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Abbreviations

ACC American College of Cardiology
ACE angiotensin converting enzyme
AHA American Heart Association

ARB angiotensin receptor blocker

ATP adenosine triphosphate

cAMP cyclic adenosine monophosphate
cGMP cyclic guanosine monophosphate
CRT cardiac resynchronization therapy
DCM dilated cardiomyopathy

DHF diastolic heart failure

EBM evidence-based medicine

ET endothelin

GFR glomerular filtration rate

HCM hypertrophic cardiomyopathy
ISHLT International Society for Heart and

Lung Transplantation

MAPCA major aortopulmonary collateral arteries
NO nitric oxide
NYHA New York Heart Association
PCPS percutaneous cardiopulmonary support
PDE phosphodiesterase
QOL quality of life
RAA renin-angiotensin-aldosterone
RCM restrictive cardiomyopathy
RCT randomized control trial
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A-1 FiREIRERFE
(REETRE]
IBNIRPHERAR LR D= ks CRURE IR A SR

BANRRRBRFERME $£31% Supplement 2

IENIRPHER & 72 1w A 2 01 5 FRLOIRER
7 7 a—PURGE, HOE, ZRFMHE, KER
N7, WK A kel
PRERIMBIIRPHSHZ £ 5 T 7 A XA %

DD S EIRANO A - BABRE, H5H0iE
FEOLOARIC K 2MBEFIC X O iR 2R T
TRVIRIETH S, AIEERADMFITHERF S MDD L
BUIEEEOF 7 /—Y %29 5. BIREZT LA
MEEOHR 2 B 7O AR TS5 >V E, WHIOF;
B EZBIAT %, VRTORZ ISV VE, TH
320, ToEBIRE OREMESNEWEEIE TS
OARG52YYE-CD Zik# %, MTFEKT, T
Wiz & ORIWERNICHES 5. BIIRE OBIfFEIC & b i
EIIMROREEIC RS C L EHVITENMVETH 5.
TUARYT TV E K BIIRE BfEHER %, &
PR D IR F RN I )i U TV RHA . (Blalock-Taussig
FAS TR L) H2D2WVIDIEA 7 —T Vias GREM
ARBIAR AT KA 72 &) 12 & 0 BIRE IS X 5 W BlifEER
O 2 Higd. BREKSEHIRENMEZ LT DT
WHARTHZN, EIEOKBRMAEDL S IIBES
595, WINOLEEEDMCH MR & MK
%.

A-2 =g
(REEER]
i i 72 £ 5 TR Rl OB

DEHRRIE, ERBEERRRE, HOE, =R

FPRSH, seRKImEEAn, mAmEASER, ik

EHIME, MREIRERE, KEIRAERES

O F T2 IR I AL A 0 72 8 i L 37 & AV i g
%, H A R~ FUIRI R O M BT O M ISRy
ARl g Loz E 729, B L 7z ffifiiiic &
BISEIRZ 29 %708, Wi ST R EGYE & 7ok
ENBIEHIE A DN, FEIREFHIHIFRIIC & 0 il
MOSEFEZKD. IV—THRE (TakeIR) LAY
U LMREFEDH B AT ) 57 v EDHFRMNZ .

V7 iR E 72 BEICHIR S % T L IR E
R S 2 RGeS 2 AREME D B 5. RRCHRECIHFLICEY
LT “MATEWIT RV IRREE TR A "R ALY
YT B B 12 DA IMFLHIRITAETH S, &
MGOAEORER ¥ TlAEN T 25005 %.
SRVUODA R TIEIRDUGE U WIS RIS RHE %
GO, BRI & &) 28U, #eh
ICHEMERRICAHRR T 5. PiliZaifgic, mifEe U
TERE MO TARRESRARHHEL IR & 0 fifif
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MEOHIEZITS T ENH %,

A-3  fRMREARE RFE

(REEIRE]

AR B RAAS

RENIRAAE & T2 RBIIR S BT 2 1 5 Nl Okt
DEHRERIEAE, HUO%E, —IOFRHE, seeRimeE
Fohn, WK E A=

FE T B &R

KENRS OFEAS - BEWHIC X D KGR BIIRE 1K TE
I 2INAET, EmERICEIREMGEDRATD .
BWIHRIZEDNC T AR TS5 VYV R, BRI RS
(A-1ICHEC %) U CHIRE OMER 21X 5.

FIRE OEIIN B 2 WITMERBG1C X 2 T X
D, RBERORAMEWRAEEZET S LHHD
(ductal shock).

iR AT OfRREZ fFFE L9 <, A-21CHEL
T ORNEEHRENTITTZ T EHEWV. TaA2TI v
TV E, K K AEIIRE B EMERR, SRR E CREIR
SR &) I XK D IREEROMN E HIES. Witk
I H PRI HRE T B
A-4 ZEADDEMEREICES
(RE&5E]
=P, MEIRPHBEIEER O E bR B hEh ik
FASD, (EIEPRASH, oM BOEERE, e RInE
Hefr, WORME G =Sk 0 —5)

[EIARPASGRE WO b GG EIIRPASD, =
HFPEREH, FEIEFRPHEE, o OfMETE BUEMRAE Tl O
B L CE IR OD.OFE LNV TOSGENRATH
%. Ao, mokERE O UNisH kO i h»
LB~ RZ &Y. £z, e RmEE»>Z NI
FALLL 7oA T3RE 7% A9 % i KIS A3 Skt in ¢l A
IR DOEEZALITOE LNV T OGBS NETH . L
72> T, DE RGBT I3 TR AE GO R
DB ETH%.

A-5  FhERERIODERIEE
(RERE]
FeMfiEIRETR S, — OB

faS IR D E e RoTa—Iic L 5%
WD R IRBTH B, ERIMIEEROMEN I RO E
I HET TS 5. Wi 130 I
RIS L, SARTFZ2Tr 5. Tl TIREFIREEIC X
2 M ORI D, BT S U THEE AL
MERE TS . IR 2R 2 n[REMED D

D, EEMEHLZ.

A-6 BEFAAPEICLZELWMEEL
(RERE]
HIERBIRAIAS,  EEEMEh RSP

E LWIRPAED T HIKIMR B B W IR O mi /74
HDE LUK R L TWVAHEEET, BIIRE B 2 a0
B 3350055, ZWikldE0MTHMMEERICH
U, HhT—TIViBEEd % VISR TN X % KBk
7/ MR RN 21T 5 . EAEREIC IS U CTRIIREE -
AT AT IUEE, NTEEEZTS . HEEKER
FRPEAR N 2 M LR G EBRETRIK 0 5
DN ZEIL T 27208 TH 5.

A-7 Zofth: FrEREBEEMEILE

FAEVUREE, RRMEes EWERE, BRI~V =7 7% L
RN &2 %. ERMmEETID & <, BIRERER
DAEMREZET 5. FERREBICNT 21HEOM, A
TREER, BEEKRE, 7Y R—YAWIEZITS.
MEHER & LT NO H AW AR E, VIVTFF T+«
W, RErxy, TRITAT ) — VGO R)
BIHRE S N TS, HRABNC TSN RN T %
HMAT 5.

B. FL%REALURICRIET 2042 BERAZ

B-1 BhfniREIEnn

(REEER]
DEWRERIE, EEHERIE BIIRERRT, OFE
K8

DGRBS A2 ICHEC TS 2T S .
il & O PERER 72 29 % Gt I3 MR IR 2 4%
59%. Y% RBOOIEIT OV TIAEIED
—ETHEY. FES I F MBI T 5.

B-2 {EE&ZIMIE

(RERE]

7 7 a—VUREE, IR A S D=, =
SFRPAEH, RIETRNL, wRIME A =G

FENIRAR NERPeAS 72455 2 .00 T TR S D FAE
PRSI X O I EERIE L ZNIckhi BRI~ 2%
BB ehHB. BIMITIEREmYICEFIZRES T
%, HEBFERIEOTHHICR— BRI (Tars )
o—)b, VAo —)L) OARMPHVENS. K
(R MR AR IR 2 & 0, %S, BT
RO FEZTTS . EIRN G ATEE T b AU~
7Y R=Y AMEZITS . BEMELNENGEEIET
07/ a—)VEREWNEI THh BT ENH 5. T
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Z /0 —)U AR OERICHE LGNS 5 578 ED
0 FHES S, MENRERE LTOT =L TV Y
RN G AR TH 5.

APIERHI BN TN 2175 728, Wik F I
ISR AR T 5.
B-3 #H¥ii
(RERE]
RENREASAA 2, (PRS2, ShlE =2

ACE BHESE, ARBMWMEA S NS, EiodkE%zH
INCHRE R T 2 &b b, YdF v, b
HOBEMEIC BT E TV Ry, WS REER
JEIRZ 2 ERWIEETE, ODEANERZ RO G E
I DI HPIREBIC AR T 5.

B-4 FARE
(R&E]
MBIRA PSS, KEIRFPIAE

R~ P E O FPEREIRST 72 (X RBIRS P PEA I
DAL L EIRNT EWE SRYRBIEOTEISH T,
ACE FH#387% 13 U &3 % S iR T B RE 7%
HEEEZBZNDD O HMNNEZEEN TS, H
SHED T EMMRICB W T T —TIViREH 50
WEARTFRIC K 2 KBRS FBIAR P IE BN 2175 .
B-5 DEDEE
(RZEE]

PEARELOTNE, AAHLOAE, HEALOIE, D%

PEIRTLOVIAE TR & [AERIC ACE [HE5E, ARB,
AN— 2RO HIC X 5 DL Z1TS . BEIED
AEDLERATEDARZOIBBICHED, HEITHICDWL
TUIFHEBIN OO0, Ol FEAEZ % 9 X < ME &4
#T B, PASEMENRALOHE YL S 0D & 2 JEFH%E
PEAEATLOEE IS0 U T R — 2w, AL L
PR (RS33)0, DWVF7EL) ZEHTS. JE
FAZEPEAE R RLOVIIAELS Rt U TR B ILRE NS & 7x
57x\ iz, ACEHEIE, ARBO G EIN 5. U
BERER TS PEsRAR AL RHLOIE D A& & ACE FH#
K, ARB WL & 755,

AIEIRIC K BGRIED Y A7 (RIGIE, St DBEA:
28 BEWEEICIET 2 A4 X0 AR GORGAR AR
MBS ZE R8T 5. HARALLAE I MmO g:E =2 H
& UTHIBREMER SN D, iRk E F kO
AR EFERNE TV GLEEEREREEOHES). Dl
RIEAMOAREDOIREICHETC 20, BHERLHRAMEAR
BEIR TR L OBTABNIEER 28 A % T & CllfED

BANRRRBRFERME $£31% Supplement 2

HRFTE22enH5. BEREIOY ZHCHLT
—HER—Z A= =N THB. RIEICH LTI
ATHA KRRy r7aT ) UM ENS WD
ZWNREAHTH 5. BHOHRICEONTIE LR
il (ACE FHESE, ARB, N—ZGHWEK) #EET
%. TR E U T2 EICEE LN bR
BCDHT2B.

