lz 2T mABEORVWH YA N T4 —THrbTaryz Y A/HF YA+
7 4 — (DMD) DT a2 —HEiR5041 (20 LT : MiAElF16.3+3.7%) LB L 72,

[#H] FCMD B# 0L 50389 = 18bpm. A RILIRAME (LVDd) 1£39.9%7.2mm. A ERIEE

(LVEF) 1352.5+11.6%. A=#iKk (LVDd 55mm A b)) 7 L. H&E 1 DL E o FpESE b 380 %2 905 72,
BIEEMAIL y=-2.1x+84.6 (x=age. y=LVEF) T, %2 184~ F®» LVEF K F %5 L7,

—77. DMD H# TI3.0:311%485 = 15bpm. LVDd 44.0+7.8mm. LVEF 50.1+13.4%. 13i&LIECA
FIKREZRDLBHEPHI L. 17% DB CTHIER PSR SR Z 8072, LVEF #UEEMNt y=-2.2x+
86.7°C. EH2 2K 4 » F® LVEF K F &R L7,

[#%5E] FCMD Ui 1M 2 LVEF R F % 320, Z O AT 1X DMD UHE & TV R TH -
720 —7F+ FCMD Tl DMD & ) AEZEEIV/NE L, FRBIED SN D 2 WITREEEARIE S 7z,

DB ALRCEIC 50 2 WAES W AEHE O P 1% T I RE & BT BUR RIAL O 2 B0k — 2% ik %
& a2k — MF%E

OREEF M—". Bk e, il BRY, BEF FmD, MR 270, M g,
R £ N Y

D) B NER

[F&] OsEibiEE (left ventricular non compaction : LVNC) 30T I —% H W22 it
# (Chin. Jenni. Paterick. Stollberger) 3f4FEd %5, /NEFITOFEEILHERE T ICBEES
T\, JRIZ, ZZWEERO—BROK S L P HRERLEE) DR EHRBIY CRE L 2> TWw i,

[B] /NELVNC 2B 2 B2 Wi o P %R 370 L. SRR A% RET5 2
ExHME L7z,

[J53:] 2013-20254E12 4 FEHEDWF A Z 72 L72/MNE LVNC 41380 % %1 & 12885 L. F 8RR %58
T - OVBAE - ICD A& - ABE - BAVLMEILOBEEZ Y FARAL b (MACE) L EFRL7, £HRHEIZX
% MACE Fi#llo AUC & ROC f#HTTHIE L. B4 & Cox N CY T % 5Hifi L 72,

R 4o 0B WiEST X T2 THEMIZI3.0%DATH ) # LMD B —FOR I - 72,
MACE 4 #%1320.6% T, SLTH126.3% TdH - 720 MACE FillicB1F % AUC iZ. Chin 2£#0.602.
Jenni 2£%#£0.513, Paterick #:#:0.609, Stollberger #:#0.540 WIFN R+ FHIFEETH - 72,
Cox [/ #T Tl&. OFERERE % (LVEF <50% £ 721X LVDd >2SD) &bl PR TFHINT L LT
[ & 1. MACE IZxFd A — FHid4.48 (95%CI : 2.35-8.55, p <0.001) TH -7z,

[£%2] NROLTHBFLREIRAL ZRL2EETO 77 A VEAELTEBY ., OB E LN
LVNC O FHEFANIBVTRENLZERAE LRSI, ZHEERO—BEIRNZ EPWHL 0L L5
726

(el AL farkfain 2 AT id. BRI OBRA & ORI O BEEM 2 /R L. /NE LVNC 14§
L L728rBlg - ) A 7 Jaib e D s % i < XY 5,
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INRCFHRED AT BRI 1) 2 BUIR & FRRE © AR JEREAR A IS 360 < W R T

Oliglr M—", A 2eKY, Yok ey, Wil BRY, Bk AR, mE 2T,
APRR e, K EERY, N R

D) B IREME ARG - N 2) RS - BRAEBEHR

B EEDOERFAMESR I X D AN OHIERE DL < 2SR ALNCREfE & 72 o 7225, o R LR
R )EENTREA LETHEOREZRT 0, ZROBIEDOY 27 @BIULPEETH S, L
L. BITHIERBEOEMIZZF L L BRLTW 5,

[Hg] AROTHEOBITIHIERICE T 2 IR L BARNBEREZ FE L, EEod 2 UERETHERTLH S
LERHME L
[77i:] 89jitiik /NG BRZFFL 2 x5 & L7 2 92 L. 820k 2> & M 21572 (M%&292%) .
MEEB IR 707 5 208K, BRWERE, HIE - BURSGE=— A, AMEK - M5, BREZEDS
PR E L7z Hidx s, BEK BITIR & OBt % L AT L7z
(8] BT 7075 28I IE10% DA T, 70% D HEELT O T L% H & ol BF5EHRD
BATFERII2U% DJitiik T OB, 65%T1-5BTdh o 7o WADEREIIMRIEER EBEZDZIT ANLAL
(68%) T, BATHHEEIEBI DT8% 3% ZAILE - FEMRE. 72% 2SR E % o Tnize RIFEMEFHHE DO
B - MBS % A & & Ly ARHERI~O/NBOIETHE 376 % /NBRHE i~ 8 N O iE
BHAMEA56% TLHEE SNz, BEMBITET NV E LT63% 0 AEEREFFI~DOZLERBIT2 L L,
[£22] BATRERCERHE (74%) RARIBOBNGERMEOEEEE 50%) £ 0 FL R, fikess
FEREEPALBIAN ORISR S X, OFE R E OB WA PHESE & N BRG] o B 55k & R & 1A% #
BERLTWD, HE - THBEREOARRIE, NEERAZHEE M OEEZHETLERE o T,
[#EE] AR X 0 /AROTIERAT IR O MR RES ML S Nz NROTIE O RATIIEE#R 2
. W 2 R AR O, BRI EE 0 77 A0FFE, LMAEEIC X D EBENEITY X
7 B DL K TH B o

AL SRR D & PR

QM%@%?EﬂUE%WﬁHFﬁﬁiﬂﬁﬁBE%W1Wﬂ%$W1ﬂK$:%W
JEE H—

D) & RN e R

[Tr5] ISR (IRVH) @B R RETH ), ARERIEEETH SO0, FiliEk
2RMSIItEb R v, BERTIE, MATEIRE, FERAER, . TRASHTH A L2VRBENL, 20
FEEMWHITRETH 5, [HY] IRVH 0%, BRFNIFER O PHREH S 223 5, [HEE] 20214811
H & &E 03B & L FED R E L TERR L7z, . Oh 7oA=& 721300 MRI T,
FEREPEFEFIMEOT0% LT TH AL Z L & L, BERIEREOEESBNIERS L 72 SR O BRI
W, MATEIRE T — & 2 UUE - AT L 72e [RER] W50 205Em < B116, &tk ofl (Bilk1.2: 1),
EYRIR L5 . 54F  (#iPRO.25-204F) o B WTIREAEHNIE O -54i% (UM O 7%) T, BWIERRIET T/ —
¥ (60%) F-R3RRMZE2ECENRE (40%) Tholro FIKEIZIS%IED 2. Wi SpO2iE
87.3£9.5% T, LT a— L% ILDEBKEERD, WITBHWHEY XY ¥ N Tholzo AEEZIZLD
HEARIT. EHFIMEO52.1£17.5% Th > 720 SEHOTMIE 760 (35%) THifT S h. WiRkiZ ASD
B BASE 3B, BT v >~ b 16, one and a half i 261, 74 % VP 1 BITH o720 AER
50% VL T OEEMIEREE (961) £50%DL EohSEEAUEHAE Q18)) 2T 5 &, \EIRREEX
T B SpO2 A I < (p <0.05). RVEF I3, CVP X W EHIIICH 720 7 4 ¥ ¥ ¥ Tl
one and a half FAHIZIFE o 7EFNT TR TEEMIEKETH D, HEHFE50%L T 222 CVP > 8 mmHg
DOFAMEHE=RIT 1 453%. 3426.6% ThH o7z [EH] 1LOEBHELEM Y v~ M 283 2L, £
EHEEI/PEL CVP IEEMHETH - 720 IRVH OBRFEIE L RICENT, LT I—DARTIE, AEFED
FHICBR A D O . MATERE DRGNS LETH S [Hiaw] IRVH 2SERRIC L R R 277§
T & L ONHLAT Bh AR FEAG R0 W AR S T & 2 R BRI O EEME DR Sz, HHEARS0%LLF A CVP
FEBTIE RN A AP LI E 7 2T ReEANE <o @I 2 AT B RERTH AN EE TH 5,
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MR JEDEEILFZ sk L ¥ A ) B

OFAM FfY, ®H A, B &, W HhY, AE e, 5i 5, 85 57,
PR Y. SEH &Y, S T

1) RBURZRFABEE R ZER NE R, 2) deli i KA Rz Be A0 JE e /N JERt

3) WIRZER AR RS, 4) & H/NEREERE G~ ¥ —  TEEREGH

5) KB - A PRt v & — /N - BrA R 6)JCHO Jumketisiar  /NEFH
7) WHCRZERBIbE DR 8) IS IEAEW T AT e BELER

9) ZERPRPFERESROITER S E AL

[F5] TASENC BT /0RO H D FEREFREMIEIE20114E F T2 2 MFEE X LTV A A, 20124 LIkED
FERIIAWTH 5. TE. BWOHDIEROMESRPEAEMOREIZL - T X ) BEHEROIERF T H FKdy
MR > TWb, 72, SO RBICEBLET 2B LHRDEEIZONT D Lo T,
(5] AR Tid AMED H3¥B X O HA/NCIER =AM EREB & LT, 20124 52022412
[FRIRIIZ ] DR & I S N2 18I RTHIE B O % HIBIZEIZE & . @20234 LIRS [LO i AERIC THE
EZWr s 2] ANROH O N & B2 (MERCURY-Children) #ZjJii L CT\w 5, 2025457 HH
e, BITHNWIZEIX350 BNt 2 5 A5H186%1. il X WFFEi3 23D S Mt A O AT 11680 B &k % THW
THEY., Shl. OO%ERIIZEICE L THREZRT,

[R5 ] BE’7HI. ZPEo9Bl. FEIEMERIP ML 8 % (IQR. 3-12) TH o720 89% DIER] THAT YL %
R, TR AR DM % 4T - 72162610 ) H 436 (27%) THEAEDFE S Niz. CK-MB ¥ — 7 filx
66IU /L (28-190). Tnl ¥ —Zfiii321.2ng mL (3.7-169). 70% THF45 N LIFULASPL & 22 ) . 41% Th
WIHIIEBRASE A SN T W, {BEE LT2% TAT O A RSV AHE:, 62% ThiEs a7 ) v #Eas
b Tz, ABEHIETIXI8% THh -7z LB T L HT-& LT, CK-MB ¥ — 7 fii, AT
B, OBRMRAOREENIEER. AT O A K2V ZPREDH T S 7z OBEREER T R 0 4 & oD A PHEIX21 %
TRD, 9% TIHHREFAMNBEIEZ RO, 4 B TUOBMBHARREF 2 STz, 61% THREERIC
PVOOAEEIEG I NTED. 3% TIEBRRISRENHEENER SN TV, 8% OIEFIHE MG
B O RISBIT L T,

[#5EE] NREMOF RO ABEHIELTIZ18% TH Y . AFEHNICB VT H61% TREERHIPULLAEIEITE
BanTwiz, BT 5D 8% H V. GHOBHT— 7 BHRDEETH S,
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—fRiEE 3 ST - A

03-1

03-2

IR Y A Fa 7 4 —BEHROE | iPS S LO 5 2 O 72 0B e FERE X 71 =
A 5 D]

OfEAy sl B LY, ME 5V, R /ARy, SFH HEY. HH @Y.
W ETY

1) SRR M m b /N JERE

HR] MLEFGHY A ba 74— (FCMD) $#ETHEOMBEHIKRETH Y. FKTN#EEZTOERIZLD
SIET B FCMD DA TFHEHET A2 DIIEEOMWAL L OGIETH 5o FKTN 5T 54 3401
[z 27 CTHDHa- YA NTTY D v OFEEMPEZIIHT 225 OFESE & OBEIIAHTH %,
[H] v biPSHILE 7z in vitro DFEBSRICE Y, S V37 EoFEHMEINH] & OFESE X 7
A LOMMEEMAST 5, [J7E] FCMD B #. &5 5 F N2 iPS Ml %857 L7z (F-iPS.
C-iPS)o RiZa VA DB T H VITH G DHEHOMEII DOV T, b0 ML THESEPUA O SR %
Wi UCHMGE L 720 2 512 FCMD (UOIE DRI 2 FEGR T 5 720, HAINIZ 458 L 72 RE oM A
A, MEEEHEL, Z2BWT LA 2 H0CEBIZ QT KEB T3 % Field potential duration (FPD) %
B L7z MEHLILIIAEG O 2AKICBIT 5 - mEEZ v, FEZEE LT p 0. 05KkmZ M L7z,
[#55] F-iPS Hk.0 5 (F-CM) &, C-iPS HISR-Oi (C-CM) & b U CRESH o0 S0 M 13 4 312K
TLTW (p=0.02), MY A XIZOWVWTIEC-CM & F-CM ICAEEIZRO Lo 720 HBEIZ
C-CM 65.3+14.6bpm. F-CM 56.2%5.6bpm & F-CM THRWEHIZH 2 b OOHEE I LD 5 72
FPD # Fridericia #12 & 0 #§1E L7213 C-CM T241.7+29.3ms. F-CM Tl3274.6+36.4ms & L 0 &
WHHINIE D - 72205, FREZEZRO o7 [FE] et EEIHTw R w2, F-CMIZXD
FCMD DVHEIC B 2 0 sstE s B S N A WREEAVRIZ S 1L, X DRV A b L AIREITBIT 5 IS
DEEMGIET A5 TFETH 5. [Fiw] FCMD EEHEKD iPS Ml h 5 5L S 720l B wTid, 2
v ha— k& LT in vitro TIERE, RBBOKEIN A B AR TE R0 o720 HBBOKT
L HliE FPD DI E % 29 2 W He23H 5,

Myh6:if: N IZ Myh7i2 81 % 2 A RIC X 5.0REBR~0E
~Myh6fs,”Myh7indel mice Df#Hr ~

OFEME A, H P, ER #7172, Bl KW, i By, Bib #—". & wiaY,
ANES RV, E R, FH ATy

1) BEHEERIRS: - RAEV/NERE, 2) IR R R A EER A FEITRIEE TV £ ¥ 8 —,
3) REARZPEAMEINIE IRt v & —. 4) REARFRF B R AT TR0 B AR

Tl EARAELLAE (HCM) O#f10%1d. BRI SIGHIEDICT & ARSI E U, JERALLE
FERRICZAL (JERAIE KBLGAAE : D-HCM) LTWL S EPHSNT WD, ZOREIZ W T 7205 &
Lo TWhaWwH, BRI FERAR L 7-OREMRHITEELZETH 5,

[Bg] MYH6B & O MYH7IZ Z N ZNER 2 5 7= IR ELLHE (HOCM) ©HAAR R %5
U720 ARRIEIMEHRO MYHTH—ZSHER & K3 5 & HCM %* 5 D-HCM ~OBATHEEDE < 7H
BOKMAL RELRHREN D o7z 22T HHICHKR IR MYH6 K O MYHTEBE LR % L) B €7
WERER L, EHARICIAWMELEHMERLDECEZIKRT LI EE LT,