DAREREE

—_ -

1. A7333Y

ATATIVIET LY UZRERERHEELT,
Fli 2 OGN 278819 % (Table 2). IEHDARICTT
169 % BZERDKER TP ZEARTH O, OFUIE
J1D¥R (positive inotropic effect), ViR D
i (lusitropic effect), OHELDIEAN (chronotropic
effect), HHURELEE DN (dromotropic effect) F
AZERET 5. ARLTEPLLZAEKOX YV L Fa
L— 3 K DI al A ZEKOREIN K E
7%, —7, WEOIIJEMRE AN - 8 O
JAICK DT EXETH S, METFEHICHBNTLRAE
RRNBITIEIRER Z /R U, ol SZARHI0E IEF
Y SY T IR

AT AT IVRGE, EROXS By ComitE
ZEMMU, WEZ EF5 %, 20—/ OO
EREB XU CHTAMERMEE 20T, NEIR,
DRI, OFEEZER T 5 RN D 5. =R T
%A UEET B HHN TR IRV TOF O HIE AR/ NE
I &8, AIREAIR D BD SO REEREZ G %
CENHETHS.

SR ME IR U7e ., SR i I E I
K O HRROBIE 2 & T2 AIREMEN D 5 T L B R UHER
BREDRETH BT NS, AMRERIR D KV IME H
ZWVEHDEIRV— F 2V, AT —T)VSE AN EY)
BAEICH 2 e 2R LT ETREZIET 5T &
ANEEESIUIN

PUNIC &SN ORH 72 Gl L 7Dy, Z D7 R 53
HDZNZTNDZRRNDOBRMEMAF L TS, F
ToIRREIC K D RhRN RS, BEOAREOZAMEET
ERZHRIERD RV LF 2 L— 3 &R A
DAT AT IV OREZERE L TRAZEIRY 2008
W2 W, HHROFAZZIR LY, ERIES
AT BHEANTH D, JREREREZ G L 720 5 A D
B LUREGRZRET 2. NRICBO TIIEERS)
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Table 2 7 FL 7+ VREGOEEEREIERT A

EIEER

2EK

B

it ] TEBEE U
TRE : MB. %, KE. I E == TSI
al  |sEE. FE EOS 05 JI=ZLIU> FSUIY
EN0)
TR BE i REHYSTS
JUF>F>
L BHZHEA (B » al) JIIRSEY
DEFIEA
IERAR 53 T /FIRHED
PR POREY ST
TR 25
B GERIRAE) PS4, Na* FBIRIR
a2 TR E(CHD JIVIERTU s |[97> 072> E[=T=%
SFIRAECEBR oo=>> EXRSFY>
)R HEEE AAFIL/IIVIERTUS  SOAIL>
[z ReZUPZ o] rSRVUS JIIRSEY
PR BERRSI RN FS5T PRSI )
METEL IR O7FRLIL
1 L= 5l AFSAFIUS
08 B HEZIER SVTOFL =)L JOo75/0-)L
B1 lez- 220z JLFFO-IL
DEFIEA
BemtEs: [ELuE KRI&=> 7F/0-)L
I3 L= 53 evzoo-iL
A ~JOO-)L
TR REX. 7o B e HILTHE-IL ERERLENTRE
B2 & mE. RS UsFO-iL
7ILIFO-)L
BIER TS, TR FILTZU> ThFHE
lid JUD—S R, MRE |1V TOFL - Jors/0-)L
[z RSz UM 0
VIR FE5—U5

REDJIHRIC stress-velocity relationship i D 5 F 1
MR EN TS 920,

O ZEY

R RIVEAMATATIVRTHD, M
FARISVER & 8IS D2 ARIER 2GS 5. Bl
SRR, RO 2 e, 15
MAIHER %5009 5. 5ug/kg/ LU RCIE, B2 2%
ot A U TR AR 2 5 2 10, I
32N ZNOZARINO ATV A kD EEEE
TH5. BWEHE UTHIR - REIRME U S C &b
D, BEROBENRE LS LNBS. T
O L5 - B FHRDENG T LHB .

2) FNzv
RRIVIEFHRRMEA TSIV THD, FRIUZ
K, PRAK, aZARRFIEFHZHES 5. KHE
Gug/kg/ZLUF) TlE, RISV ¥ F T R%ZAK
(DAL ZAEM) 2ZREL T, BElRILREHIC K 25%
BRUAIE G S OHN & B PR E O BRI L O FJR
RERT. HHE G~10ug/kg/s) T, p12ZHE
ARV & SEMRE ARG D /)L 7 R L1 Uk
HHEIMC &0, BEZIEM, OmBEEm, ol 25
AR X 5 MENGEFHZ & 759, SHE (10~
20ug/kg/77) Tldal ZEARREIERIMNEAL L KD,
MERTIN EFT 5. Z D7 DRLHEEEIER Tl

HEMEIMLIC <7Z&5. MilERGE LA 5.

3) JIw7ZrLru>r

JIWVT RLFIUVEHRMAT AT IV THY, &
JEARE TR ARHELRIB B EIC BV T RS2 U B AR
ENB. PLZBRFREIERIC K O G ER LB
MEARHEM 279, M, FicEiumEicB v
N— 2 ZRERER & D al 2R e <
SN M FEH 2 S B iEz FREEs. 77
T4 oF—2awy - BUEMES 3 v 7758, DI
MR ORTZ TN 2 DV FRR DV A D R FE A & i
IS TH 5. Fikisiiie LT 0.05~1.0ug/kg//7 I TH
W5, EEOIMBEIAIC KD, OFBESNEE &2 8N
T, BlEZE U LT 2NEREZ DS 2D
T, HFENRETHS.

4) 7rLFUY

JIVT RLFU v ek, NEEDOHTa5 IV T
B27 RLFU L, P1ZERITIER L B
TORFHEERERICE D Dz EmEEs L L d
I, BAtEZERIC & O OIGE ) 288 5. mE
WU CIE, oZAARRIIC K 2 S I & B2 Ak
HIRRIC K B IMEPERDIND > A TR B B 1EH
BEETETHS. KE, WIEME TEIMRIET, &
RIS 5. IS IS %, (IR
BT, Fifimii e LT 0.05~1.0ug/kg/53 1 TH
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W5, MEIERFOIREICEHVWENS.

5) «v7arL/—ib

IEEIRIC AR Z RIS 57, oA D
R, DATOUAE R, ORI AR <
FRHCIERIAE Z IR E 5. 2AEFHIC KRB X
PEREH & 789 5. AMRIRCEZET 0y 71k %
OBERESEH, M7 fF 5 ORRERR H AR T,
0.01~1.0ug/kg/77 THW 5.

2. RAKRVIATS—E-NEEE

PDE-II (& 0o i, 18 -y h, /AR, 6
Wi L, MBEN cAMP % 70 i3 % i & % & .
cAMP 3773 F I VIMER T 2% AEkO I v
RAwt Yy —TdH%. PDE-MIFHEHEHK I NS D
FRRIC BV THIFEN cAMP 2372 d LU, O CF
PEZNVER, i i m ISt g 2 &3 %
(Fig. 3). DB LIIMRIEEZ L R0z ©
DWW, BRREKENE RN LD SRAZAED R Y
L¥alb—ya ic X5z Etic v, Kigimne
MEDOEREMATEETH D, FOHERERRIC X B0
HURRE, 2UEMIKIE, /1735 2 U ARISHNSESH H
%. EIPRREENEHRNT LS BN R 5
DODAEHEOKIIH B R 234 TH 5. 1
PEERVER Y 2 T2 D IVE NI/K DY 8 % 855 5 AR L - R
DODEW.Y 3y 7 TOREICETEEZET S, B
Wy, HEAIIVTY ) IMERRTRETH D, /R

Ca2+ R—EEE

Fig. 3 PDE-NIFEERDIERERE
BEREKRBICEV T TZIVY IS —EHRATPH S
cAMP £E4£T 3. TDcAMP 2529 3D H PDE-III
T&H%H PDE-NIFEEZE PDE-Il DER % ME LR
cAMP Z S EEICH#IZTS. AMP, 77/ Vv—U VEE;
ATP, 77/ V=VUVEE; cAMP, BR7 T/ v—V
VEE: Gi, D5 G EAE ; Gs, RIS GERAE . PKA,
7arA4vFF—HEA; PL, KRKSV/I\> ; TnC, bOK
Z—>C.

BANRRRBRFERME $£31% Supplement 2

BHOMEICH L TIE VY v OaRE, 2R RE
ENTWVE P, FWER & UTIMFET, SEIRMERE
MRICHET 5.

3. ¥OOE

BEOROIRICIT 2 ) A8, PDE-MIHEH
T LESZ VRS, B A RRIEEE, FSx Y
Tu Ry IhH0, FFRERG TERNUEE Lgn
ARG, hT 3T X URHREHED S OB, E5IC
AN—ZGERERE A OISO N TS, ST LET
BUCENMRF T E 2 HHNITIE AL, |G HINZIAREC
THTENEETHS.

ORPEZDFE -

VF LY ZIRFHAIINER, SRR, 8
SUEBEIIERZ G 5.

VFZY ZADORFZESIERIE Na™ /KT ATPase %33
RICES 2 TcAHELS. ERUMEA Na©
IC& D Nat/Ca? SRR 2t LTz Ca2 T DA H LA
KRL, #5RANCHIIEN Ca? BN LR LIBIHZE )
TEFZ T 5. SR RIHIE G EZ A e 2T L
TH 2B WVIFERBIN B ZMHT 5 L ST
%. TEEEHPENC ISR T3 K U ki
K REFIC K 0O « SR HEHREZ K R X Bk
EIRAEHEEENZ LR XE%. CORE, G301
JSHAMEE U RS EME T 5.