[5] Myh6, Myh7ZhZFNIZERE2H 72~ 7 A2 (C57BL.6] i¥5t) % CRISPR-Cas9¥ A F A2
Lo TR L7ze 5N 727 7 ZAOHMERTORE, LRICE > THHOEREZ O T A TOHRES
WHRAT S % 728, LDIEMLEE O IR BLAEAT. RNA-seq AT, ROVLER, T 2 =512 X 2 AEFFER LR
REFRAT % F2htE L 725
[#EH] Myh6 TR EFR L EIICT L= 7 VER (fs) A7 (MYH6 (fs/+)) 25%5
N, Myh7TIZ7 3 O — B L RIS A - 72558 (MYH7 (indel /' +)) oS hiz, EE53A
FODMELAHELN TV ARV &b, FEIZBAEIEOWTRENLEDLDH 5. Myh6 (fs/+) RiHHIF40:8
W BT R R 33O SN vDS, DT O — FIZASIIREEIGRE S, LU DT
REZRE L 720 Myh7 (indel) R#ti330~32: #1235\ TUOMBEIEIE 2 ORI B 22 & O, A0
O diffuse ZHEILDSFRD S, ERELLHIIE L FIE L WIEEZ R L7z MRMEOKHEIZ X - T Myh6
& Myh7—HERZ L OEFIEOLNTEY), “HERICXZHEICH L CRAMKICT— Bt Th s,
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03-3

03-4

FUSORLOAE € 7V~ 7 A DOFER & B RE AT

OfA MY, LW MY, HE F#Y, Rl %7, 28 BAY. B 450, B Ewy,
KEE REY, ARE finy. B oAV, e RV, R B, A BY. R Y.
A FHY

D) KBRERERE BEROER AR

[ e HY] #HALLE (RCM) 1, LORIREEZI# L L2 FHARZOIETH 505, Ol
BN O BRI R IN TR w, NERCM D9 5, FRE 45 BI5TREFSHO 2 ELR LD
DIFEERDOKIZ0% E SN, ZOHTH baR=Y 1232 — K45 TNNIBEETOLEICLY, FIEHE
WA S RCM 2 RIET AHAME IR TVE, HAIZINFTTIE, TNNIBI 2LV Z2N) 72k (co
508C > T : p.Argl70Trp : R170W) %43 % RCM H#ZHik iPS Ml 287 L. 2 o iPS #5451k
L DR A, AR A IR L7z iPS Mg RO M 22 5 A= 8 1PS R Hi R Ol & TeEk L <.
HERUHIEREEL 25 2 L 2#HE Lz AUSEO HAYIZ, TNNISE#EZEA L7z RCM ETF V<
AR, FRRERIE X OTIEERBICE T 2 Ay T2 L TH S,

[77:] CRISPR.Cas9% H\\7=ZkEI~DF A Ly b ¥ =7 ¥ a »EICL ), TNNI3-RI7IW / v
I A ARMER L7, oo~y A Ly AEEER, O o —I12 X AEREEMAT. B X OB
FEAT 2 ER L, RCM EFNVE LTOR L2 L7,

[# %] TNNI3-RI71IW O R EHSE< 7 ZFTRTHBIZE TICRHT L, AT oK~ 23HEFL
FEHA (4 8HE) 1SR20% DB Lce LT I =T Cld, ~NTuEsik~ ZERBEORAERI< 2 &
H#E LT, LVDd OfE, I FR IR 1 B0 B IREE Sy — | e 2 OIKTF. EEOIKR ED
FrRAHER SN2 REESR Y A TIRABKIOE TS, AF O~ Y A TIZ 8B E T2, LR
KEFEHEAL & 2L DK OIFFLT A0 & 7z,

[4h3] ABFZeCER L 72 TNNI3-RI7IW J v 7 £ v AL, HEEE4# 242 RCM EF LV E LT
FBEEZONDL, RETFTINVIZ, RCM OFREMIAL X OHEBAAOIIEICH T 2y — Ve i85, 4
Bl &5 7% DIREIRNT R 72 e iR RS A G T H B

BROBEF N 7 ¥ % SO IEHEHUTEL RO e O IR 55

OR4F He—REY, M REY, W B AT fr R oK B RTE
LY/ N RN S S RN I AN I S SN L i S

DJCHO Julibe  /NEFE 2) JUMRSmke AR 3) BIik:  ANEs

[EBI] 7 %58 8o Menk - AR - RIERIE 2 BRI Y e ad k2 2%, W XB ok (Ot
60%) Ehili) o, B XL a—KRETESIEREMEZN A G1.7mm). ALEEIEELL, O°FA
PSRRI T (AEERIE2%) % BOWRMOMEE LTABELZz, K723, 78%3 FiZk
DIERIZEGR L 72720, ARy a— )b, 27 ERNY L N3y v, FRIE (73 F, 2A¥a/
Sy by, PUNTEY) OWNIREHEZRGL72AS DHE>100 70 HIREINITH Y, A NTFTY ¥
Iz, F oA e O HMERO 7 I 50 v 2 L7z, (Dld MRL, UEh 77— 7
VA G8E46H H) 12 X 2O BEREREMI Tld. U8 %1.78L,min/m* (MRI) 2.41 (UA 7). FESEHhiE
KIE23mmHg, FMEIIRE2lmmH g, A& RIEHE R 2R 145ml (MRI) 144 (0F 7). EEERHE
18% (MRI) 18 (oA F) Tholzo OHIEKIC X 2HBHEZ TIEY) o 8BkEIE % <. HE Rk
MWAOLNTze BTHMETIEII IV N TAREEH-72D0D, FLWI Y ATOWBEIE R, o72 5
JETTHICHEERBE L7225, HALTHERD 720 3 AR LEE Lo SEHABRRN 7SIV, U7
) UBHERAT o T2 AR T — L R L 22 AR O IR O E A S S, SEAE256 H IS LA Al
TR ~NERE & 7 o 720 F8HE286H I LVAD (Heart mate I11 : AR HEFE0.78m?) % A LAi#£145H 12
HelkE L7z,

(B E 5] KLY —7 ¥ —I12 & % 85 T Tk LNMA (¢.868G > A) 3B & U8 FLNC
(c.5642C > T) DIAL VY ALRZAD, LNMA #IZFIETF IV A/C%Ra— F¥A8EFTEE
FEDEWILRALUHRE # AET B 2 LM SN 5B, —J FLNC #5137 7 F Y MG 5 32 5o
—DTHH71493I V%A= FTLEETTHY, BRI - JERM - FEE O VSR OFER OOFE b 5
JET A EBMONT WS, 25 50LHMKLEHEKS 25 TOIEROIAEI X ) BEIHEEIED
BRI 2 72 o2& 2 bz,
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03-5

FIEETRIIR &2 FBRIC B W & 7z SCNSA SEAR TR 2 1F 5 /N p R o — 1

OfLly KoY, Rk Hefe", b s, <Sffi 3670, PH &Y, R P,
R OFREY. KW BT, KB BTY. K WY, A pE—Re

D) UMK ANERE 2) JUNRSEw e ORISR 3) #0H BERHR 06 B8R & R

Hat] ZEEREIE RS R OES C £ IR OHMESREREZERICL D BRI N S, 4Nl [
IR K 2 SRR % AR A S N7/ N B AE RS E o 1 )% #25 L 72,

GEBI] A RflfE 20 12520 8. WIRHIC—BEoBR,. EkbEE, 550 %, k2SI L RERE TRIR
Z IR S NETEICHE e DA%36bpm DIZATHE TP WIIFETE T, WEIEsgEbNI, LT T—
TR L B 72 A0 72 < BRI 53 2 W B O 55\ 20 X 16mm ONEH % 720, Rl
JiE 35 o MY B\ s e 2B [ S R0 SO BB E 70 < o BEEB MRI THABIZE L 38D e b o 720 FERIZAIRIC
LB EEZSNTD, TEHTEIMEDTE 28 ) A7 PR E W, HEERSIESE AT (MICS 7
TH—F) BT\, HEECHIEIE & WL 7. RN O TR B ARSI v 2 & & R
L. MidiCHBEOAMEY — F 218 L7225, DEESROLRIARTR—= Y 7 TE T, LEFIED
WRETH o7, Mitkd =3 VAR LEMEI O Nz05 282 O BMEAMET L. JWFA: S M3
T5EIIC o7z, FEIL, LDEFIEOREFBER L L CEETRAELZSRL L, Ml iz
SCN5A : ¢.3823G > A (p.Aspl275Asn) ZARNEAIZHZE L 720

[£] AEBOTEILB X ODERILIZ. SCNGA BETERIZEDbDLE#EZ bz, AZRIE SSS
2 DCM OJFE & LTHESNTEB 0 1FRA 2 DR T e AR IEAE (2 2 72 15 20 R 22 s 0b B
TH Do MDA X% < BEIIAIZZDS, iEIEARE L, SIS L7228 L 20 > 72T RE
HIETETE 2ve ANBICBT ZIEIE, OEFRE & REEO PO TR TH ) . AGEBNIHHHED
BRI R /N EIRIREEF ORI Z W 2 E 2 5 L TRIBICECHRELZRE L E X 5,
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i 4 R B

04-1

04-2

TOANTNA YT =X a5 TYH L7237 Pompe WAL RELOHiAE D — Bl

OB HP, ®IF #OR", B 0D, R BHEY, W KB, W B, R EAY,
KB HFE. RE B M SR b T Rl B

D) R EHHEE MEREG/NERE 2) REFIESLZ &b ke A

[(ZLDIZ] TAT NIy F—X all X HREFEMFHEIEILIER pompe 5§ OO HERE & 71 % KIS
Xt b, 20214F & ) BERMENWESI N2 T ANV TN T ¥ —¥ q ASHARTHH T FEIC 72 5 72 AR R R R
Ok S AN

EFI] 22005, MABRRPREEIFL R Lo IR AAZ ) —= v FA#ELOHIBTHAEL . H
W4 THIHO - ORI % 2 2 2SR EE © CK938U /L @ EA2H - 720 1 2 ISR,
AST119U /L. ALT74UL. CK673U L & MIKEE T, Ml Xp &0 T — BIRAS TOIEK & Lo BE
MEADH ) YR & T o 720 ZR R T, REMINAR, BEOHIMET S0, Lxa—
PR ACHBRE N O 2T OIE R %2 3B 72, BB TN & AR BEN D720 7 4 v V' — LNREEF G
FTERHL, a 7NV Ay F—BHEHET 20720, 2B T VIV I Y F—¥ all X BHEHT
WLEARIE L 720 GAABIZTOWMT LVEBIATEARDRIIEBM SNz, Atk 420 X0 GREG. OE
Kix. LVMI 245g m*. LVPWd Z score+4.0T. LVEF (344% |2 F. BNP 12294pgml T& - 72
B# 1 -y ATFNRZFh, LVMI 114g m’. LVMI Zscore+2.1. LVEF 37%. BNP 5.8pgmL &iij &
otz EHE3HH T, LVEF 1355% 12835 L7z GLS bEHHIC - 7.6% TH-72b DD —20.2%12
FIZERICE L,

[#7E] FLIEA! pompe I T2 7NV Z 03y F—F a 5128 0. DI, OFEREEIICSGE L2
FEBIZRRER L 720 TNV AV F—E a il L SR E 2 S5y, SHOPRMBEEO HE£RAE
INhs,

O BRRE ISR UBE R Rl A6 E 2 B AT 0 L st e B b 2 47 - 72 2 2 2 b 1 Y
(Hurler 9%) ®—5YEUR Wik ]

ORA A", 1rF /Y, e KERY, frE i, & BT e ferEY, im ke,
S/ RN NIV o /e 2

1) REHALNBREERE > 5 — B R

[#F5] 2a%pE (MPS) 18iZa -L- 4 Au=¥—+¥ (IDU) KHEIZXh Fu~<¥ Vg (DS), ~
INT UHEEE (HS) 2328 2ERT 2% Get Rl iz CEAER (Hurler %) (ZH# 6 ~ 2B TI2
FIE LR OBA10%  TISET 50 HEIZI0AIC 1 Ao A — T4 VEESL, AEMIEER, MK
R, M, ThE &, BAGEMZE, IEARALLHE (HCM). (UIEFESE, ~v=7, Mok, Ky Es
EEFAERE R B BHERBE 2 AT O S MR R (HSCT)., BEEMi7cmd: (ERT) (i
BA P 2 il L 70\ 72 o) FRAR R 42 DA B I S 5 6

[Hy] okkmEIce U ERT 2264706 L HSCT 247 o 72— P BUR itk 9] % i % o

(] FURAL, MEHERR., P TF 20, 70y h—74 EOPLASIEIIINZ T K% A4 A %2H
P51 72 L THSCT #4772

Ui 3] ks A 1B RS BIAF O 72 088, BIIRE BIAEL. 3mm DA AR - Fpladi K % fF - 72 KB
MRFe - FEIEF A S, AR E (EF) K TF 272 HCM & 0. Hlbl4: 5 B gtistr, FURAL, 7
YELFTF UV UBMEBEREA, VIx . 7Oy h—IZ X BPOASRRE,  E26 S8k
72, REBEALV=T. BHERE %, MEBRE. F— VRIS, F— T4 VESS S MPS 25w, Ry
0 2 E5HTC DS - HS @i, FIMER - S8R0 C IDU YIS T, @5 AT Tl 7 LVIRINN Y 7 2 b
V. MPS I &HfesgZ . ERT 3 156470 H. EF 59—64%. BNP 54.9—20.2pg ml |22 L HSCT %
Tolze —ERED 7200 b FBRICHEEZW . PLOA . ERT 4 5617 PH. EF 52—53%.
BNP 115.3—55.1pg/ml I2243% L HSCT %47 - 7=,

[isan] FRilE, BRI ERIET 2 4E 5 72 HCM Tld MPS Z8 L RIS HBEICO 51T 5 2 L s EHE
T, ERT JBATHEM A HSCT %2 L 42AT) 120ICHRITH - 720
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04-3

04-4

TADPATIEIZ, OBEEEREIC X 2 DA SREIRD AT L7 ITPA #Eis R
D 1H

OddF KAV feAR 270 iy H0E”. PN HERY. Tk M e i
D) BEEERL v ¥ — NERN 2) RSP IR B A

[#Z] ITPase i34 2 ¥ =) yW (ITP) =4 /> »—1) v (IMP) ~4fgs 2 7)) v RHHERT
HBo ITPA BIEFRFEREITEEE TADPAMRIESS & LTSN, MEETAD» AL DNEE, OHiEZE
R LT 2 HBRBAFEEDRETH ). T T TSP HE S hTw b,

UiEfl] 7863938 4 H, AH3,268g, A% < . 15 A@ES CTHRERMAD A S, KELIEEE 4~ L
o LEIRES & U & & FROMA % L7zo BNP 1,766.2pg/ mL & &ifio (LG & AR AL CA S PRk
RIFRIE R E133% SR L, A BIHER28.4% LT, & LOWAHIER & RV 220, JEREELE
SBE IS5, FBAOMEHR A 280, OB tEE &I L7z, oA EBRHITIID
BNP 11.2pg/mL (2T, ARERMS BAF& 20 B8 250 TREEL 720 £ 5 5 HRIZIRERF L2

#ZWiL7zo IRUD-P TITPA BIZTICHANT OHALRZAD, ITPA @5 TRFEEDBWICE > 72,
[£%] ITPA EETREMEIE. ITP RIS X 2 WRMBEEESL 7 R b= 2%/ L. DNA#HEZED
70 AARZEENE L B F2. ITP 25 ATP LREEFUEZFEOZ L6 ATP FIHREEISEZ D, O
55 DU s i R R 3 Dk E 2 R 5 5 2 E A ITPA RIE~X I A TIHEM E R T Wb, 40ERH DT L HT
& DA PHEZ28.6% 12380, IRALLHIEN S TH ). FPHRARKNT L ENS,
[#E5E] TADATREIZIAT L OB LR EIC L B OAREEREZ R LML R —BITH 5, LAEPHE
EFPHRARKRTTHY . TADAMERE - BEHTETA D AEINIL OERER s ZL E N5,

FLIB D & BERE P D BFRE S - 5 CK MAED S L. A NC.OMRE 2k L7
Danon JE® 1

O ZWE", Am K" =l AV, B SEAE" . B AT, K AU Ak
W BFEY. #isE k)

D) ascebdembe  ER

[#F5] Danon iz o 4 vV V' — 2 OHEH, LAMP2ORRERFICL D 7)) a—=F 2394 V' — AN
ERLU TR OIEZ RSB TH b0 FIEIZIONDIEIZE < SR, iU Mk oRE s
5%\, Sl FUBRNA S ENEGH % BERC & 72 Danon 8 (2 0E ) IUKELLE (HCM) o 161
ZRRER L7272 0T B

EGI] At 2 » HERICHEM: LS W8 2 585 L 72 B2, AST 155IU L, ALT 142IU /L.
CK 673IU L & ki B X O CK ILAE 2 58, WRHILIED Sl TR L7z MEIRTRaE L, B
W - AREHER - BB EOMBEEIT o2 BIIIEE TE b oz 8L ) AZEHEEE10. Imm

(Z score6.7) LA LHMEEIHBE L., 10SEICIEAZHREEEL6.8mm (Z score >10) F TRGHITL
MIEE AT L 7ze DA 7 — 7 VIRAEA TLERIIRAEMIE18mmHg & A %28 o. LA T HCM &
Wi L7z BIETHA T LAMP2Z R %2 38, Danon 9% & HIB L7z, BIFEIZBEOMWEEZ D TWD
D TR ERZCRB L Tnb, BIERH L Ca iEPiH 2 Mk L 2255, T9RIY 2.0 2 #lE
W27 0—HTHhb,

(2] %27 A S OHREZ B TE 7 Danon 7w ® 1 BT, AR THRGE L CHR NI 20H 4200
EZ2 2L, WIEDRR TBRIIE 5720 Danon W IZ OAEDFRIEICHELEND V. BHIZI0FEE
TOFRIEDV LV E ENT WD, BERAHONFREE - & CK IIAE % 72O % 3541 Danon #4 & #5I2 5 &
HCM OFRIEITFRE L T7 4+ O —F 5 LEN D 5,
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04-5

04-6

NERELLHRE & WPW JEBREZ A 0F L7z COQAEIAT-Z R X % Leigh INAE D EHR

I

ORIl A", W% B3, W o CAYL B BEY, R MSY, Kk 8", wHEr e,
RS RN R NI 111 B T N S SN o NI N A TR

D) KR AERE L v 7 —  NEIEBREE - ANEIRPIRR
2) [ NER RSV SRR 3) [ AN A P i R P R

[F#HS] Leigh BEIFX I b3y FY 7HEREIC X 2 MREAMRE T, LIESIHI PRARKET L SN
%o Gl ERELGHE (HCM) & WPW JERREZ 0F5E L 72 COQABIR A RB &2 Wi § 5.