PERIZREL RO E U COAREIRRIC K E R 1RE%
D TWEh, BROLDAREIBERICBNTUEZ ORE
B TH 3. 2IEOABICBE L TRYINHKO X WA
TATIVMEREINS T 2. 1B ORI
L Cld RADIENCE it cld ¥ d& > kst (75
Y RED) TOREES X CHEB AR R AW
TNTWV3 Y. DIGHBIC K NUSHRIECIZE D B
Mo Tehd, DREHEEC X B AR « SECIEA LT
%W, Wb PREWET S TIEAVD, QOL Zik
ETDHTHS. 7272 L DIG a0 H 7 itk Tl
HIEIE 1.2ng/mL DL LT 7' TR BER DIECHRD
<, BERICITHENLET 0.5~1.0ng/mL A HESE
INTVS. ARSI DRI U T AR ik
HEsLAHMEE: T ENHD, HERLEZWL D,
AIWER & UTIEEEORIR, M OEISE =
BhEE7Tay 7, DESEIER E O ERE 295
TehH B, HEL - EHR E O LEHERD R AR
W YF 2 ) AREEIROAGENENH O EESLETH
. AWRTVa—)b, 7IAXariplidydFr v
DI sE FREES T EHB D OHHFHTIZEED
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RETH S, FIREE OHFH T Y ¥ LE X
ZYVF 2 AR DY, FEEVEZZY
THRETH%.

Class I

KB T OARIERZ A9 2 KB AT 2V F
21) ZOAF .

ClassIl

IHEROLEBARRITHT 5T F 21U XD,
THRHEAR S « BREEREOD 3 BHICHTEIF X
U ZADfEH.

2) EERVEY
PDE-MHEEMZA L, OB TIE CAMP 53
I % T & THEEIERZRIET S, — 5
RIS 380 T M S 72 st & B i hkik
TERZEET. £y MRS TEH 0,
D OIEHIETEATH S bR C D Ca* i
ERAY R S (g = B Rl N U O et <Y i B

PICO 7% 20 TIRFEC R %2 I EBfif A AE 2 L
#L, EPOCH % Y TROLMIE ANy h 2B LA
WOEETOS. AN OABIERICHF S LTV
BIGAICIE, QOLED ML H.OERERWE S Y
WIREOVERMHT ST LAY hRHEHNE L
Nz, BIERHICAERDY S 5. FAZEMEIRKELOH
JiE « BEAAERE EDBRENDRGIIRZTH 5.

Class I
EERH R T OARRIERZ T 5 LEZAEICHT 5 EE
NUR VDO,

3) F/NZY

Bl ZAREIRFEETH O, BREEIEHZE
5. B ZBERNOIEMIEAY TaTL /—)ic
U<, MEAEARIER, BatiZeme B & 550, ik
EHELIZ V. BITERICII A EIRD D 5. FAZENENT
KELUHAE « B AEIRS & DBENOR G
Ths.

4) FAIWNZY

R YOATaA—INRBIUCT I /BEZREL
TALEREE R DRI VOROT O RS v 7 TH
D, RIS UREMKD, BXOOHMEE, ZAKEE
Mbx, BUHEEIERNERET . h7a53I00
B IR B9 C R R D DB S 2 5 5 EIT W
%. BWECARIRD D S, PHZEMEARKELOHERE

IO BENDRGIERTH 5.

4, TUoIFTVIVVERBREER TIATY
2 UBREERE

ACE R HighZ i Erhic b O A zaryar7—+¢
D—FETHY, IRTFIINHVRFIRTFR—
ELTOEZFD. cofxickyd, 7oI4TV
OV LIPSO N T VAT Y TICEHRE
Nz, 709570y N7 09Ty 1M
AR EAED U TIE G, QR OEL, 77
VR R 71 D iR R U OB BV TiE
DA ARARE L 22 5. ACE BHESRIZ ACE
IHPEALODIC & DHigh & Rk S % T & T ACE
PWERREL, 7oA T IOTITRTITY
I \OZEHEHET S & T EREREIHT .
ACE BHERIIZ T S5V F =V DR, itz & H#
T8, 7739F =02 NLENOEERT VR
U HNC K B B, WA REFHz A
. DBV TRY BT Y FHH E LT b,
HHEE ACE & OFFIMEAEETH S, ARBIZT > UF
TV MRRKREREST S TT I TV
N OERZHIT 5. ACE FHEESES ARB (39
NEAIFMREROMHR.0H Y €7V > T HIEIWER %2
H9 % e TRELARICHR RIS EMEDT 5N
TW5. —Ff, 7>I4 57>k ACE LSO
# (FY—ERE) KXo TEEREINS 8 ACE
HEHDOBTIET VT4 Ty v TIRERICIIAES
NENT &%, RAA Rz BT 2 & thoiEE
KOOI RATa v ERENs T E (PIVRATO
Ve TLA 7 AIV—HI%) M5 TWVWaS. Ll
ML T 2N T 5 DHRE5T,
ARB 7" ACE [ Z 2 252 H LT &b
ACE FHFEHKICIZ ORISR LT RAA ROHIHILIS D
RN H D T EMHERENT VS,

ACE [HE R DEMOAEICET 2 A D E 72 A
R R ER & L CTld, CONSENSUS #kBRIC & % HiiE
DARRITHT BIECHIFRIE 2, SOLVD jAiRER
V-HeFT ffB&IC & 2 B~ S OIS 20048
HETTHIEIEN S 2> 3, SOLVD-F Rzt B <> SAVE 2t
IC &K B OARBIEIRE D R0 L EHEEE FICRd 2.0
REFIERFECOMEF R ENDH S 2. 2hb
DOFEFIE ACE FHFESEN XM O~ 2O FIC B b
% RAA RZAEMHIHIL TWB T EZRLTNS S
DEEbNDG. RERICHET ZMETIE, ATLAS &
BRICKZHED I NTBY, DARERICH LT
U2/ ) )VE RO MK EREK © FRUGER
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RO HoleMEETNTWVE P, LEL, EERIC

HEZITRL, AREICHEN T NUE ACE S

FHBIANEEMEHR T EMmTRUGEIIGFTE

5L LTW3. E5IC ACE HESIS.OMEHEN D

5T, AL UTHAR - AN E R0

HEZHEINE Y5 &V MERREEE UTOERH &5

V3P ARB DDA B % kA O KB R AR

Tl& CHARM iRERIC BN TH Y THIVZ v OH M

MWRENTWVS.

INROIEHELAREIC BV T E R AFRKEIC RAA R
WOHIYETY ¥ T ORIFICHEL b > THD ¥,
ACE PS> ARBIC X % RAA ZOMNIIEE &
Z6N%. ULh Ukh S KHRE R <, /N
TOARZG | &k 9 FElNAE TD ACE [HEEDE
BHSIc & EF S, ARBICDWTO/NRLARRITH
T BAMIEDME XD, B & FEEIC ACE FHE
HICEAED R VBRI BRI NEZNERKAITH 5.
(D IERBELOHHEICRE T N 2002 TIE/NRIC

BUWTE ACE PHHEHKIC X b DAREIEIR D #
RDERED 2 RD TGN 5 2,

Q) DEHRKIBICRE I NG A RS ERERIC X
BIEERAEITH LT ACE PRI (R E B AN,
DARSIEROWEZ DTS 3.

(3)  KREARFPHEAA S, HIEPHABMARICRERE
N5 EBERBAMZES NLOLARICBNT
ACE FHEFISIEIROUE B X O B LA IR
OfiNEFRSTEY, A Bbhz 240,

(@) 7 7 1 —PUBE I % 5 B HA D il 8 A 7 PR 85 1
2, ZRAMBEARICE S HEARREAMDLT
ACE BHEIIC K 0 il O BEHERE D 5 2 38 7o i
%:7'3“‘35% 41,42)_

ACE BHE S ARB O 513V EN SRR L, 1l
JERBHAEICER LA SWiHET 2. R5REZV
FEEAEMTHEEENTWVED, KAIKBELTEA
X2 < O ACE HEHREFCK TR EENTWS REIGH
ARTHEHEIN TR RICHKEL T2V, FIZRE
M7ETFH I TVIVIEHATE 10mg/ HDORGRTH
2 MWK Tid SOLVD Ja#tad Bk o H I & 20 mg/H,
CONSENSUS it 0 HiZ & 20mg/H, A& 40 mg/
HZZ#EI1C 20mg/HMERE N TV 5. /NEICEN
TRENMETIEEMTICEUKRINTED, Ek
1 A Eo/NRIC 0.08 mg/kg 72 1 H 1 [mI#S, 4Fim
FERIC &K 0 EEER LA RZBA RN L ko
TWa. —J7KE T 0.08~0.58mg/kg 2 1 H 1 [A]
#BE, RAHRAOMg ERESNTVS. LAEIC
B L CEWERICHE LU ATREZBR O Hm T 5 HA 71k
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DWRFJBICDIEND EEZDBNS. ACE HFHKDOHIE
SRz, &) T LiiE, WHEY, HiFlRKLVEY
YV WERERE S B WD 5. HEEEEET S
TeDHIRFPORAIGHEZTH 5.

Class I

DARRAT—Y B, C THERDTZWIICHT % ACE [H
EHIRAFH.

ClassII

DAREAT—Y B, C THHLZEDIIIH L TIE ACE
BHES DI —F IO S NE0D, FREFE - O
EREA2ZEHT 5 5B MHZERT 5.
HOZOWHARIC KB 0252 HT 5T RAA R
WA & #E 2 5N % H ACE [HEREMNMEN T /&
WIICHF % ARB Offiff.

5. N—4EHE

ARCEN T X T RIEMREROTE AL - 1B T
2073700 R TRIERENIZCES. Thik
SPEOARICBI B IMTEDOHEFFICIZERTHS. L
LEMNDHTIATIY, BT/ IVZERT Y VD 5
WD OfRMEL, 7R b= AOMEHE, REIME DOUL
i, KBXTF MUY LI AL LOAEORES
RFELTLE S . N—2fldkid C OIFERZH{D T
LRHEICREENS.

AN— 2 HEWTRIE SOREREZ 7 & 9 HHITH D LA
BICBERTH > 72h, Waagstein S IFHLARRLLTIE
BFICAR—GEMEE 2 159 % T & TOREIERN N
HLUDBREDHET 2 L 2R LY. 2014,
US Carvedilol study T ALY a—)L*, CIBIS
Icikey oo —)L ¥, MERIT-HF Tl A F 7'
o—)L *® OEMEOAREIC I B TRk E R AT
ENiz. &5 COPERNICUS ikli#Tld NYHA IVE
DEFEOLAEICH U TEEMTHRUEBENRNREN
7= 49).

NROAE 161 Bl Zxt g5 LThLRYa— )Lk
5 U7 RCT HVNRTIEIRE KE IR TH S
N OWZE TIRERRIVSGE I B W TEREERED 5
NTWEVD, L LAENSZOMEE LT/NNLD
REDOLREEIDEREINTED, KigHRABROY 7 i#
WrCld” ez 72 F0EIST BRER IS L TIEERT,
CHEMO/NRILRELOAHEZ /R e Uiz, KD/
ERERARBROMERE —HT %, XS EHY
=5, NNICBWNTELELZEDIGHARICKNT %
DRI LTIRTE T Y AN TIREWVE DDA
NITHE U TR — 27 Fl W To DR E M T Db
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BT ENBV . KHEERRRIZE TR A IED
WME SN TV BATRD =FF|D S B, EHNTHRADL
AR LU THEODED SN TVEDREY Toa—
Ve ARy a—)VTchHb. AhToa—)Leey s
oa—LiEpL ERMEDE L, bR Ta—)ida, f1,
B2 ZARRIEWER & i L/ER ZF5D. chb D3
#lix ACE BHESR & Bz b, LY TV ¥ F % 1l
TEHERITHELIETY VY, HIBEZEVETY
Mg RN L, WEkowEEs s 725
FTEWSKHND 5. T ORHRIE ACE BHEIZ G
L7BRIC K DD RE N T EAHISN TS .
N— 2SRRI OERER K X255 ThH 3
e, DEMNSBIAL, W5 Y. RS
BEEMMK R % 2 e bial anizsd, EEOLET
FEABFERO ETHAT S %Y, F 70 ARO.OEHE
K FICEBZAERZ T E 750 PDE-THEFEHE O 5H
BTHB. N—2EWHEORGRICEHL TIE, &
BTLAEMTHZEVIMELDHDVAAEENDN
BREENZVANENTH S EHVNETERANT
EMEINTVS. LA LEDNSRATIEAILANY
0—)L D AHA /714 R 5 A 2 HESE R 50mg/H I L
THARTO®RG®EIE 5~20mg/HE DR IFEEINT
W3 CNRVPETEAMTHS LWV HATO
PRI P ICHEDWTREENTVE D, FHRKENE
WKOAREARE « FECRZHD T2 LV fIE T O
ETLRETH -T2, ZOBIITbNIZHANIEBY
B0 TIE—TEDWRZAR TR, M
TR U TlHREN R LI VW eV I
HEHHH Y, WHEABOHENLEE LV EEZ 5.
RKAA RT A OFEHBRICEH L IZHEIZRWEKTO
HRETHO, HARENTIEA N ao—)UIZFERE
DED, IR YO—)VE T DOEBRBEEIRE N
TWAEDEHEENS . ENTERCKEFHED
AN O—VIETHEN THo VI EL D
% %059 N— Rk & OY ACE PR30 A JIEIC
B L Tl CIBIS-II Tld~\— &l & ACE BH #3581
EBELZRMICEALTEREL, EABRGEICADD
Mz > T & O ORERHREE Tld N — W17
BTHRENEN ST ENTVE Y. LhLahs
AN— SRR OEEEZ K T TR 23K Th 5 —
77T ACE (I3 mfTEeBEThHs—mes A L
TW3. BEIELDAR TIEAN— X2 22 28 A
§ %7201, ACEPHFHERZ IS8 A UOEEEIC RN
TR ETIREE TR — 22 E AT 2285
EENBZRNETHAS. Val-HeFT 285 ¥ Tld ACE
RS, N— e 50851 ARB BN G729

3T LTI HEELLEEZIRENRE NN,

CHARM-Added®™ T3 3 #HiH TP ONEMNE

ENTWVA. SETNEERTIRIFRIEAZ TH 5 HM
AT 25531 EBREOEWEAZHHT 5. £/
IMERER IS LT DA 5T, (WA Z IS 2 554
Th 5D TIHEEMEZHFEL TV BRICZTED AT
TH5.

ClassII
DAREZAT—Y B, C THRLENEZEREDRISHT
BN\ — S EWTERAL .

6. THEAZ
HERNTNO ZHEKL, 7 VB 7 5—8D
AL Z T U TN cGMP ZHEhnE 8, @ik &
Uz Ik 5.

= ha gy ) VEEIROIEIECE D EROHEEEE
iR E v, fgEAYYVIVER, —ba by
RGBT L © RSFICHRE Y 5. #liRROB D
S.OIEANDRTER DD U, OO RN D O
DOEEEFENIDT S, FloadiRzE & ARy
Rz PhER U STz X8 % & & &I fllElin
TR B IEER T 2 Tz D BIIRO MR L, DD
MR Z T 5. Mgz 24 RELLERHE L C
T % LMtz E T, EhhEEsd 5. 8~12 MR
DRFIC K O PEZIERT S.
FHEMERLOE, i OE D FEERF I K URAME
TS, FBLOHEE EDZ2MEOAEBRICHNS
N5, NETIE ARSI RO RIC IO TR
Mt 22 2 FIC OB AWML T I TS T LS
NTWV3 . AR OFITRZ/ N T g o -
ANRL BN EPHIENTVS.

PDE-V [HES & O Gt IS HIAZN cGMP DK 7= 1R
ZHEBE ORI B REEN D 2 T &
5, (HH#STH 5.

ClassII
DEMICET 2, pis EriRERR) - BARD
I, e o inz B e Uz o .

7. ZOfDMEHRSE

(M BV T LERE

ARRSIE 72 ik L E B DR A28 Y 5 C & Tl
T2 UG5 T 5. L LD B RAICEIT % KK
BREBR Tl PR DOUGEEICIIAS T DO R o T 7 L
OVEyRT7zade e REHEETEHOIZ E

© 2015 Japanese Society of Pediatric Cardiology and Cardiac Surgery



S2.14

A ETRN IV LRI OARBHFICHAL TS
PR LBFEIBEVEEZLND Y M, AT L
FEFERIIIHUOA I & LT ACE [HEHRD R — Xl
WD X 5 I PHREEERIERO 5 NT, HETM
THRESEREEZ BN5.

—77, HCM IZHBF B33 )UIE SRR o5t
M S OIS RofiizekeE L, BRGERO
WERETZLTIENERENTVS . NRIcE
WTEEMEDIMENH M, RO A2 72 1
BMERIREDFRR LB 8 H D, REICIIESR
BET D7,

ClassI : Z71)L > LEEPIERD.OLOAREEE DI,
N T8 2)VDRERTLE B N O,

(2 FRUYLFRRTF R AILRYF R
GE{GFHEF#%Z hANP)

FVARY F R E TN T v LEE
T S EIMENRFHZERT 5. £ 72BilRbLE
PERIC & D B iliifz g & %, & 51 Na /KO
WIS & 2 RPN H 0, DR OIIH], DR
HEALHHIZH R, L =7 )V R A7 8> D& RANHIE
H7x EDDHRHEER G ELTED, DABICHBVT
TESTRIR 2 BT % . IR AL R LD
FHHEIZEIINT 20, DHBEHEmLEW . A7
a5 IR EOMLEEHHIE NG T EMNZL. LR
RICBUT B MATERESGEEIRDIE D, RADEMELR
RITB B KB RGER TIIIELT « DARIC K S
AR EBICIK RER LT EAMEEN TS Y.
BEIICER T D578, EHEX D BKHT
%.

Class : Z71)LRY F ROEBREOAEICB TS 4T
a5 2 Uk EORLEE & OFFH.

8. FIRE

9 o7k « Na B2 TH I & hh b 5 I iEER I
WRZIWDT BT eh D, EEHITLZEMESR, RAA
R, TIWVEZURNY T Ly VR ERTGEEEIK -
Na Z{RFEd % &0 5 BIERICK 5. FIRHEIEZZ D
5 S MORERZE BN G TN, DARIEFICBNT
HUDM 1% E 2 S TOW RO —DTH 5. FrcH]
TR 17— TRIREETH 2 7 at 2 Rid20
AREBEFCBO TR EEVETHS. LhrLTn
I FEIBHL FTMiTHERSGET 2 HAITH L hm
FTHERET LA TR RN EBMAHEICELT

BANRRRBRFERME $£31% Supplement 2

BHEBEDMBETH S, YA 7VA REAREOASE
BN TRV —TRIREOZN Rz 150 4 2 BN TR S
INBTENZL. HiTIVRATa IR
g b Ui Ao U P RuEEsi i ms T n
TW3. NI Ty vV, SEAREGUERIZKF R %
AT 5.

M W—TFIRE

Tt FICRESNBERINICE > EEHHAET N
ZRRHETH %, LAIRAIED B 77 E N Henle D
KW _EATIEI O PRAWE WERINC f71F 9 % Na-K-2C1 $Liii
AR ZBHE U Na Uz #0619 5 C & Thsti7a R
TEMZE#T 5. BIERH & LTEF U Y L, &
AV LUE, KAV LE, K7 %2 L
SE & WV e BIRERE RS ER LTV, BEkEE
ICBEEDSDETH B,

70t 2 RiR 5815 FI PR TSk & NARSED
HHARRETH 2D, 2O TIEEIRNIS D 5B
PRUNIRNBEITS % T ED 2. BEERARNEL,
HRNCBICENET S S Th D TH
%. ZTORSE, 2RO Z I ERT T e
5, KRBT IEICRIE MR XU RAA RETLE
EH%. & 5IC Na-K-2C1 Hid A Sesstic 50
5CAF DY —TsHBT 5, RIESR
BRIK T ¢ — RoNw ZIC 88 % T &R IR F I
ICE RAA RZEJTES H, /K- NallfEm & 75 %.
TERIFEAVENC ED B DY N Y RIGAKEWD. B
BREX T B NSRS TORWME T 5728
XOEHENRE LS.