] 4P 0. MBkeicT36:8 4 H, fhH1,977g THiZ, BAETHIAERE G L D N TIPSR 2 2L,
HERHCALR EA - AT O = 228080, BI85 CHEREED 2D, Lk 20 H THE
UIF 2 fAT. AR X D ARERD ). AR (LVEF) 50%Hi#% THER. OHEOHEMNICI Fa >y
FUT7HEZEBESN, €©F I Vi FURA Z ol & L72HHEPIEIT S Twniz, 72, FLRIIC
HR 250bpm O#IHFEMEE RS (HRE L), 512 WPW REMEREC X 2 b= RS & S, 48 5 »
Rk A & B O 2oL~k L, #lFLR 1A & MRS TRIEHILIE Y — 27 %520 Leigh Jij
hE & BT L7ce E BRI T COQAEIZFARAHW L7z, (OIEREIZIEPER b IR THB D 4
B LTIE7 LA A = FIEALUBEERZ Lo 2ok, B T AR Z# ) K7 b IEERIE
LELTW2D MBI RZRICI bay P 7REAEICHY . FERAHET v F—v X

(pH <7.0) ® LVEF <20% THHAHZ E T 2 F/E0 ML T 5.

[#555] Leigh IR 13 A AEIER I 3 2 ARG 5 2 25, (OREREUGE ISH R 2 iR B RO ik 13 74
Vo AREIE HCM & WPW JEBEREG OF B CHEmPIHNIITRE S . B ED X b L A B TRAERICHEBR
WAED T 2 T Bo COQAEREBIDHTE S D 7% S CHKINEZ L2 MR AT 5o

Scimitar JEBRF 2 G 0F L 72— MBS RS S AR E e o —6l
~FH EOREL SROEYE~

O i, A& —Y. A BEREEY. A el KA R I CRAIT. K PO
1) AR REEARMIE b NORE Y 5 — NERL 2) [ A

[%5] Scimitar JEREE 2 A0 L 72 HOSEBIIIERICHTH Y. FHRARE S TWD, S, &5
WCHPER X O AERERE L W BENb o722 & T, HHICE LULREEZ RV, BRI TICES
ToREB 2 B L 720 ATt HH L OBER S OB TSI OBE IO WTEET 5,

GEG] JEBNEIE Y £ O Scimitar SEMBERE. AMIEIER. large VSD. DORV &l S, KB cyH
BB 2T > Tz, L LIBRRERED D, EE328 3 0. MAKE] 181g, 77 H— A1
T 2/7 MCEAN TS TH A, MR, —MEEFMHE, EZEEIEE. DORV, restrictive PFO,
Scimitar JEfEHE. PVO. PDA & 2. ABEK b BEZRED Sz, MlpEE LT v ¥y v &5 %
Bidh L. PDA PHSHMZIZIRE . ZOHBARNE, BIBAKERE LTo#EY %2 PABDOY 4 3 v 7% /it
LWARPLEIL TWz25, HEIIZIZDIER &9 - A L % ). NT-proBNP % 25,524pg,” mL
FCTEA L2720, PAB JifT 2 9thi. L2 L. H#151C MRSA B IUE % 385 LIEM % S e < Shiz,
R PHE A X ) —BFEED R o722, HI7TICAZ LIECICE 5 72,

[Z28] AJEBITIX Scimitar vein @ PVO 2340 2/ 3128 £ o T A WX~ X DORV
W2 X 0 i m R mAasB £ X N, restrictive PFO 2 X ) HIZHi 9 - MIZBTE L, Z 2 ARIMFEZREIC X 5
MAEKPUE T R OS2 % Qs IR FAEL D, AWM LEAZFwEEZONL, KRB PHICL S
high flow BEHAIRIIIFETE T, & L ARG T 2 M50, KON ES/TTOZ L SICL DL XD
b high flow ETIZF Do 720 BHVELL RIZ R OMKEEREIE R PAB ifT O LB, & SITOALEE
E L TALITTHSREROREEA & BN L L TRETRETH - 72,

[#5am] S8ix. FBUEBNIC BV TR AD & £ 3 ¥ 7 RSB0 R LA RKo 5 b,
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—REE S5 DA REBT 1

05-1

05-2

HERELO e % B 0F L7 B RPER S TE Y 2 b a7 4 —OREH
OMEEL FsaV, M Sript?, SRE Y, Sk R
1) SHRIRT b ke NBIESRARL 2) SUEAFPEEPER NI 3) SRR A ST S

[T5] BREMH DA a7 4 —IH80ET 2 0M B E I ERALOHRED S i S Tw b, MimEtEy
Aba74—1%8 (DMD) EEACBWTHEOS WEMGEMEER Y X bo 7 4 —T, oG RER Y
At 74— EFHBRISOHEEEZEY 2 LD 5,

GEBI] B:A5 DML & B & Tz —MER ZFERAEG . A% DM & #5172 Méhtoﬁ%k
b 2 RO FERATLEZOLH R, LEPRED S ORI TOIER RO IEE % 32
JERFLOHHE & W L7ze 5RO Y 7 — 7 VIR Tld w9 b i b Bk 22 R0 0 = N R B & 7% b&
Motz BILZBAELE TOMIEKOETPAREIROM I BH L Tw 5,

[F 0] ERBLOHREZ AL 2L REMEBEMSEY X M a7 1 —o—FiEBUEHE 2R L7z OER
DOHEFTIE R VD, AERE EOGIHEZ O, BIICH ) RBESEILETH 5,

BB LR E2EE L restrictive physiology 2 % L7245 P )
O BAMY, ®H AV, &I LTV, e AR KD, HB BWY. &R AV, g Y
1) dviEE KRB A ek /NREER

[Trt] A= PSE (DCLV) 3R EED0.04% & D TR EETH %,

[5:] S uEELHmBEEREE (LVNC) DOPEEA MR X 1. H.D restrictive physiology % % L 7216
i D DCLV B % i3 %0

(RER] 1oL a—CESEPIICREH R 22D, ARFMA - HEME L ORIBMAIICS N
DCLV »38Eb i, HE &2 H . H LVNC b BEfE L 2. BRI % 1T L. MYBPC3 [p.
Nel049Thr] /N 7 ¥ F &2 B 720 VUS OFHMi 7225 UoN) 7 7 b %8, IR AR HL i
DL CIEMIRBOGHAEL LT7+u—3NTHEY)., FHREFKREZE > Twb. ZOHRKRIBIZIEDFEHRT 2
hCH R AL RERE O MATEIRE 2 2 L, 114 B I3 E A £ 40mmHg. 144F H 1213656mmHg &
backward PH ¥HEASRIBE I N0 F72Mi) oMICE AERLEEZRDL LI o770 FITLEY
T —F IV & fifT. A ORI L HHEICIZ19mmHg OFERA, AERIERYE (EDp) KO ER

(7) XM c24mmHg &£ 58ms. LR EBM T17mmHg & 47ms 725 720 MEIIRF39)E 13 36mmHg
7207z JGEHP R CTIIEEELOIIBIE R, SEAEICH 2 B0 2 b MHE(L. B RS NE, GFmR i Rk
FRZRDO Do T,

[#%] MYBPC3& LVNC. LVNC & DCLV (ZIZ#E2 S % Fip 5 MYBPC3/81) 7~ M2 X % DCLV
DOWREMIEZH 2000 LN \ve Fize S b IEFOME I FERITHEL BRI EEDIER SNz, BE
AR BEZES EE T VPR —EET VL) 2T I T Y AYEPPRFEEIN DD, LREED
EDp. 73w <. DENERZED /NS SRR KRMEZ o 720 HIZREHREICAFH O ZETNALHR
VIR EE Z B, DRERIK T OB S HAVE A X 0 BRERRE O )78 L L7z,
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05-4

Coronary artery-left ventricular multiple microfistulars % £ 9 02 ERBR R TE-L i e

OFiH K=V B BV /AN i 3h Kse!, ik K. A i as
ik FAIY, EA Y

1)JCHO JuMiiske  /NJERE

[i#E] Coronary artery-left ventricular multiple microfistulars % £ 9 02 EBBR J& VE Ol e

GEF] 13T (#15149.3cm. KHE37.9kg) o AR, INFRK 1 ERZROBREZ TOLEXT
V2-5RaME Tl Z 5 S . AR L o720 HESERZ < DB S R ES A MOER
TREFREBD Lo 72O THEHFIRIEZ <, THEIZTE 7 > 0—3TWiz, /N 1T FRHICHER L
JeLa—CHEEIRFHEH5 3.5mm (Z+3.0). §i FAA #6 2.9mm (Z+2.7) TH 72205 /AR
6 4ERFIZIE #5 4.1mm (Z+3.0). #6 4.1mm (Z+3.8) & AEENRILAMEN %2 R, JERIHMN & o
720 WEFS 155 4 MM /4% C Levine2 /6 DILIRMAE S 2 58 M XA O M50 40% Fili M55 B sg 3 ol
2o 7o LB PR TR R R A BRI K & £ B RTBOBENUE % 380 720 152 CT TlA
STEBNDR AT FATHIL AL 5 @A F CTRARMICIERE LT LB ). ARDREBBEIE, [ M 55
I U AE SN EAN D % B0 720 F U T ALY Y F 7T 7 4 TIREAMKE, RHEE B ICHER I 2
Sy DREBDBUY AARTTHEZ D 72 BEETER MRI T3 O EE 2 589 T1EE 5HEBUT LR 2 &0
%<+ MRI I Qp/ Qs=1.0TdH > 720 IREEIIRE S TIXLER FATH D O F APEIEATHETR & BB AR 2
SAEBNOBALE ROz F 7 BIIR BG4 i BIRARAY b B EEILIR,. 1T 2 07z, ZRRAOKS
B%& P E 2 C Coronary artery-left ventricular multiple microfistulars & ZWi L7z, EHEMLEXTD
Wadiw o Rt o HIE 7 < BOEUARIROFETRE S & . BHHIRZ L THRZER 7 + 0 —-1L T\ b,

[#Z%] AT Coronary artery-left ventricular multiple microfistulars % ¥84# & W72 fE B TLZE H R
RN 2 A S IEBIHFIZ A SN LM TH D AR TOMRHEEIASL N2V, ARSI ZSE IR
BIOFWEBIZOWTEET b,

FOMEMF I AL BN IAR % B OF U 72305 8L O e O — 51

OWIT H5AY, WM BV, AR KTV, AN MY, &6 ks, ik kY.
Mo Y, EER F Y. EN EY

1)JCHO Jutiske  /NEF

[ERI] 558 ((AE18ke) BEEL - B - EETED -0 E L2 %2 L. UK & EEERHROKT
Z RO H M4 BE ICU NBEABEE o720 XA T OIER (OHILE67%) ERMli) -MiddH by, Lxza—
Ml S IER D ZE54mm (Z87.30). BEHEE (Simpson #:) 17.5%. GLS —7.4%T&H Y. W.LZE
FAMBEEEMC T 2 580720 F AR OREBICEEE S A B 2o Wi~ SRS (13.4%16.0) mm
#RO. DFA~—12.2ug/mL TH Y EEEEAEMAR & B L7ze AT, bR ERO D &
F7%3I0, FNTY v EFRBIZE I Z BB L. AEREIEIMAR ISR U TR WA/ 2 10867,
kg W% BIIA L 720 Ml O EHIRES30mmHg, HHIR IR ZAFIE16.9% TH - 7248, HHOEHEHRHZ
L. ABE2 B oikRE 8 mmHg, #FIR IS a1 #E86.8% & %2 - 720 AREl4H .z a2 — [Tl
R EWIERMAS] . 9mm (Z1H6.56), BXHE15.4%, GLS —7.2% & 72 V), AESEEEMRIZIEE L7 O
AR LT 2 & LLENME TR 0726 N—1 43 20.55mg ke, B & BE L7 BHEOR
LR D S WK OAR GBI (A VRI T =, ANTIIT U, AV TFHLY ) ~EEHL, Ak
35 H I HHA AN RIS E L 72, O MRI K& Tl OMRE3.2L 40/ m® (A v b5 A Mk,
2.3L/ % /m’ (Volume i) T V. AEIHFERMAERAEI67m]'m’, AREHHE17% Th > 720 IEHERE
WIE (LGE) A bhahrolz, ANMARYT—00.5mg kg H. 43753 20.2mg kg H. &~
THNVy 0.2mg kg H. 709+t I Flmg kg H. 7V¥%27 b¥ 1mg kg H& LT, AB43HIZ
HEBEE L7ze E 4 DA BSOS 7 —F VIRE %217 5 720 (OMRE3.61L. %/ m® (Fick ). 4.12L
Sy mt (B RRE:). 3.80L, 4,/ m’ (GEREE) TH Y. AZEERIE29.5% (Simpson ) TH o 70 O
R LR EOFT RIE 2% < D E & SRR Z BTy N —aF gk L, GZEFE
DRI ORI O SERLREIE AR TH ) . BIEOBMEIL 2 i 72, O o 2er 28t
B EOFTRIE o 720 HAE RV IR 1B/ USRS PEILR AL OAIE & 3511 L 720 SSIEL3H H Tl iGE)
DFIBRZ T 2255 d NYHAIL . D Mt56%. A SLiERME44.3mm (Z43.51), A SERIE
33.7%. GLSI1.1% THEML TWD, [E2] NRIEEALLIIE TIZ15~20% I ENIIE %2 A0 5 & &
N2, EEEHERKT (<25%) REZKD 5 VIFEELEEOFEENEZNIIBOY 27 %2 5h
bo LHLREHD S 2 H/NBIERRLLHEIC BV CIZ X D MR oMK Y A 7 24 2 %805 5,

50



05-5

05-6

VSD & 8D 728 PAB Jitify L7225, RA5 M - R EHE%Z K L7272 PA plication
+VSD closure % % U 7z 95555000 i 3L Ve 5