Tt I FIEESRMNIC S - MZERT 2345 Th S
M LR ORI AR, FEARAF I Rt AR P K
FREMEST S, FOROEMTRICHIZZ DI
DWTHENGERANEZ L, HHENZWVIZEERT
BABENWEREINTWEY. LA LAEAS DOSE
W52 Tl 60 HORGEBISU Tldd % D A REE vs
R R TPRIERRDTVEN T,

7t 2 ROV TIE SR 7 53 A T b
BIREIT K B 5 o MfiRkR & ER DD R -
miEAREEEZ 5NS. EPREDXRETHNI
RAA RDTTHEZ B < Tz O EHE TH I FERTEH %
WIS EEE. NIRTH N ERGH % Wik R
DEWRIEI R, 7VHI R AOLHEDHESE
EN3. P53 RIERAA RIGIER &6 5 7.
RAA RIHEEO 5D HIRE ZENADETH 5.
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(2) HAT7HA FRFURE

N PRMIE O Na-Cl HiifkZHEL, U Y
LFRZFGET %, — TR RIS TR
M I % Na HIDEE I U ARSI D)8 %
&, YAT7YA R2HHT 2 ERIRNRZ RS %
CTENTES. B & LTIV —TRIREE & Rk
EIFERAEDMEE 5%,

(3) ZIVFRTFOVIERE

TV R AT ARSI EEIEREDI 2TV
IVF A RZREEAFET S, HERIEV— T HIRE
XAV Y LMESGEDO BT E N TV
N, S HTRINEAEOEM PR UGERN RIS &
N7 BMLAREIT U TR R R 5 5 E) D 5
NTWV%. HATRRAa ./ s 7 sLL /v
MERTTHETH 5. I LARISEIGD D 5 DIEH]
BFORTHBH, HEELEBELARICET S TREE
MRPME TN TS 7. BIER & LTI K M
CHEDIRETH 2. NUEERBFEHTHEI NS X
¥a /57 b I 2TV VF a1 REZRIKD B
537V ROy VRZEk, Tag AT a2 AR
T3 BRIED ST HEKF I bR LS, FE
Ji, ARSI EONDMRENEHBHBIL T W
ITLL/ EI 2TV F aA RZEKICHT S
RIS O T28 ERED & 5 AREIERNIE D,

@4) Nv7TLyooV, Z2REERE
BHAETEINANY T Ly oV V, SRS TH S
FIVINT 2 IR DIDAE T OISR H 5NTH
5. NETORELBEMLTETVS 7. ASHF
BEBEICBT S V, 2R/ Kkz2T7T0y 7L, KOMmE
WADOBENZ T % T & TRKFIRZMRT. OARIC
BOTIAMEER MR O 72 HIREIT & 13 %
KNV T Ly B E KT BV T LREIC R D
IV, ESIC FRLOFREDOMHHIC KO KT R U
LMUEIFIEHET 5. (K M) Y AR O AEEHIC
BOTREL « DIMEET RO BH % 508,
L LENS, 520 ARICBITBIEFT U T L
MAEEKTBENHNTH D, £ OFETIILLA
F RV LEWRETHSz0F U L5 1F IR
FIET ZATREME D D B, NV T Ly ¥ vV, BRIk
FHERIOKFIRZER L, K N Y Y LfiEZ G5
%. @7 MUY LEZS | ZRE T SAREEN D B 728
DEMN GG, FHCHG BRI 1 [ 0O 17
R F =y 7HEE L. IFRREREEORE N D 5.
Table 3 (& 2013 FFRKIC HARTEERER A2 « HALDAEY:

Table 3 BARBRBFS - BROFEERICLS 1\
TLy ooV, ZREEREDELERICEY
BAT— AV N IELD MVINT R ERD
ARR

1. REROFREBRRZEITEE, DPREERY¥E (7.5mg)
&Y.
2. &7 U LIEZET B TbIT,
* AR T T 5= - BR.
cMFEF MUV LAEEDELS LD, REF, 4~6 BEE,
8~12 Ksf#, ®REVHENS 1:BMEEIREH, ZThifE
T BBRITEETV, BEQLRENRSNIGRIERE
PHlcREHIE, BEITECTHIE.
* TAGRRDRBO SNIIHE, BRKGIRIFFEBHICHERM -
c ABZREL, BUKTEBRBEICRE.
- BEE < BEETIE 7.5mg $50LM3 3.25mg H 515,
3. ERGHEEREZTI I LNHY, REMMBEINSDEL
&S 2 BRMIGAEICAEREREZTTS.
4. FHRYUBZTIERTREV S, RIRETZHEICIE
ERRBRENVE.

EMSARTREI N, NV T LYYV, ZAME
PO IEMEHICE T 2 AT —F AV R ICKBTE
M T&%H%. EVEREST it *® CIREN THZUEL
Bh o TeMZ OB TOKTF MU Y LIfEZ 2 Uz E
FE 8BITHME T, FEHRUICRIEN D > Tz ] HEEMN
H3. BEOHADNS DT —2 Tl responder ICHBW
TENTPH®ZUELTEBY, THREEROmZET S
AN D B .

Class I

DRI NI KB BIMIERZ R 50 (RT7—2 0)
W9 B FIREED M.

ClassII

D EDOIGEFSAE FIC K B OIS 57 IV R A
T AR O .

9. FhMEMIRE

I i A P RS P B IRV U Bl iR L= i
EEGUZ NI AERMNS O, IlEhRER & EE O
BICHWEND. OGN EIERIN Do
1B, IS I E RSN S N, 1R
BAED I ELCE . BETIER T RR 2750y
[, a8k, = PtV U258k, PDE-VIHE#
HOMERBFH IR 2 3 RMEOFEAN TR E H> TV
%. N5 OFEANIFIAN R MEILEEH O AR5
EHAMC GBS Offkzmess: (UN—X - VET
V) I N E N TWA. TIV ERfERB)E
OEM 10, fiEMEOER ] 2| L.
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() #OF7OREZISVIV L, FEEE: RS570O
Z b

MENERIAREO T O AR 7S5 P2 1, 254k
N U BTN O cAMP & |5 X & i
WEEEH 2 59 % & L eI, M/ - M5
SEHS IR 2 A9 5. WHO BHENHEIY 5 A
(WHO-FO) I~Tl OFYERI MRS KWV s & 7% 5.
HMRETHFEEN, off-label DIEHHZ &8 10 4L -
DEFRIEREN D S, NETREBRMES B THEA L
U RN T OERRERERTIE 6 73 R TRREES B B
ROBELRNBEDZDSNTZ . LALZDOHROK
E COMRREBR TR 5% 9 7 A BRI ki
48 BEHOEET VI ALABHIRE N, 8l
TEH & LCHERRRIZTO, TMEERE EDH % H,
RIS TEIWERIZERT 2 C e &L, fkeibicE
BIEFNE TR,

Q) BEFTORE2ITZIVIV L, EFEEEK: TR0
AT /=b

NT TR+ EFAEOBET TIERS %M, 2k
MERISERZ L TEEBEIRMEENZ T &N
2V, ZTOBFETOMIHE N THRY. #NE
WHO-FC M~IV. YD 3~5 73 & FW Tz D Rife
RN GBI T %, EITAMR%ED pH B 7 VA
U PECIME D B 5 72 8 BRSO B O F IR
T —TIVEBENARAIR L 5%, FHNIREP G
REETH B8, FEULIIEICT A 2y 7 THHl
KRS, T Z20ENH 5. KR (1~2ng/
kg/7?) MHBEL, BWERASRAEMEICHERLENS
2~4 DMK T Ing/kg/7r I DEREL TV, —fi
N TIEBR AT EER RIS T 2 AR BT TH
3. HEOLRITED SN TRV, FHthE 2,3 F
TLEMFR R (20~30ng/kg/7) ICET BT LNZ
U 80NV PR R P S v 10 VS g B e
BEIZ RN &3 tix <, AEERRMmiTEREZ AR
WEEE, 10 EEERIE61%TH S 7. RINEHIZE
6, PHEELH, RRIAZ O, SRS R -
DI A5 EARFNCRERNAIEIRE H 5. TN HITHR
RAFIEIC RS 2 hY, HEZFEET 2 LIRS 2 Hmn
NH%. BEHT—T VORGSR ARIKE, Ry
IV, #IE, A7 —7)VOlietir%E, o —
TIVOREREICHEELRET S, TRTOXT /=)
A ERE W L2513 Ny v RESRIC K %
i E S Em OGN H 5. Lich>ThT—T
JVEHZENBED NIZBRITIE, BRI KRR ERIRES 72 hlE {4
U CHAREAZ T 5.

BANRRRBRFERME $£31% Supplement 2

3) ITVFEVUERARGERE:: Reviay, 7V
AR %

IR Y T 73— (ET-1, 2, 3) OZHKIC
W$ET, L ET, D 2DOhH 5. ET, IME iz
FEL, MU - AsEsE - MR E e SIS
ETg X MENEHIGICEFEEL, NORTRAXT TV
VU1, DFEREREN LT ET, &I S HLE - Ml
HEFEN 7 & AR RV Z2 D, Bl IR I i e o
DIRAETIE BTy MIMEFIE 1 & FEBL U U E RIS
B LTW5. TDHET, s iZAKEZTOY 7
T % Rtz > 2 BRI T SR & LTS
Mz ->TW5. jEiald WHO-FC M~V TH 3 A,
ORMAFICIGARE 7 T ANTEE®BINS. /)
Waxtg e UlcdA —7 Vil T 1 EZ O MmITERES
WHO-FC ZdE Uz, EREFITIE 1 ELIRIZZ D
MREMRTE D572, BITE L L TERDIE
ThH, 556D0% (R, Wik Eoft, 7~11%
ICHFRERERR B BT 2 AV N TIRBEEN DL, &
KB TH B, BGANCIZHT RFEEEZ MERL,
BiUAT: 3 7 HENZERIE LT 2 NS 1 8], Zh AR
& H 1 ORFFEREM AN HERE X 1, FHEE O 3 £521
b5 AR T E, 8 ML ETIRTIET S XS
U X N TV 5. AFRSRERR E o I BIREI G H LA
537 AL EREFIC K D PR E L, HEORRE
FRCHFF S B EHETH D, AEEERRFED D —
Higkm (FPib) RICHFEEED SEE L TidE (D) 3
HEEE, K0V VED SRRk E R TN
RITHBIRETHB. REVEZVBVIVTFT 4V
OMAEEEHZIC NP5 2 ePmEEN, W&z i
IS % BT IS SEHIAH FLEF D5 287 Z 8 9 % 5.

T UT )R G BT, AR EIRIC 7 Ty
73 BRCEHTHEEENEV. EAETE 2010 4
ICHGRENT. RV Ry EHANRFREEIZ DTN,
SRR D E SN TS, NNRICBET 3
L« HIEDO T — 2B T E DRV, i)
N &[5 OSRYBEZ R U T B RESOHERE ) JH D eiE
WEEEE N TS 0.