O KTV, Bl HEY, w5 @i
D) fERREmEE ANER 2) USRSk ORI S

GEF] 220HB B, BHICIRIL.OHIEORIERED D 5. IR o — A CIRELDE & 0%
R RIEDSBE DL, MAEZROKRE THEZI SNz, FIRAL. ACE HEH]. B BERH 2 BRI B iG
L7225 222008 ZIOAZDENBO LN, BRAAR Lz, 30 HRO.LEY 7 — 7 VA TIL,
mPAp=79,39 (57) mmHg. Qp Qs=2.36. Rp=4.89woodU + m*& Jifi Ifil 57 & B4 M AE 5 M 55 I A3
RO SNz NTDIIERIC X A OBREMEL 852 L. EEWHISUET S 2 & 2 AL Chlis)
DRAZHEAT 2 J4T L 720 ATR23 HACHAE L7225, MENCIERRD 2o 7R ESE3Fife L 720 i CT B X
CRELT 74 N—TIIMBIRIEIRIC X 2 [ELLEFRD SN, WAAEORKNTH L LEZ bNTz,
IR EE O BEE M EIIRIC X 2 [E A OMERD VTS 2 LW L. Mi263 H I B IRFEMAT & O
S IR BB 2 AT L 720 #2113 VA-ECMO 2 X A PEERMBh 2 B L7225, firte 8 HICHENL L7z, #i
%3BHIZHE T2 Z LR TH - 70 BRI L TOAEEHRZIT-> TV 5,

[(Z%52 - K5EE] JLRALOARE BB ARACHEM % 1T 2 2 &L TAEBEDO Y N—=R ) EFY ¥ 7 & LS REREN
TEARONDL T LML SN TV Do ARAERTIEMENIRAIOM AL - THRHR L 72 MBIR IS X 2 508 )58
kL. BAEMIIE AL 2 fH U COfTH % w7 < SNz TBIIRBIAMN 1 Tl 42 3R IR
C L EAEEBRRUGEENIEOND Z EAFIRIZHS, A - MRE R S0 LIRS A R R 1
SNBERFRS W EIEENLETH D,

FROOIEBGS 31T 5 A BIRIEEA S 0 (ARVC) O FJUSE Lo B
Okys Mak", JbBr ErY, §E8 MRV R AR, W BfhY. vk BT
1) PSR R S v 8 — - B BB Y 8 — N RR R PIR

(¥ 5] ARG S OFE (ARVC) (34 S0 OMMENRII B2 F i & 3 2 ETIROHIETH 1 |
BOCHEAIENRIZ L B 2R D ) A7 3% %o IMIRIHERTH 2 Z L D3Z WA L Wl B AYRE O HET
RO (VD) LDEME (VF) OREZREST S L SN TWDH, Gl FROBMRZIC X 2 R
RoOBEZENEZ HEERS 5N 5/ME ARVC il 2 8k L 72720, #iEd %,

UREBI] Azt fdee 2 14355 o SBIGE F2 \CMRNE 28 0 Gk L C W s 2 22437, 20 Hai & D )
PERHRATEREE HE L. € OBEEIZHEMENICH 5720 ABE2 HAl, BEHRICHIFE - &F - W6 % JF
Ay BEEHSENZD, LTI -REATIIHEORERSB LR TS ) 125 50EX TIE V1~
6FE DO REVE T I & LR BAMGH % B 72720, ARVC ZHEVABEE 7 o720 ARBeHIIERHME VT % 4
BHZRRD 72A PIANEIRIES G-I X D % PO 2 A L, Bl R 2 &AW RE, KIR~D
BLS #83, R EOEHRILH 2T o729 2 THRIE L7z, #%H. PKP2RIZFARDMHER S L. ARVC O
EBWICE o720 BB AEFNIHEE 1 ERFOFEOERE T ST-T 24 2R S Tnizs, Bk
BN D527513 7%  TRIHED & fkige L T\ 7z,

[#55F] /NE ARVC 3Tz dH 225, FROBIRZ R HZMOZE L %0 5 20 AIEFNTFHIZ W
LY LERIZLD, S5 EIEAZPIT2WRRMELD 1 FROIERZ O EEE IRV,

i
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SERET T Y 7 &5 LIFRRLLRED 1 Bl
Ol 7%V, I Wk W M, fh G B RN e Y, R 2N
WYL SR Y, DN MY, WE Y. bl Y. Bl &K

D »WH/ANRREERE A v 7 —  MERGAL 2) IRHERRY: NEFRE
3) ENIERE € > ¥ —  PEBREREL 4) W B

[FE] WHEELLHE (RCM) 1 Z/NBIZBWTHBRD THiZ OBIETH ). EITHEOLAERBILA L
PRZEEV, FRARLE SNL, FICHBIREROBEL ST 2HIEENTH Y. Z20L JIRBEER
EORBRB LT RICROON S,

EBI] 7B 8. NEROBEA 2 S ) EEIREIEFED SN holze MBFETT7 + 0 —didFIsOImE
BRI IN TR o7225 1% 6 »ARFIEE 2 2RICEE %2 L. LVEF30% DL T % 729
THBRICHEE SNz T I — IS TEWH LML EILR &AM S ZWLE 2D, RCM 23%5Ebh
72 B7 U Y H—BEIOACE HERZBEAL TV, 1K8PARIEEREETu Yy 72 REL., H
B SN Tze B7 0y A —FHIE L2 d OOBEEEEREEREHEE T, BAWR—2A A= —% 24
AT PUDAERBEZ M L CH ORREOUEE XSS, 3RS ORI BRI ICHEk L, LB HED
FEAT S N7z MBI R CTH o 7o e BEEE IR, RBREL G ENTH - 72 FHLLT
AR B ZRIET 2RI R. BEEEHORERMELZRBD., TEEETuy 7ORREEZ LR
726

[(£%2] FHVERCM ICEEREE 70y 7 2 &5 LOBHICE - 2o THiz/MNEFITH 5. RCM IZB
T2 FBAE RS EF N, EEEETLIWETH L. BERTITOWT, WHEWML L HbET
SCHRI MRS 3 %6
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EXCOR 2451937H TBHICEETEZ Lo 72 1 41

OFFf I #h—""" Bl =", sl 57, SE 257, il &Y, mR gy, Wk #EY,
B b, Bk GTEY . M B, R RO, R RV, FE BEC
E1TSRE S AN SR 147 R IV IR N 21

D) S EEAPR A EBE RS > 7 —  NOER 2) ADNEOESME 3) BRE LA - DR 8y —

[#E] We4E. EXCOR ZE75 % 51851 H TUOMBBHIIC T o 7258 % Hih L7z ARFBIS BT /RO AE
EHIMEINNCDH 2 D oo, FIRFERIRIZ686 H L MKARIMTH ), FFICABRIL Y YLV MISHICE
Wb 2 WHREMED S B0 Fo 4 13, EXCOR 225141937 H I BHE 2 5 L. B mIC BIVAD ~BIT L7 b
DOBREIZE S 7o 0o 723EH 2 R L 7272053 5.

[FERI] 1552 H. KE10kg, ABEOBEIE, i T/ OVR Y £V 212 X 5 BHERLO % & 3B S 1,
SR T D ORI FES SO R OE O IRED Fiki. ATIPREB LI T35 3 U HEkl
TE T8 320 HREEEZME L7z CVP 22mmHg, MWlEKZ ¥ Fa— VA RIZE Y central ECMO %3
AL, 1EMEIC EXCOR 275 HITYFEITHE, EAEBRIITHIMNEMHZZEL, ICULERIZN 3 »
AN R ATE, 2END 1~ 24F13%% LIKERMOEF CTH - 7225, 34EH BEISKRER AR 2 580
AP AR D KT X ) 12k o7z SIEERIIIAOAEHE LBERS ZE L. 44FHICHFHRI VY
I UERHER G, 4 FRBRICITERE L A OAEDOEHETICU ABEL 3EHVE L, EESFERHICIE
outflow cannula-graft W& DO EEHRZZIZ L 5 empty AR Z B2, HFEEEREOHITLIME - T
BiVAD %675 L 2~ DI MEARBSRE B AR 0] Bk & JIWT L 720 BiVAD 2552138 2 2 H 0B iEHE17-
722512 L <. EXCOR 255 H%01937H TR L 72,

[(Z5] REFIO LY BEOLHLALEZREL, REMIARD S £ I ¥ 7T BIVAD NEIBITT X
X oSS D, 5. Allocation system DZEHIZ X U WO GER %2 $y T & 5 W BEME25E < 7%
A0 LN\,

[i&7E] ABRUIZHER CTH 5. OO Z D K LITOWEMANADPEELTH 5,

YR IS BB IR DR ED 728 EXCOR O—y s 2 i L7- 1 5

O %", S Mk, (el BAY, 20k T e w0 K FE A B
AR WY, & sl T REY. BE RV, mrh sz

1) EIRAL Z & h ke EBRARE 2) BRRIRALC ke AEEIRNEL

[# 5] EXCOR Zea5E B Cla s Bl ol OB HER 35 2 L 2% 5o EBLINE BB ERIE AR O
72 DI —IEN 72 EXCOR OBEL 2 FZjit L 720 B % FE5R L 72,

GEF] HERNE 1% 7 2R 0B . 7 2 AR ICIEIRBLOAE L 2 L. 8 2> HIEIZ EXCOR 275 % 52
i U720 AW BB IR O RGBS Uy g% RS LEHEDUER 2 Pk s TE R WIREE L 25 72,
F7:. EXCOR MIFENIMTER Z DR L, R 725z 4 mE L7z, 15 »HIOEA 77— 7 ViR
T2 EXCOR OBEBGRERZ 20 L. — R 2 BEBi ST RE & SR L. 1 7 2 H ICEEBL 2 J20 L 720 BN
15 H DA EREIR 0 Bl T & @GR D TR D 7230, 310U R ¥ 7 % TR SR BRI I — F 47 K B
HRIZIL T DL %2 4T o 720 B ERA BT L BEBLART $251 H 1C EXCOR 1335 & L7z TREERHM 2
LRI 2ABLTWAD, BYPEIZT Y P — 0V TETEBY., EXCOR BB S FHEEICE L T THikky
WEBEIRH O 222 D DIEFED TV R,

[£%2] EXCOR 264, EYUEC L, MMAE 2 & O R 2 AHHEN D - 72B121&. EXCOR B %
FEBIEIARES 3 2 A D %o AIEGNIENOBRCIRIA 5. BEBUBETIE 5 CRAFEA ) A 2 & $4E
Fed T EARIAF Nz REBLIMAS BB O R G AT & MARTERE b I FBD 72 2 & 206 &4 7% EXCOR
B ONRGE VLR & RIWE L 720 BB ARBRIZ 4 By RRIE TSR 7 — 7 VRS & BRI L CHEG L 7225, BrlE
PR TH DAL, FRE AZBS L CHE Y 7o partial fill & 75727280 VAD SREDLHE L, i 2 5
L7zo S OEMBEEBRER A 1T ) BHIIERE T, SR COESZLE LW EZ bhiz,

[F L] EXCOR OB H B &g 0B HE L. BERGRBR O R 2 B F 2 T EXCOR O —F5
7o BT 2 FEH U 72 &2 REER L 720 A BHAEIC & B EXCOR O —BEiy 2 BB B¢ 2 W13 SN TH D .
SHE LR DI OERBLETH 5,
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I 7 a7 A )V ATIREGSEIC & 5 2P ERA 2 ~ECPELLA TOXG#RISELS 5
IR A SO HIZ ?

Ol B3, BMH AV, WA #E", B 8. A -
INNCYERAIN T A E S 2Nk

[iZCdiz] BIFERLLA RIS L B.08 %Y a v 7 TldEdE, ECMOEAIZ X D a2 EH L, B
IMPELLA 2512 X 2 ERMEZITH Z L TTHEIUET 5 i S h, ARIZB W T ECPELLA fii
DRSNS,

GEFI] 145588, 18lem, 72kg A SRR, 4 HHEiH O %E, MR LM AR HIZ ER 255, #
WP I SRR & AR A SRIMET TR 2 HE. UCG © LVEF20% 2. CT CHliZKE 2 528 35 2l
Po ¢-TnT2.98. JL#i7Z ST Z b, V5, / VOIKE ., TRIS/NKIIEE B 720 BUERLLA 5 & Ik LA
FV20Fr ¥ — A, 4 FA16Fr T V-A ECMO %37, /£ FAl4Fr ¥ — A %4fi A L IMPELLA CP % Bi#.
£ IV H SO AR % fifTo mPSL 78V ZHEE 4T o 720 OBERE. OB O RBURE S 38R A2
L 2 HTECMO B, IVIG 1g kg ##%5 L 3 HTIMPELLA # Bl L 720 OHEMTIZY v Bk
O TH T BB 2 HfE-> TH HREFEAAR T 5 THIETE T, 250K TFHE L L MEDE
BT L7ze FRIFISHE ) O fiiebEdE 2 Bt MRI 2 JifT L7z & & AIER—G 10555 & i, Atk
VRIS, RN S & BT Lz RIS T vy 7y £V ATISHE E /e I mPSL 7$L A
Wik IVIG 1g/ kg 2¥5. ABE12H HIZREWR % 17T L7ze PUBL, fRee, ZAEHOMHIMRT. JER
BEds, WETPERERE S, IRBEBIREEATIESS, JRAF L7720 Wi, U e &iwdT LA,

[Few] TrFuy 4 VATIREYSE TIIBAN 2 FRIFICE & F 53, SMEPBA S, Pk ke
Ry DIHRICHIET 5 LD Do AREFNIBIRERL 4 I 22 LR ER ) RS Z L <
WERIN S X A IR BRI e S AR & & 2 Sz, ERARIE O M1 ECPELLA 2 H Td - 72

FHOAEDHELT U= IniR LD e D 2 & BI2x9 % BiVAD EAD#KEE & RVAD
JENEREI o Bt

O3t We", i F'. A AU, A BT Sk RED. 4 B, e R,
K Y. HEREY, N

D) ERLKEBERIEL > 7 —  EBEE 2) ENLREERBTE L > & — DRI s

[TF5] A A0 (LVAD) EAZOPERILOHRE (DCM) T, smREIch 022587 L,
AEMMA T (RVAD) U ETHENND D, L L. BEAORIIIAZIMERIE D7V,
Al GEBEINCA LA EDNETT L RVAD #38 A L7z DCM JER % 8k L 7272053 %,

GEBI] 25% 3 » AR IS OASEIR 2 595 L. JLRBLOGHIE & W S 7z . ARl o /e S BR 381
22%. FAZEERHAILI28% TH - 720 PULAEHEHFIIISE T, 24 » HRFICLVAD 288 A L7z, 20
oy —REIIBATREL 2o 57225, LVAD AR S 7 UL ) ARILT, WA RE %D LVAD 0.0 fk
¥#%2.4L/min/m*2*52.6L, /min/ ML B L2 2 A, EEPEN LA OAEDEELL 720 A5
By o 72 DRl A PEIRSE R O3 &2 38 A L7245, HEAEFREEOUER ST, LEHI O MBI
W7 EHOAEOIERAHEST L7272, 27117 HEEC RVAD %8I L7z EAKRIIMEH: WS &3
BEOUEDTT S, BEMCERMIA .0 (BiVAD) S8 F CRATHET TH %,

[#%%¢] DCM &g oA DAREIZx 9 5 RVAD O A SR 2 3E0EA 2 v DA ISR LTl 2
DR TEI L TV BT, ERRLIEEIMERT 2 &5 LET T 256103 G 042072 SHICE
ARETH D, MEBEFERO LA R EA I L2 H 205, MOHCH M LRSI Ty IRED
YEEDSZ LIFIUE, RVAD OBAZFBIYICKRE T2 LE0BH 5 L HEZ BNz,

[#&5E] LVAD BB ICSEYIGHE T CHOA ST $ 2R Tld, RVAD BINEZFMIIZE X %,
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AR ODHBELREFIC X 2 TR OA L2 B L2 A OB RRERRE Z £ 9 Rubinstein-
Taybi Syndrome ®—

OFEN FEMAE" . M " =l RV, B R0, RS R0, I #ra, e 2,
BeAR g, S g

D A%rhyduiibe NER 2) BEBAFREBEER AN IER  JEiE N

[# =] Rubinstein-Taybi Syndrome (RSTS) ® 1. 31K LR 2408 205, ORI E
it (HLHS) &0FBIIH T, (OB LB E A ot 12 2 v

[EF] BB EZE o F. fE§339:82984g THiZL L. HLHS (MAAA) ki (NC/C 0.28.
UVEF 63%). H & 8 (i By R AT, H #3912 Norwood T4 % MidTo Mk &4 E 0L HAAEAS
SRR LT OB biEdE (NC/C 2.3, UVEF 42%). BXUORLREE70y 7 22 1L72, &
WRB & OB IRICIEE SR LT, BB 8 DHIFICR—ZA X —H —FEBE KRBT ¥+ ¥ Mz iifr. B
-blocker ¥ T¥ ¥ . ACE M#E3E, PDE3PLEIE 2 WiREE A L7225, O OBCE LB 2 1 5 E1x
#EfTL (NC/C 3.2, UVEF 23%). #7353 VAR TEFIC2MENHTHRE L, &7 Y —
LT Tl EP300i# (5112 de novo DANT HEAMEI A€ Y AN 7 ¥ M 272,

(%] emEETay 7 ROAEOLHBEALEEE I ) LI T - T EoLHREEEZ 2L, OR
LR PRICHEN: U720 RSTS 1216p13.3% CREBBP %°22q13.20 EP300D /3 7 & b 72 & O M5 T BH T
LobEENE, SFRONYT7 Y FTIELA N7 F VEEBFEEICEEG T2 70 M v MV EREKT
27 I/BORENRLLENTEEZ LML, LHBELEE L HLHS & ORH#EMEIC D W TR
ZHLNIZEN TV RN,

[#5E] EP30012BF 530 7~ k& HLHS & % W I Db % o B2 oW Tl 72 2 EF o B
PLETH b,

ANT T T EAC XY AR DI R EEE D O N7z FLRIRHRILOAED 1 6]
Oy Mkps”. fime 20, v #&=", Yok AT, A M, ) s
1) T3 &b wbE

[TF5] A N7 5 Y VIZET O HCNAF ¥ 2V % BLE L GO Il S8 2 LA e TH 5, AN
75V VA X0 AR ORI (CRT) 25572308 DCM @ 1 fl % #HiE§ %,

GEGI] BRI X b 2SR ORI O & R EE) 2 5720 DCM 2s8tb 7z, Atk 1 2 HICH
DIEPEHIT C BRI, ACE BB 28 A L7225 PU#EREIKT (LVEF 16%. GLS -5.0%) & FHBIAR
4 (CLBBB : QRS IF132ms & septal flash) (35 & 37 o O Bl I PR 3 & BT L 720 SR o &l % 24
oL, %32 H BB THBIRAIER « CRT-P HOAARMN 2 64T, ek 7 B S BEHER E % -
7oo BWIE CRT R—3 ¥ 712X 1 QRS ME120ms (223, OEP RO BT b HEMMIcH o7, L
L. IR T B SRR LB O EFIZEY CRT R— ¥ ¥ VAL % BIRIIZHA STz, AV delay
DRI L. MOED R T & 7205 AR T7THHENSLH U CRT R—¥ ¥ FAEDPHEIC
) REHREOIEAS150bpm BLRIZ BA L OASERITEAL L 72 BIEHSA (NPPV) I V1) /) ¥
FERLEIHICMAZ . ¥ TF ¥ VBAR BERSEOLE L LT 720 R TH > 720 AR CRT =3 » 7
FIZHC OB OMESLE LML, A NTSY V2B L. MER0.04mg kg H7 5 4 R
23 T0.3mg kg HE THE L2 ZAT, LHRLLIAEIZ0bpm, FEMEEE S 120bpm & 4K & HEFE T &
L5590tz TNIZEY CRTR=Y Y 7RNP100% &R0, OERED % (LVEF 37%. GLS-
7.5% ), NPPV & I V) J VS FEEZPHER LUAREH BT T A2 2 0 TE 2,

[#575] 2L DCMEBIC BT, Hxh% CRT 2T 5720 A N T I YV V3R R O—D L
D9 %
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—fREE 7 OB

07-1

07-2

My = —7 Ly PERZ W OEREINIC X 2 LAREE RO T BRIICBI
% fat
OB M MW", Wig =7, HE WA, ml B, B 257, Bk 219,

AT UIEY . EE R, WA MW, bk 2eE”

D) WRAEARZERERE NEEETEE - MBI, 2) MR KRR E i 2mbe  /NER
3) MR RS /NERAA

>

W - H] S NERARBEICB T A2 EM 7 s 0—12BWTH ., LEEER ORI T O S
i e LT, AR A ML A4~ (Global longitudinal strain : GLS) 2%#iHH X ik TV 5 A%,
Hu¥EE LTaplAT) ORRETH 5, LE, OHEEOHBE AT FEE LT, 12FE0E KB
ey = — 7Ly MEMEITO, R4 R OHREEREL RN T2 FESEE SN TB )., LRE O
ERAZ) == ke LI TS, SHOHNIE. INSOHZRIBED, /WNEBNARBHICE
FHOEREEDOR ) —= v e LCORAMERF T 22 TH D, [FHE] AR Y Tlbs:
WL T BEROBEH R L Lz, 128 0ERRAED THICHFEY = —T Ly MEHEITV, 1
FIZ B HQD T-wave-Signed 1. @T -Wave-Signed 2 (ZNZN T a2t K O 20 J& il i 3R IE iR B2
T, DEHESHREE 2 MY %), ViEEIZBIF 5@ T-up-slope B & '@ max_down_velocity_all (#
NENTRFEOME & TR TRD AR BOME T, OAMEM o 510155 257 K 0% PRI o 7 1] 1 4545
OMEEFRT) . MEICHI L2 MATLAB (MathWorks £, kE~¥F 22—ty v MF541 v 2) L
DRI — F &2 O TN L7ze /ANEASARERF 1Z GLS =17.50 C1#E, GLS <17.50 C2EEIZ4H L 72

[#53] 531080, C1#E (n=151. 11.94+6.167%). C2# (n=159. 13.90+7.30i%) Tdh->72. C2
X CLEEIC I L € T-Wave-Signed 2. T-up-slope. T-down-slope. max_down_velocity_all ® 3T
DIETHBIILT LTWw/: (p <0.05). [H%] BUEERIRIIZR S A H . OHEREIRIEIE GLS TH % 75,
DERBEAED T HodiEy 2—7 1y NEHIZ XL 21T L0 it ERERoOLHEEL L 525
ZENTE, ITNHOREL F-omEEORNREE LT BIRNICER TS 2RSSl H 5.

DHEE O T F OV F — ThiBIR R % 32
~DERENTIC & 2 He R (DR = 3 OV F— 3580

OmEtG %
D) FESTEERE N

(5] OMEE ORI ERAEZ I RIS LERMEICZ Ly, DT o2 R3EEE LT, 50
MEZRT dAB & BEARTHEEDSH ). dBIFELE T AV F—m, UL R AL O W % K
Mg 5, TNOEHRE L. EEOEMEERLHEHREICHRDSTTREIC 25 L E 2 5. L RMRAZEE AMI-
SSS01% HIvy, MEF 0 O SEE 27 dB X Bl | TRk 2 FE2 I L7z, 1 dB 34
FHIZ D RMS (Root Mean Square) #EMEASFH L, FEMEGE I3 5 RSB I W72, ARG
Z e A VX —38% (Cardiac Murmur Energy Index : CMED | & E#H L. FORIA HIEZ
Et L7z

[HE:] RO : MBRAYAE F 723 MEIIR S B3Pz 961 (222 A ~16i%) . MR : BBk
436 (15~435%. VSD+PS. TGA. TOF), AMI-SSSO1 C.-L&# X #Fesk L. ME B 2B L T
RMS % K, Fifibii 23 UC CMEI 25 L7z, fROTR LTI -2k 2EKE (PG) L0l
o MR TIEOM MRI IS X 2 A SBHRAEMARIER (RVEDVI) & OMBRE MBI L7z FROTIEL
M SIS 2 BT 05504 & PG & OBIR S RNT L 720

[548] W5@ : CMETIZ PG @ LS & & IS 2@ %R L7ze JPBI#IT Cld&pT93~375Hz
OB L TER® 72, PG >30mmHg DHERI TIX750Hz D& Rk 525 HE L. PG <20mmHg Tl
46Hz DS PR3 2SI Bl 2 W A5H > 720 FE@ : CMEI 1Z RVEDVI & W ILFIBERZ R L7z (r=
1.0)s

[K55w] CMEL \3MET DR EE & FekibE 2 Hi A L7210 Cd 0 . ABIIRAPEZE TR, MiBhiR A B84
RETIIAEA=RRMEHEZR L. FEEGT L Gbe THEEEICOHRICARTH 5, 5. EMKE
W L T B~ DR LT,
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07-4

SGA RICHEIT 5 ER104E TOLMEBERE - BREENDR

O j‘l’:ﬁlz\ e AR, N HEEY, EL BEZY. i BERU. KT OEEY, SFET B=Y
JHH IR

D) ABRRBE DR

[%5] SGA WG AERZT TR ORAMICLLME ) A7 B E 52 LBME SN TVD, KD
HilZ, SGA 2 & AGA W% Lk U AR 104E T oL M B E X UBREDEALZBHOLNICT 52 L TH b,

(7] SR AR KRB T20124F 4 H ~20144E 3 IS AE L 2B O 5 b, AR - REDS10
W=t v 7 4 VKD SGA 8134 £10-90/3—+t » ¥ £ VD AGA B20% &5 L L7-t4 A0 X Wf5ETH
bo BHERL D HART—Y (K. fAE. 8%, Ponderal Index (PI)) M UMARFT—% (4Es.
&, RE, ARRME, PD 20UE L7z ABRI0ER S TLEBEEMRAIC L ) ABRAHE, AZmREY
Al AEOHERLZIE L. EEERE - 2 0EREZ I L7z, F /-SSR S IEMmAIC X ) N EE

(IMT) ZME L0 FNFNDOT—% % SGA L AGA HOMBIZOWTHE L. PI & OME D FT
L7z,

[ %] SGA # L AGA B CHRAER G RRMAE, RERHME, PLICHESIRD R - 2. (LIMERHET
1Z. SGA #EE AGA BEOWKTEEABRI (23.6+4.8¢/ m* vs 19.6+3.7g/m? p=0.023)., A=
PR R AR (82.7£10.5¢,/ m* vs 73.5£9.1g/m% p=0.021) ZHEZICKED 570 EELBHE
AR LTI MR TAE 213307 (54.6+29.6g m’ vs 53.5+8.0g/m’ ns). AELHHE
FEEPERARTD0.66+0.09 vs 0.73%0.12, p=0.10& AEEIBED Lo 7225 SHHEOMEN %R
TR R SNz AR PIPAEEAHRBEARLRAOMBEEZRAD (r=-0.38, p=0.027). M4
FEORHITLEGFARMAKE NI EATRE SN2, HAER P & EZEREPERARBOL B MBI
OB o720 BEEFHIITIE LA-strain X LV-GLS, $HBIIRD IMT CWliERICHZEEITRD L h o 72,

[#535] SGA BIABI0ERTIZBWT, AGA RERK L CAEBEBAEOM K L EAZEROMAKERL,
AR OMER / EEIRKNAR ISHE O Z /RIS REERH 72, EHICT—F 2 HEML, b
DOFT R OBRN 2 FFRITOW TGN %0

N JRIYLC B rh e R HEE (2 B V) % S B IR A RED RIS DWW T

O®py Kzl Hft mrY, A w7, ZHR KRSV Bk K. 8 Y,
W F ALY, RN

1)JCHO Juibe  fEBRas/NE R

[Bm] NREOLERREKIERE (ASD) OEENC X 2 MATEIRE O 2 OIS & (CPX) 75
W 52IT %,

[J7E] mhvax—%F2 3Ly FINVAMIZE S CPX 24T 2BHHEIGD H 5.0 RIERE %
g E Lz, IKIRFHEIGE (Peak VO,) . AL iH% (Peak HR). (Lt 7iiiE (HR reserve). FRFHMR

(O, pulse) . BEZPECHEIME (VO, at AT). EBRHESITEIEE (VE/VCO: slope). AVO:/AWR
REF L 720 F22MREHNCAT - 72007 7 — 7 VIRAE B X VDR MRI D 7 — 7 L IR L 72,

[i5] FEBIS8H (Zc2561 : 4EH11.42+2.72i%) xR E L7z, Qp/ Qs 1.98 (1.60-2.63). “FI4hliD)
WRF 14.79 +=3.57mmHg. LVEDVi 64.36+7.97ml m?*. RVEDVi 115.73 (101.20-150.20) ml/ m*T
Ho72o CPXIZB LTI Peak VO, : 35.31+7.14ml kg min (98.7+18.4%N). Peak HR : 182.65=*
20.03bpm. HR reserve : 101.37+19.12bpm. O, pulse : 6.99+1.54ml kg (73.8%32.6%N). VO, at
AT :25.11 £5.43ml kg “min (124.26%29.11%N). VE,/VCO, slope 27.06 =4.69. AVO, A
WR 11.26=1.30 (107.3=12.0%N) ml/ min/W T& - 725 Peak VO,2%80% NIZILF L CTW/zdik 4
Bl (10.5%) 725 72A% BRFENRAKT 132561 (65.8%) ISR 57z BRFEMRICTHE (2561) &IHKTHE (13
Bl) ©2FIZBVT, Fi. N Qp Qs FMIBIRE. LVEDVi, RVEDVI ICHBEZEIE R 2> 72,
Peak HR ZFEEIRIE TRECAHZEICEMETH o 72 (187.04 vs 173.17bpm. P=0.04)

[#%%2] /NE ASD BEIZB W T, EHINARIIHERE SN TV 225 LEMERICX D Esh oL Ema
WHMA D B AZE— R E (BRREIR) OWMINARYS 2625 L THB ), LBdEmc X 2 REL
TWDZEN) Phbiiz,
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07-6

INJEHS AR DD BRBERFHINC 33U 2 A ARIBRG - ik bR o ¥ — i 2 vz
PR ER & PR AL B R O B AR E

OWIL B", EAf Y. 2 WRAY IR HiA” . e AT, B B, Bk SR,
AT BT, WY, WA MWY. AT ERY. AU Y. S LY. bk 2

1) MR B RZEEEAHRM il eibe  /NERE 2) IR B RFERFRE  NBERIIEE - B,
3) MIRE R /NRFERE, 4) b RERY: OIBILESVE 5) UKy BerH=

[TF5t] 4. LENOMBOTEALAHEE 22 0 Hi7z 2 OBERETRAEE & U CRARS TS & D)2 P51 X
DI/ ST — > ZEET Ak b ARa Y — 1 (Topological Flow Data Analysis : TFD f##7) AsHeng &
N7zo A /MR ARERE O OHERERHI C TFD AT 2 Fv T JRIRF o B8 IR BN R0 A2 S 5 A LT
EORA, JEBRME HOKE S LBIOBAERE) ORKTHEYICHEOOLNLZEEHLM,ILE, F
7oy PLERREE KLY 2 IR AE N EE A (IVPG) AVNESARBEICBWTHBEIET I 52 &8
IRENTWBEY, ZNoDIEOBRTEIZ S22 o> T, [HE] AR ARERE B X OIEH 7%
N SN BT B TED T 2 v 72 il fa e & IVPG OBRM 2 et L. MATEIRE 0 5% % 1
LMICT DT L, [HiE] AEFAREHE (Chemo #) 58%1 & 4EHG 2 A& o8 72 TABI O 1E 4 % BETHE % Fg AT L
720 TFD f##1i% iTEcho VFM (Cardio Flow Design #k) # MW, (DRI EZMEAGR S 5 — K7 T WifEH 5
TS, MR L OER 2 B L7z, IVPG IXAEERAMFE D 7 5 —M-mode Hi{%% Euler ® H#R T
f#Br L. Total IVPG. Basal IVPG K OF Apical IVPG Zill5€ L 720 [#53] Apical IVPG (39555 5 24
WE (p=-0.352) LHBEZREDL MIEARAMABIEE ZHBE L 2257 (p=0.152, p=
0.081)c %7z, Chemo #EDADFFHNT TIEILaR T FEH WL Total IVPG, Apical IVPG &AHEI L. Basal
IVPG L 3HBI Lo 720 PEaRIIPEERME X Total IVPG (p = —0.443). Basal IVPG (p = —0.406) &
O Apical IVPG (p =-0.250) &HHPI%Z/R L. Chemo BED A DM TIX Apical IVPG & X i < M %
ALz (p=-0.418), [i&im] /NEDSAREE TIZ, IVPG ORT & 3 U CTHLaE R oo BH i sy
L. EEHOMKEOMEIMET LTz SHSIZMATHRREEOH22MRATH ) AREFIE I8
B DRI T OB A I TH A W HEMEDURIE S 7z,