4) RRARIVIRTFS—HE-VIBEE: VIVTF+74
W, 2257410

PDE-V WMFIET 5 IS FIE I B T NO-cGMP
ORI 2 P55 U TS PEIRTS K T i/ ik SE i) 72 14
TRE 5. PDE-V [N 1B IRMED .
HISE WHO-FC I~V & BED 5 FEREH] £ THigid
MEIAV. FlMEER e S <, SRtz B E
TRz, MEREREDME N L ZERNC &5 L
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IV, NO AN S DRl Z A EE B8R NH
DOV R RS BRLL R E S BV T A AN
V. BEICAERO T PDE-VORIENTIEL TEHD,
DHEEZWET IR HETES 2. VLT T
7 4 )V Dfg AP BRI Y 50 7 LR, &
MEESABR CHIRO THINIRETH . N Ex G L
U 7eA— 7 B TR RIS i T AR S0 S Bl i 75
REmdlE X7, & SHICIIEALLLEGARR & 26 &
N, LML HEDEDHRENE®. BERELT
TPR0IETO, HESER, SHmAH 50, £
PRI TRIRT 2. AP ORI & EHRICE T 2
EH Q%) HH O, KRIAFMBEZ &R OHE
B T/ NRANOREZ A TZIE &V, iz, K
FEh SHEGE NI A~17 %) HSROER S A
RERIC BT RHARRGHTOIECY X7 HnhEE
Shicicth, ERREGTRIEEZET S .

%2257 ¢ )UiE PDE-VIC RS % FE4RABHE/E A A
iR <, PR 17 BRI & B VAT 2009 4, I
ETEHIEI N HRMICE/NEITOREN - A%
HEDOWEFDIRND, VIVTFT )V ERIEE 2T
NLLEDZIED B % %> %0, BIE, /NERHBIIRYE S i
JEZ R 5 & U Tz EBR LRI ARG B R th THRAE &
ML TN 5.

(5) BV LIERE

WK Tl 2V S MDY BAF IR FERNC 1E AL > ™
LASHFEENHERR SN TV B D, WA EOEIFIE ik
%, RUEMEISTERFEGIE BT S, RISV
2 LEFERO B TEI T E ZIERNIIE & A EREERE
Nz, RIEFIORRMAIERZEE L, BOETE
RELLTRTTOaX MHBREINZEEHZ .
Sitbon 5 DOHRET T, 578 i B i P il 55 1 5
SERRERIGMEZ R LTz DIX 13% I E T, Hbw
LIEHUEREMT 1 %S WHO-FC [ ~ 11 ZHHF T E
TIEGIE DTN 6.8% T -7 7.

(6) B®&E

REFEMERBAIR L A = i EE O/ N T F IR B R L
MMRIzN T T & BEIRFPIC KL 2 59 25 TR
MR OB 2L G 5. & 7z EAGERGYRER
RHIEIEHEZ 2 29D D 0, JHDREIRRC i 2
THEMER VRO ENEENS Y,

T ALY AT v —IERRE T A TE R H i 75
fie, QOLICBW\THRMDBHEIEDEIEMEIFFIHE
NTHELT, —RINICHEREHEEE N,
Uh UHEOH AL @O KR ME 2 2 2

BICHEREE 2 B & LTeR= R 5 363 TH 5.

Class I

BRI = IS NS 2 2R a5/ —)b, Rt
VRV, TUTVRIRY, UIIVTFT 4, BES
7 14 VO,

Class 1T

FRBIARME R s U IS B RS T A s, Ay L
U, BEREOMH.

10. EBREZFRALCSE FHCE

TR OBIIRE (KW BIIREESE 72 E & RICHREED 5
I ax 275 Y VEIRKDBEL, R
IR E AR B2 h, AR EIREE ST
OEFREMBTOARART S YV EDRAEREDIC
X 0 BIRE P EEEEE D INE S S 2 & THET 5.
- T, BIRE ORIEAZHIET 2 7z DA 71 A
2550V E BifE) &, ZOBKREMRET S
oA F I —EHERE ) Hhieixs. HiE
JCIE BRI T 2 BREINMEEDK T B XU RO
ORART SV VEARZICED, LR UIEARARE)
IREFHIEZRIET 5. e LTy ruatFo 7y
F—UBHEHKTH B A > KA XV OFIRNEGIED
fTonsg. —J7, WHHEDEIRE LA > F XX
VOB T XY, EYARROMINE R,
ruatFrF—UHERIEEE, B, wWia e
THEHEMICHHELTWS TR 75 Y Uitz
Hild 578, HIEMGRPAMER AL, FEAHIMmA
CORWERMNH D, TOXSEAIERZRDIZGER
E B Il Z2 Wik LAVRHNEASETN 2 B /83 % .
EARICEIIRE B MR S 2 BN D B S KB DE
£ (Table 4) I 7ORARYS YV E K BHIRE

Table 4 EREMKFEEREOES

1) FERE&ER
FhBIRARPASHERIE R D= FiE (FEAHEIAREIEH)
FhBIRREAISH & fo I dmERAEZ 14 5 TR ER
77 O—ME#YE BOE, ZXRARHE RERMEEL
MAMERZkH
PR BIIREARZ S T T X2 1 ViR
2) ERETER
BRI K ENARAEASIE
RENARARAE & TS RENAR S BT Z £ S TR
DEHRRRIGE, BOE, ZXRAMHE TE2AMEEM,
mAMERELIH
MRS RREREE
3) EEMRMESE
FTEARMEEM |2
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TEERREOEENH . TaRART S VYV E, 3
WEFHCASGICAEE L E NS T2, Y haTFF A
U 2 TaE LU TN e ST u A2 75 Y
UVE-CD (—f%& : 7T aRRxI)N TIVT 7
T A IS DAL E NBIIREPLREEE I E IS
H5. REICS U TRRICMHA T 3 7= DBIIRE A
IMELTEGEICIIENTH S D, HHREET5T b
MENTzD N TIEIEBLOUEfFAEE L. F i E
KHCERET S, BE5HENICKD 10~30 77 TIEH
Wil k2 1=08RT 1 VHEICEET S, TOAXR
75V VE ZYRIELIEEA (VRTaRETS
VYVE, TIVTaRAZIN) EHTOREELE
B L HAMEICEMT 2 EN D2 DT AR TS
>V E-CD D 1/10 & TEIIRE OFA7 2 HERF AT RE T
BITEF DDA, B ME LT WEIIRE O BIEHER:
KA ENS. 2~3 HELERG LiGEaE s hik
BE RN 2~3 HEfid % 728, Blalock-Taussig F
iz EOBICIZY R Ta AR TS5 YV E ZHIEL
TEHAHEMNENZ AN DS, VRTaxA& TS5
VYV E EANR) B OMEEA e OO TEIRS
A VML BT BB, HIUL— TR
THTENEE LV, FEHE LT, S, ifn/EfK
T, BRI K 28R (EAPIE#ZESEET )
Nb%.

Class I

IR MR B T 2 Ta R 2 750
> B, BHIOALH.

ClassIl

BIIRE R R ORISR S 5 7t F o7
F—ERHEH O,
BIIRE AR M ORI N % i SR O i
(T2 Uk E 2R <.

NRBERSHBRETL KR S5 N5
BREBREOERFEPLL LIERE

1. HERELOEES SRR DG VERDHES

AT HEE 2 B &9 2 0 R RE I OREE - FEEE
REPUAIA, HARIEKAIC K 2.0DORIER E
W& R L2 D LFORMEL, TEREN BT . 1Mfr
BREAIC X e B TE DK RIS A TREE AR DL
R, FEEEEOIFFLIC K O EEBISIMEARL, %
BEAEAENBT %, T OMBICIZOAEKDO RAA
FHESBEE LT3 Y i FEK R & i THRED

BANRRRBRFERME $£31% Supplement 2

Bz 2L TWRIEEIE AT AT I VREICE IR
RROZERNS. @HFAERPBRHCIE iz &7z L
TW3Z EeMEL, FIRAFRRE, VXU F R,
PDE-II B HKIC & © A1 ik 35 K O B E e i ik
X%, BIERLDG 7% & THBEEITE OO H
IREEDL BB AR DY 51 PCPS Z A& AT
% 10109 SR SRR O UGE AR B AU
MICIMATEHRELGESRIC K B iRh b TRUEGERIC K %
BRABITT 5. $hbb, REZERLENS AT
a7 IV EAREEDIE, PIET 5. FIRIEEEED
SHREONBITUNRER D, ikd 5. Frioss
TH% ACE PHERE X 5113\ — R kDL A %
9 %. ARB®T7 )V RAT0 VK E SO0 T
EWAICBOTEAERIE ENTWVD. TN D OHHFNX
WINLENREET S0, 2HHORED 5
fii U d % IRAE T O BALAIX IFERENRE & ISR < &
ZAEEMEMN S O FRRVBIER FICEA T NENETH
%. AARTO/NRICET B DCM IS 2 SEYiaHEIc
DUV TIFFRERDVD I 104199 SRE B L I DL
TEIBFEHNOHHZS L T2 & .

RO e UTREMHIN T Y dF v Vi
R D KIEGER (DIG i) TPHEdELE,
TENRENTNS. EERVE VAT Y LEZ
VPRI TH 20 PDE-MHEFHE AL, AT
2t - 1B DA K U — ZHTSE A DFRIC
Awsnz 7, JEskipgid & LU CORRPIAR IR
T 2D EBREE (CRT) R EZEM/NTH, #Hih
N TR A 2 DB 0 5 % .

Fig. 412 DCM X9 % TR ESEA DAz H1F
. PN SEANOMBZBIRL T\ ez & oo,
g,

(D) RN—=ZZEKENZTIRNTIEAT % PDE-MIFH
FIRCTOEHEZ Y R— 9 5.
2 NRTCEEELLLTHERDONB T DL

Fig. 4 #RRELDEREEICK T B FERUEBZTA DA
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BN DIMATEIRENE S & LT O®REIZ EFFD
ACE PHFES 2 X — 2GHEERIC /e A U TEAT 2
TemEEBLTE XL,

(3)  IMEALGE LTz 5] K AE = I ACE BHE 35
DEAZFGT 5.

(4)  FIJR¥EIZ RAA ROMIE L 2B < T2, HHld
SheERE T LNARDYATRE & 7 AUE RIFRIE
AL E 72 13 R R E R T h NS NIR I Bz 2
DICLTHRET S, nJRERRORADRICE ED
%.

Class I
ANFHERRAELCVITREIC K9 % ACE FHESEDHH.
ANRHEERALCVTE L 9™ % N\ — 2R SE Dl .

2. BBXRELOERE

HCM I B % T 72 2 fRAEITRR A4, it sk
%, DIEMTHD, TITHEIRZHES . N—2
Wik, 7)o LEEHIEE, ACEPBHESE, ARBHBXU
PINEBIRE & UC T RN EIREEANAREEAI L 75 5.
EDOTHIT/ N SHLRA HCM 229 2550
BH5. JERBRUFR» S AIAHRT v — F 2RO
& <{RY (Fig.5).