1 ARG OIRFLAE DFRERE I 2 2L & O FISLEE A/ B IR ML p 3 B 12 55 R % o
Ol HEY, hiite uL". Wi F—pe"
D) BHEEN  ZESR/NER

[iZt@ic] Fx ik 1 » HCAMBIIRIMGEEE OMES D > THOMEE 2 E L VIEFND R na &
RIS THE L7ze 17 A CTRINMHILOBAE 2 RO BRER & %o Arlnl, G LA 230 il B Dk i e 2
FEWCH- 2 228 . JIMILOBSHORBIZ O W TR LD THET %,

[F5] 20224E11 A 5 52023412712 1 7 SIS OB G A 7 ) —= v % Hi L 7240260,
W2200FERGEE39 1 1 5 3638 2 H~4184 0. HA4KES 023g 5 2,144~4,326g. MAR H#31H ;
28~41H (g fifi e /Ml ~ fe K i)

[53:] 5MHz O#BE 712 — T pulse wave & b H\W T, WG LD S AEIR MG EE, T
75 2DE THALEZME L 72e — 2+ HREOIIASLE T 3 mm Kii % Group 1. 3 ~ 6 mm % Group 2.
6 mm L% Group 3& U720 URFIFLEEAS.5mm PA L F 7213 22 il Bh R ML 37 8 B A3200m - sec PA_L 3PP
ILAHIBET A T3 AT 1k F TR\ A 1T- 7,

(R2R] — 2 AREICIR I SLASBIAE L C W 7201330060, 2 o1& p o2 . 8mm 1 ~8.4mm. JRIILEIE
RERERICHEIN L 1 ERRICBAE L T W2 0id 9B TH o 720 —D A LEMBIR MFEHE 2 B K E L
T EMBIREES X OPIASLEEZ ERUR N & L7z & 2 ALEMBIIRE A Z 2 B oA, SIRSLEI

B IEOMBBR % BD 720

[Z%42] IRMFLIZBEHRE B7 U< 6 mm K THIUTARMSE L 720 IPMIFLER DS/ Bl By MR L 575 54 B (2 5228
52 Tz,

[#&5E] —~ AIEIC 6 mm KO IFLIL BRI CE 2. F72. WIMILCOLA AR B AR
MFEH BTN DB E 52 Tz,
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07-7

FHETA R ISR & B A2 - 727 IED 1 Bl

Osk Bl 5", NI i, AYB i B A9RY. U RORIY. R HARY. D
Pk BT, AR BT I %Y B R

) @RS bk AREREAE L. 2) [ fehingEh, 3) i JERARAL

4) [T - ARSIV

[ U oIC] MBS 2 055 B IE E @il — M I IR 5% < . IR ERHEREZ ET L5 1TLA
EOFERITHi AR L HITHFBRITRE L TL %o AWl FIBEMBIC, MIERRAE AL LIEBRAN 4212
Wao 72 1 Bl % feER L 72720359 %

GEFI] FEPNE125 4 e MR L L O MEBI IR D 0 . B OHEFT A 5 7z 720 FAlf i
Eolze HREl4lem, hHE34kg T, KEOMBEIIEM SN T Ao 7205 WL~ M7 v Tl AR
RTINS L PR L3 iR AR E s S vz, BRI 7ATAEDOEET
Holze LIRIZOWTIEINF TS 2L RE ORI 2> 720 Ao MILiZ9000ml TdH - 7z, i
BOMRRL ¥ M7y TIIEMICERPALN T, FIZLERELHENIEZZOHN, WELTITICU AR
Lotz EMERUGEEZ R - 7205 BRRBAEKT 2 < M =B LREEE D b o 272000 1
HEICHE L. ZOBOREL 7 7 A N—RETIRERE ZORIEN A SN0 Z 0%k S IR R
TREL TV, KODIMEEL. £ Y NT v A, AREMINDHE S, DI 2k L7z, LT3—7T,
. MEREBRTPOHAEIEA LTS Z b2 ), MR A fow ZHE L Tz MWECT
(2 X DHER & DO E BIR A & S IERE . MIEFIRAE AR S Nz AT 2 2 LI X 1) s
ARAENLZ EDDMPY, A 7353 v, R 2— A0, FRAZRS CRREEOLE 2 1Eo 720 i
BI2ZHHWCE PT35I vk TE, MOHICICUBETL I ENTE

[F L] MEFMICLD., DI EMEEROMNERMBRIE L. RIIMHEIE RSz 2 % L 7R % B L
720 MIBORMIHNI BV T OO EBROZENEZZE L TB2% < TE R L&V,
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08-1

08-2

PR OEX A2 ZRICEWICE 723 Fa ¥ B 7L

Ot Hill", Wi 12", Bppr 2/’ S8 —BY, B s, Bk EAY, B sE
M AR BE R

1) B RRSNEERS v 5 —  JEBRGRE

o] IrAREREED I b3y FY 7RIE. FrAERMGE - BALRIE - K TR L2 ERET52 L
DL VH, TS DIEIRDV L WIEEIIEZM SN TICROB L., ZRIEDFERE L5203 H 5, 5. A
R % R BN WICE 5723 ba Y FY 7UHREOB R 2R L -0 THET 5.

BEF] 110 HOBE, BIEHEECRERMR L. By RERKEEL L, £IE39#H6 H.
2,932g. WEERETHAE Lo HAEBERIC EEWEIN O 0 MBRICHE S BiEIL# O LB
HiZ WPWSERBERECTH D, T r5 ./ a— - 7L H A4 Z FICXBHNERIT- TWizds, B2 HE
X DLHIERSHV. S, LEMPTATIE ST TR A IZHHE L o720 BRELLHE L E 2 HNMiz729
B O D HRIE R R T R o/ b 2 A, BTV — A TIEE N <. FOM kI OERBE 24T -
7205 BELRIRIIED Lh o7z, 72720, AW - VY VRICEED LA ZRO/-/20, I hary Y
T & B PR AR A K L 722 2 A, m.3243A > G ZERZMHEL, I PIVFYTHOZ
WricE o720
[E22] BB - 2UBMICHET 2 3 ba v FY 7RIEEEIIERISETF L. PHRARE SN, 20
% AFHALRE - AR - NOIINIEIRZ B35 2 e A B e SNb )5, AROLEIZIE IS DL HREIRE
RO, AR - BEKELLEERSRRED 2N E 5 72,

SRIABICRON - 72Z81E, tRNA DT Y F 2 R0 b XIOWmEHR Sy v ) VEfihEE % 217
L2 ENRBICHEGTHLEINTBY., #7) YHARDSHEREINTVE, KRB IS 0B AL L.
HAELRI0H TTIHERARSBEBLTVwS, AR EZEo2TICHOI Fay B 7HICOWT Lk
WCE o MOEHFERE L TH, LEMEFEOHELS I MY B 7HE2EMICANS Z LI,
WY EHZIT) ) A CTEETH S,

Ak A B PR R B C A BF L 72 Do 0 — i

OMIAR it", Mk BV, Hp B, BIAE %10, W 8F, g 5,
HIC BRI, Al gAY, ik EsY, Ak sy

1) BCRCRFAR AR B /NERE 2) [/ i BEER

(3] HEEESMERZAE (Guvenile systemic sclerosis : jSSc) &, /NEHNCIAE L. REMILZ XL
4 Bl DMK Z FE M E T2 HINAHOBHERETH 5o LREEEIL jSScleBWTAGTRICED S
FEELAUHEZA, BERLWEBRT IOV TR 2 M5 v,

DEGI] 10m. . 5mBEIC jSSc L BWT S, 2704 FB X ORI X 2 B2k L Tv
720 ANET 30— oM AT BNP 469pg, mL & ESH #5308, L2 —TLVEF 26% (Modified
Simpson #. MUER) & AESZIGHREDK T 2B 72. WO OASERIEZR L, WHTy 7 2HTo
CTR 1356%. LERKTIXAIRA E A2 GM 71 v 7 238072 O MRI TIEAZELTR D S hEs X
OHEIZHPT TLNBEAEN OBERS AR (LGE) 237z Ll H 7 — 7 VA T I3l iU <2 5t B)
kD BH T RIZFRD T o 720 LEIERTIZ, MRI T LGE % & 72350 & #Eda— B3 2 BEEBIE T %2 32
D7z DRAERTIE ORMIILO K/NAF R B EERZIE K % £ ) ZPET R, FEICBE ORI LB L O ~
INERIZT % R, LU OGO SR AEE OFE & W L7z, ACE BESE & BlITSEIC X .08 4
EHITIN A JSSclZxr§ AR MmIbE LTATa A K289V A% 3 7 —Vieft L. E#EBEHR 4~ H
K535 C LVEF 38%. BNP 63.6pg/ml & DRI N Ici B M 2R L T,

[£%2] iSSc 2B B UHREAIBIOHEIZR SN TE Y, HTH /MBI OFIEZ 585 L 72305 13
DTHTH Do AEFITIL, AT 0 F7OV ABERICIGHREOWHE X RO TB Y, FREOWEa v
O — U ASUEERE D RIS L 22 W REVEAVRIE S /e (OIE O RIS I & 80 22 G A (S D
BRAL & OANEEHR) XD OHREEOEIT R I T & 2R D ). 5B E 5% HIER OB & ERE
AH Z XL DFHDRD HIL b,
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GDMT #AL & #HEI VY VRIS & 2 PRaR RO e S PO A 40 s o — 6l

Ozl SEHE", #oliy 5", Jul #EY, k8 @k, B KRV, Al AR, s g,
NE Y

D) B RERRAERER L > 7 — NSO

TRl ALK 2 GDMT I AFIR TIEFRUEEITR EN TV S5, ANAOLTHEEIC3 2 1
BRI ROMETIEZ < e 4l FLIRWIFERE O LRI O EIE O 1458 2 R OO A EHTED, ESE % OF
WA L7255 GDMT Zifbd 5 Z & T, FMARLH 2RO 2720857 5,

BEF] 142, Al X D IRALOFIEDOZ KT, B X Z 12 H B OLARLEREZ T VaBEE L DS
FHPEL Tz, TEBPERIHENEFICO SN L (PRAEGEERIFEED), HIRELEE L Tz, 4k
ABEDE r HRih S EHAHB L OAEEHO - ORIEICARE. A N7 5 Y U EASBRLZZ. L
L SARS-CoV2I&#els & AITNE R ETH AR E 2 0, Zha ZRICHELAREHEZ 2D, MR ~OMA
HIIZHIRISHRAZZ L Rolze ABRO L OAZEOHTELZITWZNTHE L WIHEIZIE MR ~O4r
As VAD - B v ikl L U7z, #8408 LVEF 38%. NT-proBNP 1,995pg, mL. MR severe, /5%
B 226mL Th o 720 DHERFILIE 112761, 0415 84bpme APif: PICC % 4§ A, Milrinone 0.75y %
HTFIIZA 375 Y MRA Ot ACE HEH S ARNI~NOY Y # 2 L& 27 0IE - o
EAL% Ko 720 SEHIOMHE & LT MEIZ0E N, DHEIZ60bpm & 7 0 . IR IZOBERE DU % 2 72,
Milrinone W1k b OAEOREZ R, B2 HMBRICHEEBEREE &2 572, EEER O LVEF 46%.
NT-proBNP iZ41pgmL. MR severe. ZEREAMI9ImL ¥ TW#E L Tz, BRETESRAL, Hix
Hl%2, KF b Borg scalel3F T & LTWwWT, LVEF 38%. NT-proBNP i230pg mL. MR moderate
to severe. AFEAFS6mL DIRREEZHEFF L TV 5,

[£%2] ABECTHOAEEORHRES- 200 LA S, GDMT #IbIi2 X 5.0 - IFEZ > Fa—)Lic
LB CEHRYUELROZ, LA - IE - REZE=FY Y7 LAENFS T I—Fil - BNP T
1bZF v 7, POFEEEICHET 24— — A FIBEFEETH L, FLIBYIRIED DCM Tl
AR U 7ERNC D GDMT I3 —EORE 2 FH L. F 728 TR 20 20 HetE2H %,

VE A b —2A1Z%F L S-ICD THean L 2 72 RELL 0 D 53 W)
ORI #i, BB —BY, i 2, Bmy g
D) EiEERERE L v ¥ —  NREERE R

JERELLARE (HCM) Tl U IE L IEBUEEA RS & 72 5o p KT BB B AE % & o
bH oA, EEHIROZEICHMEZ E L0,

JEBFNX13RTE e NFRAZEREO LB CRE LM I N YL ZZ L HCM & ZHishi, €V
7 uu— )V ONIRAEGE SN2, MOCEDHIRORZIZA SN, FRAEFTHEX I ERTER I
Tz, 135, TEROEERIOEIRE 20 HEIC X D OHigcE, BB AR/EEMBIZ: (AED) 28
Bt 3 mIVEE) L Y B~k S 7z, AED OENT CTLEMB) (V) 25HERR S L. S84 TAIA AT Bl Bh 23
(S-ICD) %8 SNiz, EEIHIROBALZED SN FEEEZHE ST, R TREBIZIh TV,
MO LYY — K255 7 Ath, K2 SIREHICRORE Tl - 72 & 2 ANk L YBEAl% Sh
720 S-ICD Ofg# Tl FF3 Mo VEO T ¥y — F, B X OE0M O S-ICD OB ARSIz, Y
Tuu— Vi, B X OEEHIROMIbE TR B SN zhs, REWHIROFE L2 E S kh o
720 FRATHTOWTRIEE, F#RE L EHE LAV, Bk ToRBBISEhTHh %,
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08-5

TR I & R IUR 2 2SN R » 2B IEVEOFRRED 2 %5 e 6

OFWk 5B, B ", M3k Z2/", Wk s W ORAY. AR KD, B AT
Pk e, A4 A, Ak ERAEY. B ORD. E OV, &3 FHY. e #sY

D HREMR AL EFEERE Y 7y — ANER

E] BRI 3N B ) 2R EN R R EEIEDRRO—2>TH 1) . B MEEOAHIEDE
WeZb, Lol ERFERENDS SBWICIEHET 5 2 0%\, 4l BRERE & EIOURDY
FERERE 2D BIEAETTIC X 2 0REEMENEZ & 72 U 2B eV O % #8858 L 72,

GEBI] A5105 HEEZ Y £ L A &Y% 2B L U CRIOEIUR R, K Na IiiiE, AR Z RO, ABLiGHE
REL72H B O AT L 720 1105 HERICRBROHEIR T AR L 72B1C— @M o S iE % 8 72,
T T — T ERERE I L2 320, BB BEANIBERIA S, BETFEL o Tz 20 HI
MR, KRR, REOEBIA RS ) iEANT AR L7z. ABE3 H HISRRS G K L IR 25 B, LT
I —TLHIEISIZ LVEF 26% &M TFdH 0. M~k S/, ME 160120mmHg & & i % 72
B, BAMAEGLSOEE T2 &2 LT EHBIL, =2 VI E L IV OFeEHEZ LG
L7zo ABe® H 12 sBP 130mmHg ¥ TCF L. LVEF 50% 2823 L7z BFEhIR:E % <13 AL B B RT A
AR AR Uy A BFEIIRA AR (S & 2 R AV R S & B S O & BBl L 7z 3 > b
O — VR & 7 ) BAEA SRR CTH B

[(£%52] EMERERLEDRISREIILE % £F ) YA 3B A v E 2 2B & WIIEEOFED A 2
V==V T BT WENRDH Do AFEFITIEPKTRAA RABIFILENTHB Y, BillC X 2 BAMIECTE
MEABEAELL, BRFAEGE KL EZ 5N,
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—fRiEHE 9  Fontan * Glenn

09-1

09-2

BN T + ¥ 5 itk BE BT 2 F R AR ORIRE LA R ORE

ORW FHlE. & A", il %520, W MR, AR S0 Al &Y. itk
FH 720 il Z3Y, lR —'Y. ae ot fa & By e

1) EARBEIIIGEL > & —  WASERPELHRE L v 5 —  NRIERENEL

2) ERBRAROIE L > & — NERARAEL. 3) EAERENIIEL > & — PR A

[Fx] 7+ v UilithEB o2 ~ L AREOHRLEIRE (CVP) 13 (S-dCVP) I Z Ik E% S
TEBRIERE \C DB o RO EILERSE (DD) 13 S-dCVP O—K 7245, ZOMOERIAHTH 5,

[Hi] &4 st (RVE) 2574 v ¥ VIEETO S-dCVP OB ERAH L 2L § 5,

(k] 7+ > 7 it BE1056] (3 1 5861, 28+ 97%) D.LIEH 7 — 7 VA 2 AR AT K

(15mL_ kg : 54°1) £ff &7 AR GEPRB AL (EDP. mmHg). M#IREAL (vik [V])

(mmHg). CVP (mmHg) ®»ZAb% %21 72 RVE #® EDP >15% #+4:: DD (ODD) & L7-.