(1) N—5EpRE
BEMZENENC & O EENERSE 2D S8, BT
ZERFERNC & 2 O R 8UKR, ORI E R s &
IC KD, FERERIEEREE LIRS & TRz Mo
HEMEONS. 7o, DRI SRR MU I
S AEIRICH L TEARTHS. NRICBVT,
N— ZEWEE DO KEREDN AR 2 WG ST L O
BB Y. L, MEROBZICHT BRER

DEZLRIED FRENFIC OV T DR T E 7 > Ak
A4 AN

DEREZ KT TR 23K TH O, Biltboreoty
WMEETTEHHOIEINIRETHD. BETOY
JICRFBSNZEEREHFEZG T LEHD. K
BB RHE RS EHH D, MEERADRE
ICIFEET 5. FRCHL & EAKEER O RS Tl Kk IC
LEFREMRETH 5.

(2) HIvy I LERE

NI UIFRBMEETIER, BRMEARHEH S XU
IERRIERZ A U, HEIRAES K UL ORI 0D s %
W FICEN TH 5. FIEIROEBEHZR, DI
FEDTFHIENRIC DN T ORI T > AldiRW. B’
NI T lE AR — WSRO RAN 7075 e IR AED
UEERTHHES I AE DUEEIC R T R IVIER TH > T2
LOWEND B T, Ak HE ToOILIRI I
MR, PV F 7 LI IERAES DT R M SGE R R
N5, —F, AMEMWELEFHZAELTEBD, P
Wi OIERGERIIET 2 ehH 0, PAZEMEANAELD
iE (HOCM) I EEICMHENT %, LA% « K1
JE « IRMEARER 25 | =ik 3 alREEA B 0, LR
TRFICHEENRETH S.

(3) ACEMEZ=%, ARB

FUOERHE L, FLOMHIIEIE & SIS B 5.
—J7, AMIMEZYEET 5 O ThEERMEIAEZHT
BEHEICIIEEICHEET 5. WAMHEEO A 25T
ESEERER < ODARROIHNC IV T ACE B &
ARB LICER TGN 5Tz L OMENH B 10,

IR

v 2 v v
BRI () HEER (+) HENR (+) FEFRAR IR L E
REENR (-)

DRELE H T \\\J |
l FEPAZENE: PAZEME PUARIEIREE PEBRI LT
I 8 SR R l (R 25) DG
A2 HEITEE(?)
N—L R, Ty || N SRR, vy
EREE S LfEHE, VY ETR

4
DAREEHEBI : ACERHL
3%, ARB, FJR3E

Fig. 5 BBXRELOEHEDER

R oy

+
DAREEE : ACERH
4, ARB, FlJR#E

ACE, 797V VEHRER | ARB, 7V IF 7V U SBRHERE.
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(4) MABIRE

IV ET I REFIEIRIEH O, s8R MEZE )
TEf7Z2A USRS O A 2K 5. o\
U RBIN IV LA A L, fhkeE
DUEDMARFENS. OEMEINHE UZBICE, ¥
VET I RBRKU IRV G sz Ein
2D TAR—ZEREROHFHNET L. IR E 7z
FIBIZAINCTZEIRIED ) R 7 DY WEFI D BEAETED O
B DEEABIRICEY SA X0 a8 TH5. -
ZL, NETOZETFT Y RE7EW. &8, FFHMicOv
TUINREAEBARDZWT « 10T A R F A > 2B D T
L 111>.

Class I

NSRRI VA L0 S™ % N\ — 2 MR DAL,
ANBAERIL VRIS 09 % AL o LSO .
Fe A 2 i W NI OE IS S 5
ACE PHESEDMEH.

3. HRELDERAE

INRCIERG R, NFLDRE D 2.5~5% 7% i
BHHITHERN Y, DEDRAT v T xR AL
HRIEXE R % C e B OEIREREEN EE I NS
W, IHERREIIMF S NE C RN TH S, IR
KBTI EA DR RCM TH S, KEEAD
FAEED S EFEGIEAULEETEG ERTS. Z0
FERAEIm A 2L, & 5IEMNERY RS0
Eo TiEmEzEd 5. #7925 L0AMEDET
MHELDARICES. AT RNRIR Rz 72 &
M, NEITIR RIS DR EDOME R X132 L H
ZLFHRARTH D, DIEBAER L TE 5 FEFRIE
20%TH B . FHEMR, LA, EREBHRET
{3 & O RBEIE RN TR B & BR T % 1219,
FrDEAMGERNT 2.0FMEZIE Lo LT3 EE
MAREARIC OV TEEEDRETH S, EERAE S
E 2B DEEEENEE X NS TR TERE D B
tZRT2HENnH5.

BIED & T A RCM XS 2 2R e SR 13 7
<, MHERHEICBR SN, EmDzdITiZOEBAES
LIRS, DURICHiBISRYRELE 255 T 5.

(D) iz - /N2 RCM TlRIMARTEDE TR T
W T IV T 7 ) T K B iR E RS HERE X
ns.

() R—ZEWEE AR ZIC KD STIK R R L
DRI 7% LT ZAEFNCEIS & 7% 5. RCM Tl
DAEIEZ I K O DR Z R > TV 2IER S

BANRRRBRFERME $£31% Supplement 2

Ho, HHICHE> T 1 EHIHED DT S
AREMEN D B C e LIEEEHET S,

(3) ACE FHESE © IHEbSEEIS 25 Ak Bl T
NEHFNTHZ. LHLEND, KAYIMmEHLE
ICHH S 1T OOMHIEMNE DNV EIC
BIMEE FZ2 &3 ehnb o, TER2ET .

(4)  FIPRIE : i 46 K CARRYIZED T A Hlic &
&9 5. HTAREGRAS O EOK RIS D&MD
LR D % e DI EEET 5.

(5) PDE-V [H# % : i A\ DHF O fifi & i [ (CE
fifi Bh AR I >40 mmHg) e B 44 il 5t 9% >
VT F T 4 )LD QOL BEMEHME TN T
217 NSO IS, Bl 2R S )
FHLDIE CIIZ BT NEHEFTH .

RCM IC THERRIEMAIRDFRD DN % ME—DIHHE
BOBHTH S Y. BHCimEEyiN LR L TL %
JEBNCDOWTIE, EIRTH - T R 5.0BAEE
YL B 110,

Class I
ANV SRAL ONTE OB LIS g % I FRER DA .

4. FmlEZF S OZEREIIEE

TARFLIR E VL EHRRRIATIE ZDOLEM M7
FEMIC—DDRY T LTEHL EEZBN% (non
restrictive). C OFSFRALEDMILIXLEOEEFRFL
RO MiE M E Y %, DEISAIGER & EER O —
DOMAZEE, ZNTNAOEREEISIANEER - b
BROMEBHIOLIC K > THREE NS, EH Tl
EHEPIMRMEESTX DK< X7EEROERERIX
RIEEREK I R 2 HERF T 2 K 5 1@ < 7z, il
MIEHE X O g % (high flow pulmonary hyperten-
sion). AEEAIE LIS S 20, il
DML TH 2 DM EETIOMK T & & &Il
ML, MiERIEEEOBINZ X 7o UIATEERIE—
FRCHTAEYHA - 2L — T A AREROIE R 2 C
WIS, BT T HEAR U 7 iRy <
ZIEEY 5. KTIRMOXGEMEINR & 0FET 5728
[FRRIC i EhARIC K 2 HEEANE & O RSO XGEAZIC
X 24K (air trapping) &EU 5. i,
fia>7o47 VADETZEZL, EHIELRE
HAMIC K B ABHRARAE 2 FA X Eii#ihzE
578, EHEGFFREEIRDHIET 5.
ALK E Bl itz &0 28581 AL
ICFAENRE L 755, 7272 LHIERRCEEI DL
TGETEHHNRHET 2 2 LA TldRWize, Ml
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EHHUE NI & 2 Mfifii g hmae i 5 meiibed - P55k
HORGEZ HED S TRHAIE S NS . T ORFH
I3 HT R BB & U TRIPREEDR 5 & 1% DVl
BRI RN G EBRE O R 21 < rTREED D
DRI 2R ENDH 5. ek, OO %z H
IC Y F &) ZBHINMRGENTHWe. LM LEDS
HETIEMITH S1ZEDF 2 RBFIORGIC X DI
RGNS 2 2 EAMBNTE D, BHETIH
BT HMPE TR, LT LTS, ACE
FHHMAMEES 2K NS, MifRniRtlZ2deE9 %
EWVSWEDDBH, i E G TS E OS]
TRT L ANMAMRE DI 2 etk & & O D
WHETHS. WAz R U am g AR b
2%, BN E B2 (KR & B AR i 72 B
ERBIONT Y A% T nE R LT ETOMERINEX
LV, W ABEERIR S 2R & itk deg & &
2 HWTEREBAMTDONE LN H D, NLHIE
HCEMmER 2 FR S8 % 2 &2 B i
(LR 7%z @I R/E; L HSXGENEZ @ OICEHS 2
1L H 5. THKGENEZ @OIRFFS % T LTl
RERME FLOARZBESTSENH D, KT
TEROFRIEDMREGEN TV BEEER EITIFFED L
LCHB. WIFEHNSHANNET 2 LAH Y,
REFEM - KDEMEIHEETHD. "MIL TRV
RV IRKTIR A "L LT RETH D, HEA
NS LR IR %

Class I
Al LR e L 72 A S 2 DB R R AIEIC N9 5
FIPRIRDAT .

5. DEFRIIBECIEEEZET STREE

DEFRIAEITOE LNV TOEGRKICEY, A
DA ADE - B - iR A R B 2 & 7o R
BTH5. BEHEBEIKBLOKEZT « EHLDEODIMIE
BRUEALEOIERR EICHESINS.

A RBNC R FRALEOIEEDNE L AWV ied
LR ERIEZ <AL, MNRHICI3 G RS2 2 % C
EEHBH. REIIPNALEDIRENE L &0 A
FIAEHEINT 2. C OFHGENEINT SIFHICIE, 4
B T - A EHHIE AN N T 5 7z DI Al
=ML CHMBEIRER B Uz,

FARBNT NN IZIIEIR T 2 D T I DED
AEAMI L TR X GHEIGATHETH 572D TH 5.
LA LEDSEHT BRI K > TRIERERT B C
ENHB.

(1) FmEERDEVES

2 EREEO GO & T EERS D 5 G
(IR AN AEOBBIIREAD & < R 2 5 50D
%. MR 2 29 25 AT IS IO TG H 2
LRBTENDHS.

(2) ELEXEimETR

Fe B REIRETR S OHI TR U 7o FRiiAC & O
DB HRERARZ ST LT e AR L, R rLeh i
WX o MimmEzGHT 2 ENDB.