(3] &R TIZRVEICX ) CVP, V. EDP. {RIfiE. OREUE EH L7 (4T p <0.0001).
Hi CVP O HE BRI PAr . Z2## i EDP. V. W4 <cdH > 72 (p <0.05-0.0001), RVE
o CVP A7 ML E K 13 2% % O° RVE @ EDP. VT (p <0.05-0.0001). CVP #4107 B 5g %
KX RVE #® EDP LHTH » 720 HEEU LOEZAMEAE106 % B\ 72958 O i Tid. 2961

(31%) #*ODD &l S, ZEERRLE & mWAEMH EDP 293212 ODD LB L, RVE Ko CVP
BB A HPTIC M 2., RVE B EDP & V O BSfnAassric B L7z (p <0.01), —J%. ODD &
(Z3E ODD BRI AR LI 25T < o AT K & <\ e R Bk B A2 > 72 (p <0.05),

[iiam] A7+ » % VIBETIE30%I1E ODD 4 L. ARHKLE & EW2EiE EDP L E$ 5, —
¥ BEAMNKEO CVP F5H13 DD 12 2.0 5 stiffness 25 #4 5

Glenn 55275 & L7z Fontan #i#% CVP Fll€ 7))V & Fontan TEBRA K . E R D HEE

OfiIl J—"\ Jely WM. W s, &H B, 5 #AY, sk BRY. Fk #E,
TN NI T RN <Y R SN Y IR T &

1) BEHEE AR & A S \F 7 BEEIRIEE 2 ) = v 7, 2) FEHLS &bk, 3) AEHZ Y= 2,

4) WIRIRF BB, 5) ARt E b RETCVREF K- P LY s =5 x T, 6) GiRBER A

(It Hiy] > S L7z Fontan (F) FEERABOZENE LI LIRS N5, T4t Glenn (G)
PEER & FARBR O MATEIRE M B ASHE TIX R W20 E LA RERTHIORA L WE 5, A TIEIG—F
PEERAOMATE B2 LOBHIMEZ L L, FHEAR V.o MATEBNEROHEZ BN E Lz,

(kb5 & J5] 20084 2 © 20244 (KRR 1102 & & b 96 BET G/ F WilRgIic CMR +.00 7 7 % F20i L 7213261
AL RO R IERE 1050 CHREROME % F-X, takedown3ERI 2 il 2 72108617 & F fiifs CVP Filll
ETFNVEMEL, POFARENZT T AT 4 v 7 [l THT L 72,

[#5 ] IVC flow 2 B < KFOEFICHE 23O, FAii# IVC H120.631xSVCp (G) —0.007xPAI
(G) —0.424xLAp (G) +0.356*Z value of IVC~AAo flow (G) +7.105 (R2=0.369. p <0.001) &3
EN72A Takedown 3 BIDEHMLICIERA DD - 720 FRIUETEX HWERE LAv Y25 4 v 7 [\
Ti&. Qp index (L min/m’ p=0.017. OR=56.4) & Z value of SVC flow (p=0.037. OR=5.82)
D 2EEBAER T L HE I,

[%£%] Qp index 1& SVC & 45 R H ORI TE R TH %o MillEFIRDOL 52 JOe U EE % F 7%
WeEZBND, —J, Z value of SVC flow I3/hEWIT LT -TVC ZAD steel DL X & 7RT L%
SN, INEFTED Z value 1Z Glenn JFERATIZE AL L TWARWZ L 2T, WHEE SMIEEROA LN
A RAPEBRE G TR MFEITBE L Cwb L E X, EELFRZLERE LTHFIELERV,

[##] Fontan RO MATEIES X OW T HIZ, NS5OBEEZH VLI LTI IEMICTFHTE %,
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09-3

09-4

HFpEF OZWilZ Isp £ A4 8T - 7z Fontan i %51
Oz Y, 40 ooV, 7 Y, e %Y. W 7Y
1) ERAEE A R NER

[% 5] Fontan 682 Tix. HFpEF (heart failure with preserved ejection fraction) 305 D FEiiA L
WX YRS, ZoBkii L v, Az b kB d i HFpEF & b, Z OB Wi Isp

(Isoproterenol) BfAGH TH o 725EW 2 FE L 720 THET 5,

GEBI] 23tk WA S K CREAEIC SLE. ITP 253 %o 135 e L2 ili 195 i 9 C 24 FF
I Eeolze AT THEHPARFE 7mmHg PAwedge 3 mmHg, LVEDVi71.2EF65%. CI2.1 T3 -
720 15/ T Glenn fif 2 1T o 725 itk 6 2 H @A 713 F3¥ PA [+ 12mmHg PAwedge 8 mmHg.
LVEDVi56EF70%. CI1.9C&® - 72, 16/% T fenestrate Fontan fif (EC-TCPC20mm) %17~ 72, if% 1
IETOLH T TIEFI PA F 8 mmHg PAwedge 6 mmHg, LVEDVi46EF62%. CI2.3THh -7z, KB %
TR OAEIBED A BN D Z L13d - 724 Fontan PR & LCTRE 2% < #8 L CTw72, Fontan
% 7LD GEROLAEDINEL, BEL 72O EAR L & o7z T I — A TR IZ PR 7o g
BB PRI ERE, BNP 1318.8Tdh o 720 MEIAM LTI —HAZIT-> 724 HR O LA+ B SRT
WA TR T dH - 720

[Cig A 75— 7 vid] P39 PA JIE 8 mmHg PAwedge 4 mmHg, Rp2.1U,/m® CI1.9OTINFTEZL
b dhoiz, ISP AN #1T- 728 25 HRI20T, 3 PA H£18mmHg PAwedgel4mmHg., CI2.2&
PAJE & LVEDP OFW 7% koA %2807z, ISP A 7205 % b LVEDP @ E&- 13 H6E L Tz,

[ &®] LVEDP & Es2 S ERNREEIC X 5 HFpEF &% 2 O N7ER & B L 72, LR E
G TAHERE LTid. FEIASE, IR L. MiifoBE2RAm2HIT o5, BB O RHE
DMEZED R VBN 2 OEFRALRICED . HAOMEDH ML CHRMES LA L2 E X 5, Isp
A7 A b 7S HFpEF OBKicAHTH - 72,

i PR IR O W RIS & Y S s HEE BV L 72 Fontan i #2 0 HLL- S B

OfH 8", BI W, Tbk GEY. FE B0, B AN, R B, B ORAY,
U T EN Y S NI

1) BRERRS NER

[1Z U] Fontan i o &AM HYEEBE (PLE) H# CEHROEIRIE 2 T2 B IR JLaRse
PHWOHNE ZEDH B2 —FTy MERFREISCHABEOAEOER E %) 25, 4H. BN
MR LTzl iR SR o il X ) PLE OBEA M S N2 hE Bl 2 #85k L 72,

GEBI] 17541 ABERHOE, MEIIRRZAZE OB KT, 5% 2 » HIRICIEIRBIEN . 7 » HIRIC
Glenn F4f7 + DKS F4f7. 4 j&FF1Z Fontan 47 (fenestration 72 L) #JitifT L 7zo Fontan #if% 4 4F DL
77— 7 VAT PAP 15mmHg & b3 2320, Wil s (PDESKES) B X OFIRED BTG S 1
oo MRE X 0 FIE, THRIAPHI, BTNV T I Vo T23#072, PLE LWL, EEHHIE, AR
AR R TIERITER L Tz LA L, 166 IERDS IR L2720, (DS 7 — 7 VIREIC X 25l %
JifT L72o PAP 19mmHg. EDP 16mmHg & &fi T, HEEEFFIX PAP 23-24mmHg & W% FA 2R 1L
720 Rp 1. 1HAL E4AH, EF 1377% & 187N TW7225, Qs 4.3L min/m?. % <. Rs 15.5Hf7Th -
720 BOATEDV % LR S PAP X CVP ERAOENICR -2 E 2 5N, PDESHESRE L2 &
CAhH FERIZERL, TV T Iy HRAND LDk odz, HIRER LT 720l Y 7 — 7 VAR Tl
PAP 14mmHg. EDP 10mmHg * & TFLTH Y. Qs 3.9L min/ m’. Rs 16.8HfiTH > 72, LLik.
PLE B BB L T\ b,

[#52] AIEHITIRE LGRS S EDP BX U PAP O LR %2 X 72 L2 LA PLE S0 —H & % 2.
BNTze MiMAEPEERSE % dik & UzA5, MBIt o 2tz AR o LA & B0 mm OB A 5
. BRIREAR T 2345 5172, Fontan itz Tl IMATEE OGS HIGIZEA L CTwv Al & 3553 A3 PLE @
WERFERD D 25 LR QHICES, MATEREEHME & EHLRIRZITH) T LPEETH S,
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09-5

09-6

W5 PE 7 U 2 g o bR IR R BRI E & MR BRAS 4z 0 Bk
OfR FFE" & BV, T Eiy, AR g0, AR BT e s

D) fWTAL S &bk MEBRAREIGHRE 2) ML &bk JESRATR
3) (L M A 4

[iZroic] mikmEr Ly (BDG) Mifkidkk 4 72 BN CIEE K MAE % k3 W fEMEASd 5. BDG itk i
NG ER A% R Lz HEMP 2 B & 12, BDG MR KRR MAEIC O W TELET 5,

[R5 & 53] 20234FE 1 H % 520254F 1 A2 BDG Fhii &2 17 - 725281 2 b R & L7ze 4EHe. ARE. fliai 7
F=T AP SELN, EREHIRIMER SR (SsveO,) . FREIRMERZFME (SiveO,). MighIRIE.
BRI ke, A KT, Mg IRIE &, (OEIBRE. PRt AN TUOMiEER ., 3R IR, o
SsveO, SiveO,y HULEHIRE. EARBIRITE 2 & O W T2 O B IR M IR E S (Sa0,) B X OMithik
W52 % 5B % 5 TS RGET L 72

[ 3R] AL EH24B] (48%). T 46 (8 %), PEAEM R 1E Norwood T4 A5 7

(13%) Th o7z itk Sa0,13F1986.3+3.9% (76.0~93.1%) T, L AHIREIZFIY8.8+2.2mmHg

(5 ~14mmHg) TdH o 7z. EPIMH24REH LANICIRE L7z MiTERAE2 O BHEICE 7201k 241
725720 BDG i ifE BRI 1L Sa0, E MBI L 22 2o 720 MR D SsveO,. SiveOyid SaO, & A 7R L 72

(FHBIAR %L 0.46, p=0.014. FHBAREL  0.49, p <0.01)o FHEHH D 261 Tld SsveO, DM AL D >
72 (34.4% +2.7 vs 54.9% 2.1, p=0.03)o AEFNE 261 & & FHHE (11H. 14H) THETH - 720

[#23E] #72 SsveO,n SiveO IR EMHBE T2 L2 55 A%, BDGHli#EIZ L D SsveO,2ME T ¢
LMD 5o —HE U CTHMILIEFREREEDSFS LT ARSI E Z N5,

Glenn i1 # O Ml M4 R AL ~JSPECH WE5ESE 3 it

OWK K", s ), W sk”, Besr M2 b 2", A 3. BR300,
ZRE RN e i N S I PN 7 f SN EE SN N SN o i N
Sl 7

1) MR REHE AR S e /N 2) RBTIL C &b kE. 3) BIIRGE. 4) BB ILREE,
5) BEHRIL/NERAINTE £ ¥ ¥ —. 6) AT EMRY 7) RFRZZ &b Mk, 8) KRS,

9) HVHNEREERREL Y ¥ —, 10) IR KR, 11) HEERRAREERE Y 5 —,

12) ENFEBREGN L > & —. 13) ALBRREM SRBE, 14) EIRRPERRfEAL RS

[B/] HLSEMATERE B E C Glenn 7 # DARE I M EREY. L E O K2 S MEIIRE R I RAD R wE Sh
TED, THICH L TR CT 1230 IR ORI 2L S BGE L 720

[75#:] Glenn #iRi. Fontan MiFi® 2 BB WT, 73 CT 2 S WMEMEHT >~ 7 b Virtual Place Raijin

(AZE ) ZHWVCIigiRAEEIES 2 5. RMEIIR - A6 RANEIIR - OBk O S REHZE
Wilcoxon 155 & Mg THIEK L 72,

(5 5] xF 5132861, Glenn fli 3 X O Fontan #liFiiiZ12 (4-56) 2 H. 45 (29-133) »H TH - 72
Glenn #7173 X 0F Fontan i O MATENREIZ Z N ZENESMEIIRE : 11+ 2 vs. 7 = 2mmHg (P <
0.01), Ml H: :4.6+2.1 vs. 2.9=0.7L 4%/ m* (P <0.01). Jli—ml#1H& 3815 vs. 30+
8mL (P=0.02). PA index :271£131 vs. 192£66mm>/ m> (P=0.01) T -7, WMEIIRAR LK
BNk : 4313 vs. 33 8ml/m* (P <0.01). A&k : 14+ 7 vs. 11+ 3ml/m* (P=0.18). £4iid)
Mk 15+ 7 vs. 14+ 4ml/m* (P=0.83). HULHFEIR : 13+6.s. 7 = 2ml/m® (P <0.01) T Y Huis
I EIIR 2588 1325103 2 AN B IR 13281 L 72 o 726 Glenn M 2 hOiBIIR AR O8I L. £
DD H D ST 33ml/m i IR L 72. Fontan 7 B o HuC i B IR 2685 & I Lo &= -+ i — |40 =
CAXHEEMIIIRIE D 2 o T2

[#%2¢] Glenn fii 2 O HLAIBIIR AR — 2 ORI A2 @I H 5 25, MBI EIIRA R IEMERE S
726
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—fREEL0 SR - T Oty

010-1

010-2

7 7 — VUBIEMR AEBINC 350 2 GBS Bk & A2t B 2 $E 2 % Pressure Phase
Plane (PPP) ®¥i7= 7% ki

OfLH 5", AM AT
1) BBKERBE NEE B NR S

[FREBM] 77 o—UEREMZEOREFZBICB) 2 H0082% PS5 L CHifERO K - A%
B OFMIEIEECTH S, MMEFLRIL. 2> 754 7 v R, GG, Mip2ibh &0 54 U 5 kX
— R IZGHRWE E B L BEIIRIRIE DL T& 5 Augmentation index (AI) TREN LA, ARpEBH
TIIMBI ARSI ASE L DFEBIAE . IRIEZ VD Z L ILEYW TR %R Vve BABAREREP (t) &
dP.dt # 7z PPP % SN SR B i % BRI L 720 [5iE] Ol S 7 — 7 OV M AT IR I A B E I 8 %
17 o T4 72 PPP o i v — 724l 552> 5 Augmentation Pressure (AugPr) & AugPr Index (=
AugPr/RVSP) % &ML 720 7 7 0 — DUBAEM 2 5E BISTHI (M B IR 7 #iw iR A7 #E 5 #1. Transannular
patch #3461, 5 A 7 ) MitcHEASHI) ZxtRE Lizo Wl & U-CIEHREL7HE). MidhIRME: I 5 7
B R DRI 2 175 720 [#548] PPP % I\ 72 AugPr (30l & MEBE Tl 6280 51 (AugPr=
15.3+9.6mmHg. AugPr Index=0.25+0.10), [EEHTEED SN T, REOZYHEIMEAE S Nz,
7 7 — WUBUEM AR TIE256 (28.7%) 12 AugPr 28380 b7z (0 ~45mmHg). T A 7V ik #E T
132061 (41.7%) 12 AugPr 2338 &, F¥aiAs#,. Transannular patch # & WK L THEICEHET
Hho7z (p=0.009). AugPr. AugPr Index (¥ RVSP, dP./dt max. RVOTO. PR & A& MEIES
N5 (*=0.13. 0.23. 0.09, and0.06 ; p <0.05for all). MAPCA DAL & O EIZEED Sz
Motze [EF8 E] SATUMBHECIATEEOME - i3 - B, EAENBIIRO SIERER &0
WETHE - BAMOMEN A LTV LWELRETHZ D MRz EFE 27, T2 kA
FIEAM, WEIRFEFICDEEL TWD I EATRENTZ. 7 7 O — UBE % & T4 S5 H S P AT 1]
TITAZEED PPP % vy 72 AugPr GHIDSHEBR DCH I - AR BN OFMICAHTH %,

v B0 o il i A FEKT b 5 2 ) S AE R 5 O ~ 2 A A1 3 D i 0 BR il 0 T Bk ~

OHMt ", FW Y, F K2V T T B kel ik K,
S IRV, ER F AT

1)JCHO Jutiske  /NEF

[Br] BRERBOZHEICB W CTIITEEROBEY) 2 57 & (ZEECTH 5. MifFERIEE L L CimE i
B A5, I E LT ASAEAE L C b A AR ORI A HBUE I AT BIER & 2558035 5 7-
WO, TORNEBEWHS ST Do [J5EE] 20234 D%, Oy 7 — 7 VA & Ok MRI B % [ BRI AT -
TER S e Lize EAMEIRE - EEZEH L. WFR2oilEEiR=5WU - m*TH->Td
KB M P IE R (S 3WU»m®) OB BAEER S L & E3% L. BaEEMEmEOGEIZX D
TEREM B G BRIE AR B U C SRR U 720 [RE2R] AF 458l (4E#8.0 [0.2-45.5] k. JEHER
B ASD21#1, TOF JHi%10%0, H.OEAPE 9B, M), FHAEMENEIMELR (17%) TH o7z GERM :
HABl 6B e EAEVEM LT UM R R AR BT < (80% vs 16%. P <0.001). AAHME:M
RSz H] (80% vs 25%. P=0.002). #FEHAITEIIRTE B & ZHER] (80% vs 23%. P=0.001). Mg
MREHEH (30% vs 0%. P=0.004) 7z & 5 2D ML4EF B BHIDL Ao 720 ETENEN S ILE O 45 812
BT, EAMEINRESELL (9-19) vs 13 (10-15) mmHg (P=0.942). HAMEIIREEE14 (10-
24) vs 13 (11-17) mmHg (P=0.687) EHiBIIRF-AEICAZEZ T L h -7z 00, EAEVEM &I E R
TIIM MR & © 1.20 (0.43-2.29) vs 2.70 (1.84-4.26) L min/m? (P=0.007). HM0.74 (0.30-
0.97) vs 2.57 (1.41-3.46) L/ min/m® (P <0.001) & B ORGIMH = IZMET L, B figS 3t « 42
2.80 (2.13-2.97) vs 1.77 (1.40-2.33) WU - m® (P=0.023). HM7.61 (5.57-10.93) vs 2.46 (2.04-
3.22) WU - m® (P <0.001) &MEoMiMEid e, MMEF v 8y ¥ v & - 4#[2.43 (1.88-
5.05) vs 3.44 (2.34-4.56) ml mmHg,m* (P=0.613). HM1.00 (0.84-1.24) vs 2.46 (1.51-
3.37) ml/mmHg/m* (P=0.001) &EMOMIMEF ¥ /3> % ¥ ZIHBIAET LTz, [HERE] o
M OMIMEEREREE 2 5003 2BV Tid. F ol YT ES- % £ 5 BN I E 2 501 5
bo FD72, LA T — T IOVRAS LUK MR ARAS % G L 7248 5 o Wi SRS 2T 5o

66



010-3

010-4

— S SEPR AR I B D i i AT b 572 R 7 L7z 2 Bl o0k
Ok b Zeit? g JARY, il BAIED. B 30V, W RYL ONR IESC bl B
D) SRR NLIRRAE, 2) BRGERREE ORISR

—MEAE SR (BrS) ([CFEMOMIMERST (Rp) EAZ &L 2012 L -0 THRET %,

[5EB1 1] 67452 Shone complex, FHfEIS I %  FlBghCTH o720 27 ADO CT TLEBr &4
Mgk (RPA) & EATE F4r KBk (AAo DAo) ORIk Eh, Br 254/ (R/L) =3.7/
1.1mm & LBrS #0722 gHERIE 22 Lo PARIE R L=3.44.4mm & R <L 7Z o572 IfifE
ER:L=70:30& MEBERICHIKLTHY, FHMEINRE (mPAp) (R/L) =1318mmHg. Rp (R
L) =1.5/6.5wu & LRp 2 Ed o720 AMEMUEICH LT ¥ 574 VERIBLEBBIEL L. 6%
B3 Br %13 RL=6.33.8mm & 23T T 5 bIRAFEIT R 1 L=56 1 44&7#13% L, PA#%IZ
R/L=2.49.3mm., IfifH&IZ R :L=39:61&HIZR <L TMFFEIHIGEL Tz mPAp (R/L)
=1018mmHg. Rp (R/L) =0.63.6wu & LRpIZME T L7720, #5574 VKT E L7
[EBI 2] 45508 IAA fiifh. AS & reCoA 25#47 L. 1% T Konno F4li (ATS18mm) & Arch
repair % fif7. 4 o CT TLBr & RPA 12 AAo & DAo DI E N, BrEZ2 R L=6.41.5mm
& LBrS ##8®, WEEERIE o A EIZ R : L=71: 29 T T, PAIZ R L=3.5"
9.3mm £ R<L T, MKEFIFR:L=63:32LMEEICMHKLTHY, mPAp (R/L) =11/
16mmHg. Rp (R/L) =1.5/8.3wu & LRp 2" &4 > 720 EHICH L CIEBAEMF P TH %,

[ilieg] ACERE MMM 8456 12 X % Rp EAAVRB S N7z25, i EIRERLREORELBHETEX L
Vo SRFAMOIEFROBRILENS,

CMRI 234 HI T3 - 725558 P il B g Pk il =5 i = o> 1 451

Oy FAg"y & JRY, RIK B, BHEP 3, e ok B, R SRRV I A
HHOBEFY, SR . i gy

1) KBV R EEREYE v & — NRIEBRE - ASEIRNE

[F5] R IRYER S E  (IPAH) (WM& R O AT E» O HEED ) €57 v 72 gL 35
FNRBEEA T, HIEHTIE PAH OHEITITEVA LA L E2 S LTPBRARTH 5. 20224: 9 ESC ERS
OFRWET B ZWHEY 2 7 BRI BT, WOk MRI #4ETld RVEF, SVI. RVESVI @ 33HH 254
FNTn5, Al O MRIREDSERETTSHLEICHR TH - 72 1 Bl 53 5.

GEBI] 14 E A, 12K X 0 BB RO 2 HRE L, JMER D ET X)o7z HHE
OEFHEHCTHAE SN, IPAHOBWE 20, EEHRE RNt v ¥ Y oRNRSHIBE Sz, DkEiic
HBE L TOW 2SR o dp 2 B Tz, #lh, Ol T — T VBRI RIEIT 72 5 720 1423k
Ho FRATHEMX BRI L 2 VEEZZ L2 2 A, IREE, FEBEEH Y, LTa—CHEDS
DRER, TS IUTEAT R Z 38D, YEBATETH 72 L LZZHENZEM, 30 ORES ) fia
WEINBEEAR L, L a—THZE, GEOFEWLRILK. super systemic PH. moderateTR
(TRPG 88mmHg). TAPSE 17.6mm. RV FAC 8.3%. L= W @I A= M2, BNP 3519.7pg.”
ml, NT-proBNP i33,934pg/ml & WliTH - 720 FWOLIES 7 — 7 VAR IE PH 7 ) —BEO A PHE
Bl EEITWREMEAE WO, L MRI 2 1T L7z, & %X, RVEDVI 108.61ml ~ m*.
LVEDVI 59.72ml m*. RVESVI 84.45ml m® SVI 34.97ml m’ RVEF 21.93%. RAEF 35.67%.
RVGCS —-5.9%. RVGLS —11.1% Tdh»7z. FHRILEHNTFOE) A7 L&z, BEXS. FURSE, <
VT U AIMA. TRTURAT ) — VERHEA % BlG. O 0T I — Tl L T R ASSGEE T T
LOEMERL. LA T — T WVIREZ §ifT. BAES 757 4 VEBINL 3HGHHREEIT-> T 5,
(%] NEPAH O H 7 —F VIRAEADSIHESRIZIZI0.7% L ME SN TB Y, ARTIEH 7 — 7 IVIRfE
R B CIERBIBE O H E LT VO THICERE 2 %3 5. Ok MRI T, JEHE. fEkoEHIC
Mz, AV A UMiE EREE L OEIRIEIN TV 5D,

[#555] FSRED S OFGAAE < LM E M0 B3 AR BV CTHE, A 280 L 72w OiE MRI R
FAT R EDOPBRE O EIEE S FIAH TH - 720
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O/NFE FIEEY, /NEF Y. R Zsoel | e HECY. 2P Y, Bk R, i R,
Wl Y, EE EmY, W EpkY. B Y

D ASINRALC &S L > 7 —  JEBRGNE

Bl R IREM B OO EES CIIBIEN E 2 0155, HE. I N VHEBE AR E T
BEEATIA SN Do T ZZB1 4 Bl % RBR L. AR OAMMEZBRE L7,

iEfl) % >~ ke, DORV. PA. Hi#h3 TBT ¥+ » b+ & #47 L PODAICFL UM 2 %64, MCT 3
V27, PSL 23RN T PODGICAAI B4, PODI0L ) K25 A L F L — U HREICE - 72, BEHEE I
WA B2 ARH 2w L7z STARLOWEHE L. MCT I V7~ DB 23k L7z, KA % FREA
L7 <R L7720 17 2 20 C Rastelli #f 2 jifTo POD14ICFHL M % FE5E L 72D ARHP R L7z, @
HLHS (MA. AA). IAS, 2% 1% H T {-TCPC JifT LU0z 720, PSLIZItdH ) PODA1IZEFE,
BEE3 P HBED O THEELAB., FEORFEA TS L, BEEBINE TR T 2 WK % B0 72 054F4|
DORE T L72o @ Right isomerism. CA. SV. PS. TAPVC. 2% 3 % 2 £-TCPC #4T L POD2
WA, 47 b LA F FERT PODISIZAAIBAG, POD22IZ F L — VIRFEIZE - 720 KA Z ke L
#7% Lo @ Right isomerism. CA, SV. DORV., TAPVC., Hi#s5 2 APC ERMikifT L. B HICA W
ZHJE. FH NPO & L - RFBEA L7z, #ER22E3E L POD7IC F L — Y Hids

[F%2] 3+ N BRI OBRBRICKIGDZ LVWIEFNIIH L CGEAT S 2 & TUEI IR
SNb, 720 BEHOD L WIEHITH D 512 L 2 FIEIEAIR D HIFEs b, ) VBRI
W a IZBARIEIEEI L, AFNTL D) 28R LY VRS SN A 2 L TERTLHEZ LN
b

) ¥ NEIEDZALITIE D W TR HEET M 2 AT o 7R FUBE

Ofiie B, B XEE", | MY, Ba w30 bR HIEY. RAR SERY.
I 27U wE . R A ok TR EE ED s Y, aE iz
FiA Y, e i, W R, FE R, i s

1) B S &b ke PR

[T ®iZ] MEAENMEIZ  OBAERFIEHRTEET 5200, —HMOIERITIZY ¥ BEDOZE LA
LEERRGME 28D, WAEY YN BT AT E ) VB BICELE G2 D EENE R L TE
TBY, EELREAOFHZROUESMHESIN TS, LEL, EOFVA I VT TEOREZRIRL, &0
BRI AL 5 OBV v,

GEF] 122358 E, AMOEUERBEZROIEMICH LY v F 757 4 2iTo72L 25, HKY V%%
BETHo720 LAL. WAHAITH - 72720 RAFER 2k L T 2A, BOWINCE L2, 20
ROHFY Y FTIT T4 2 fTolzb TAIIY U GRTRIEHERICZLL Tz 20720 EF F— L%
BEiTo72225, WAL

[ZEo] VU EEOKREIE, EROZIIS U TRIIATIRETH L, T2, ) v BEOHRE R
19 2 & T, WY REHROBIREITH) T LHWHETD 5,
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OB !, AH 47, ihy HAY, R 227 M0 B0 FH B, EH 80
fifr fi?

D) AR 2) LMK MR E, 3) BB LRIV B

TFR] BEOAERETIEEMM) ¥ SFREAMK T T2 2 EXMON TS, RIFFETIE. AERTE
TR 2 DS KM O B E 2 BT 2 KRS BRI OBHE L ZORREABZH L 2ICT L2 L2 HI
E L7

[J5:] 1995-20194F 12 Y Be TH = i IS FF @M 2 1 AE O H 7 — T VR Z i L - B E 24 & L
7zo MFR Y VoSERELE MATEYEESRAE (hOERIRE (CVP). AR R OEEIRME. F39 8 Ik &

(mPAP). Fiifi4F Pt (Rp). #RIRII K OBy IR MBS B (SvO2. Sp02). /i% J O SEILHRA M
B - BRI OB Z 7z, T2 Y o8ERE2500 ul BLEOIER (N) BEEZNUTOET (L)
B O T T4l 82 % Kaplan-Meier # CHE L 72,

(53] 8661 (9 H2cl436)) THENZ1.920.9%TH V. WRHERIE 7 7 0 —PUBEESSHE, WK IMmE A
SRIGESLIH]. BRSO R EELSR, T 7B TH -7z VU ¥ 288k ¥ Sv02. SpO2&
IEOHBE %D (p=0.0042, p=0.0112). mPAP., Rp * DM Z D72 (p=0.0006. p=0.0211),
—J T, CVPRAEDIERLHMICHE T 2L GBHE L T o7z. N#E (6561) KOLEE (2141)
DTSRI 545 T92%. 62%. 104 T83%. 46% TH V. LEETHEIME2 -7 (p<0.0001).

[£%:] At EMN RO R ¥ NERBEOK TR, EHHE~NOBEFHNT Y AORR, 77
J =X EMiEIMEICREE L Tz SR L OIS COMEBRAEL TR E LB IEIIENY & /BRI
LER UMD Do Z L TRMINY) ¥ SERBOBA I, S0 X ) AR R GBRENRE % 3 % 258
ZACHTFMAAZE FUTE L, JE LA T HE % BRRIEEE CH 5 W REED D 5 .
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