(3) ELRDEAEMERE

TR FPEAE O RBNRSFIRAE, & % WIEKBIIRGEZE
(BERTH->TE) Z2E0HHL TV A5G
ICHERADTEL, FrERBI K O EREPEZ 5.
ZORER, IIMEERHIDLE TS TS RVIRAET
I EZ Y 2. RPOFIRDABELED T &
LH%.

(4) Large Eustachian valve

@R T & HAEEZIC K Z 7% Bustachian valve Z 72
BB MDD, LEPRRRIER TETFRE R
Eustachian valve IC & O REfLZ /T U THIDEICED
NF7 /) —YEETELeHH5. HRRICKETSC
eV

6. 77 O—MEE
F7 ) —BRGERMEOREDORETH B, FEAEMN
IZ(& monology (—#UiE) 7 Bk ER DT /S
RO &0, (DAZRHEEE (IERYEE), )
malalignment type D .LEHIFRHRIE, (3) KEIRD.O
FHRANOEE, WHEREREVSMHEZET 5.
HEFHHREEOREII T XIET, LAEKENT
F7 ) —ERIFEAEREE R (pink Fallot) JEFID
5, MEOA - HBIC K DEIIRE S L <13 MAPCA
Il e w7 HIEH L TH 5.
ARBIEIMITROZ KD F7 / —E DRI,
FEIR « JRARDFEHRIEA I KB R ENRIES N
%. DIMEREEREE LI S 4 R 0 L EE
(BB A L OB PR AR TdEEns
B, BRI E N DD RA TICHHTES.
(1) WGP BIRE ISk T 5601, oA X
75 Y VE ®AlZ iR G 95 L TH
JIRE R DIl iR 2 R L L E SR TzD B,
Blalock-Taussig Fi#& F-fric & O filiffER 2 2 d
%. TUART 5TV E WHIORWEHE LT
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DIEPEIZIHF U TN T ER S E 8T 5.

(2)  HFlfBERH MAPCAs I {17 L TV ZIERNS 0 L
T & MAPCAs IZ %f L C unifocalization % % &
9 5.

(3) L=EWHBEZAEL, 77/ —E22T 2
A F 7/ —EDOREIC K D Blalock-Taussig
FaRE Tl 2 itif T U7z L TLIEE 21T 5 e,
WEZ R > T—HMICOEE 21T 2 2 5EHID
b5, BRHOKREBXUCT7+u—7 v TDJik
KO HAEDPEES NS D, HERHEEIAED
HETTZ 2B W NIRRT B KRR FICR R L
SRR T 5 ENEETHS.

(4) A=A EE THiig DO Z b
% pink Fallot 1< U TldDLEHRRIBIEICHE L
reiag (BIM2IE, FRAIZE) Ik D.oWNE
Bt OEf 29 %.

(5)  FHhUTO=EHRRREDNOIME LA EED S
BEETDZIEDDHBM, TOXSBGEEICE
BRI OWNEEZ TET 5.

AGEOFLIINCE, R e L2781 (hypoxic

spelD) DU S %. Winix &2 SR i,

5 ORfifii A S i U (2 ORI M DN E

{7%%), 7/ —CHE 200k 2P, 1

BRI T, AHR - BRI & EICI3EsE - SRV e

FHIETHY, HOOFNEL PHZLEE T 5. (K

FIEVERFIC I IRIINT - IERWA B X TEIV R T

IR ETHEEZENS. EHIEMNEY ¥ F—Y A2k

%0, HEICXENREZEE LT, 7=

L7 NS K D IREEROARM MM ER 2 LA EE% T

& TOLNDE R ORER « IERUEDI R OND T &

EH 5. (MEERFEO THICIIN— 2R 2554

%. BMDHNIHANZHIGT 5. SARHERZ R L

BTN EDNHETHS.

Class I

FIIREARAZ BRI D 7 7 O —PUEEIC 3503 %
OARYT STV E, FifihE.

BERIENRR I NS 7 7 a—PUBEIC B 5 T6
A — ST DA .

7 7 O —PUBAEIC 3T B eI = FEEIR D N\ — 2 iy
Wexjbexr Tz LTV VOEH.

7. Bfifniis &R B It 9 % Blalock-Taussig %8
BFE

REINRATEIIREAE FfiE, 7 7 0 —UiEZIE Lo

&9 2 ik RO FE R PR OB U T — e

BANRRRBRFERME $£31% Supplement 2

TELAN PRI B 7 855 53 U W L 22 HE A0 & B 22 11U 72 58 ek
Ui ROFE 2R T HNTIibN s, RiETIE
AL E 280 USHE FERAD S MBIIRICE/E 9 2
modified Blalock-Taussig A& Filih iR TH 5.

H A i 35 44 B 27 2% 0 2008~2010 4F D £ G T 1
FECHIE3.5% Td o 7z, MiBIREASEGEIEH L=
B GOl B IR PR EED - BL.O=E - (AR E I Gkg R
W MU ZAZEFTH B MG TVE N,
Blalock-Taussig A& Tl 21 (X, i fi 77 0% i 581 1 1
miizb, RE&MEO%ZER & THAN R E L TL
O LML S B, iEOMiiREINEALEAND
AEANZ T LRTbOASE, EEAEROEEOR]
REMEL B L TERICH 5 AT NRE RS RV, —7

AR DA - PAZEI KGR, ZERSEDEK LD
3% us)

A B A I A DIRRE T2 V) C 7 < AR KT & i
MEEHIONT Y ATREEND 128, & IHfigz
MENCIE S T X EROFEZZIT IV, (M -
PR R BORIE E = X — B K CREICE U TR A A
SHNC X B EMAET 5. 2R A (RS Rifx
AR 2G5 7lc, ML 2RET2TENDH
%. FHSIMIRAEREI S, M iOUEEDTdIC
FIPREERARIME RS T2 N 5 Tz DI i LiRE O i
WEREND. MMz &/ L TEHEMIRE<an
SRS RO D HIAD B 78, WRINZIE
PR2ATNE D SIRERINZ X O FEik & 72 275 KRR LS
TR ENB. MEOZHEN Y bu—)LT
TIRVOAE, KEERZERL T 25813800
Tz EES %.

1MAEPEPHZE D TRAHICIEAERY AEY » (5mg/kg,
ik 81mg H7213 100mg 7 1) A E NS 1,

Class I
N LI5S 72 W T AR SR B R S s i DR & 77 A
YU YO,

8. =AM RITH I B MENARBHEF TR

A ARREHE IR Al MRS & D .o 2D 20 Il
EIEETOBZNNDH B HEICHBNT, —HINEE
ERWEAIGEIITONS. —HraROEAICID
HAmRB T TONE L H o TERD, LEHRK
HT O RAA E— N BEDER TRV S
ICHEfTE NG, KBRfEEO GO TIX, KBRS O
BEEICIA THiTTd 5 EWZW. TieeiiE=h
B R T UIERIC X O IRk el 2175 C & &7
<RV, ZRSPPASNE 2 & T HLOESRIK R T O
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BB EE, FFEO Fontan BTl 7 # 58 Ui
LD _EFH 2B < BT I B IRKEHEAT AV i I 7%
2 120>.

HBIARAHEAT I K © BRI K 2 WEMR R 13 2
# L.OIRIC R 2 AR ARIEEIT 20, IifEERO=
ICEARZD IR TOBRIRETHS LS T Lkicid
HENRETH 2. #ychtimyioiEnidL <, 3
R HARE AR D 2008~2010 FDHEFHT K
UL 52%THD, HELERZET .

MRICA © 9 2 iMfTEiE EORE E U TIOR3
IEARAEIC K 2 0 RROF T, @RI X 5 (K
FIME, QNEERLZE DB AR EWIRRED RS 5
LI KB AR, OFEZEMYIROME, ©OXKIRT
TPAEOHEITIREND B, IHERED D WVIEA 15
THoOGEARICRETFMNPRETH S, MifRhEE
BIGEITOARIBR TV, (RERINZXK S C & TH
PO NPAS eI ElDd: Lt = Ei=i

IR O 7 AR RIS K D AR DHET TS
% D THYIERICROFi 25t . AiEiRT
PR FAEDETTZ T L8 H B, BHIAARY
BB LT ULX S &, —HIEAimyREEhnc X 2 i
1M GEE ORFEIIRCIE /), HE & 7 7 iRk
72 GEEONBERTIEAG) 24 U5 OiERmEORE
BN TH 5. ARBEFEMAE OHET T ISl S HH1 -
FICEBHEEH SO TOIRBEEMEL ST EHE
IBIRHEE L. RRSHA NN i S 7z £ 0
ZAic & O BN 2 b7 9 % O THEERE
Ths.

BACEY] T > THIERICITATaAT IV - F
JREEZZ EICK D EHNRETH 2 T EHZL.

9. Fontan EERB LUmAMEMYE Glenn Ffik

(1) Fontan FffignEE

Fontan Ffj & 1Z OFIEE O AR EEIRIERNC 33
% A&t ST TH D, Fontan fEER & IE—D0D
HERERDE 2 MIERAR > 7 LTI L, Rz
Ry T LTOLEENETZOE EMHERAERE
2 DHEY ORI TH 5. HOLEENTTICK
R Z FEIIRIOER S LS C Eh SALNNAISATF
i & 5HMN%. Fontan JEERIC I8 TG ER 0O BXH)
JEICIE, OQDEILRGE, @BEFREIC X % HfkEn & 5
5B MEREOWNIEE, OHOERIEDES T 5. O
ROFMEZ XKHEHMLTEET S ENEETHS.
MROLEENH D BEW T OB L 12V 7,
JE R R 0 LA T2 04 TR I3 10 4 TR
80%ZIEZ % PN ik L BICE K AAHHE

BECBD, HYPEOT Y TV AUZE K.

D ODEHERERS L BN OB T B IR RE R
I K BB AT BiERE LTHMMED
A E N TV % RAA FRIAEHED AR — X Hr o
EUEVEFEN TV, FRE R & ORHE
MREIED T &2 5. JTAE O i ifl 55 LR S o 45
N5, BiMERTZ NP3 BENRAASNTY
% EIEH TR OB AT E h B 1Y,

2)  REER - EEMESR, RIRERERDZ O D
BRI GETEZENEEI NS, FEERER
OESE, DENY IV ) —EAZ L A
T—TIVT T L= a IEAENEIHREEZ L
HYBELREETH S, BIREREIRIZEICE
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JERNCIERO O X 281 7)) VIFEANT Ta A k
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BEELGROAGNZE, MEIRIE D OFREHIEDRD SNBEMICIIRONREFREAZRIITAE lla C
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