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FeRMERBIZB VT, TXTOWETHHTE DI
TlEewv., KREREVD 121 F 7/ —BHEETH L.
FT7 ) —EHOERRTIE, (OEREAIER T A
TEHMW 7% & OFFRA RIS 5. 2iud, £<D
F7 =BV R BICB W T EB RN L 2R E

TR A o -ER RS (Mimsdin) AVEL vizo
B R L 20, WA E L2005 Th Y, 2k
59 L LEREEAER OARIZEDM) ol % BT 5
DIF TR F72 0 NRD S DR VRN %2
BT 57 OIEBAREOE T ICERLTLEV, RO
AL HRNZEPLHREZENFEMLTCLEIZLLD
5Y . FOho, LAREDBHIL & ATTFRISEDDL
LA BN EETH 5.

VAR O KELLER %S (ACC) / KELLIERH 2 (AHA)
DAETA RT4 2 TE, B OAEITR U CIAERAN
BT BHIHH OB, HEMNADIZOL, AT — V5%
HRELTWDE (B, $4bbEHERTH-ThH L
AREVAZEHLTOIULTAT =Y A, AT RIZEEH
HIWIAT—YBELT, RPN ALL) EVIER
FiThbH T, DAEDEEELREIRA )R LA
BRIEILT B E VW) ZEEEZNTRYEEZ NS, 1K
NERMECIRBIZBOWTAT—Y A DY) A7 HMHhdEE L
W TH 5. EIEGHiFE R4y (International Society
for Heart and Lung Transplantation; ISHLT) /RNE.LANEY
HARTA TR, AT—V ADLAREY A7 ELTH
R B L TEHLEZFICH T TV DLDOATH
B L Lants, DB RE ST - BRERE
HIAHTIEIAT—V BELDLIEaEZDLE, WMAKER
PO BEE TITET - IR0 b O T4 L DEEDA
F=UBIMET A LIRS, ZoATF—V5EOH
CH LRI, SERBIETA S OEREMN AL T,
BN R CRERE T 5 RO b % iGH A
2O N R DS E L RERIZHE 2 2 DITI2IE
O, B AE AT —Y C DIEETH DDA 5T
AT —Y BOGHETLEREING.

AR RBOBHETH ) 1 22 R URWIT4
WZ el OB THL. LTl [ERME] ThD
5 iR AR 4) 22 13/NBID B IEFI RV R R
T 5. NEINIEIIRIE LR E D) A 7 1 EIFF IS
I X DR CEOBRARMIREA IR T LI LR, 20
R, MEIIREAME 2 12 AL T S EITEICE BT
ETHAHI Y ZOURED BV OARE) 27 DER
WD ERT AL VI IRER L TBL 2 8k, WA
TR EAOZHFICBWTEETH L, (fEOI Vb
O — VLB R s OB, AR LR EICB
WCHRERETH D EEZHND Y,

2.2.2

HRERERTF

OAE, & B O EITHL L 0B R > TREEA
LTI R, REMER, Lory - ToIFFr oy -7



DAREURY

DAZEDFYRIE
NEERNDREBD K
UDAZERDEN
N

Bl LIRDRREDZE

- BIE

- ERIE(EIERR

- HERRIR

- BB

- AFRUw
Y hO—A

- IDEMDDDEA|
DfEFE

- IDEDAEDZRIRIE

BEM
IDER

~_~

=i

BiE

- DIEDRRZRDS
A TRAIA)

- INER, BBIIRER
DFBA

- EEBEEB DT

EaE

- MER BRRTE
D ACEPEEZESR
fc [ ARB D #% 5
(@)

- AFTFY (EE)

1

IDAE

BENNEEEET D EHEHNOEEES L.
DDAREDER - #1E BESZVIEBECD oo
HAELREE REFEREE T DIREE =
Bl LIFOREEDEZE
Pl EITOREORS BARSAY TEF CHEBRELD
Bl LIROREDES ARoAY | - REERC o
- DEEEDRHE RS [CERUTA REFERDEIRLT
CEEEEA - BHE  ROUHR/| BENDEBROZMDEE ?El_gtg’@z%g?? 0\
ETZSTE=Y U, DAZDER - #ED wwnas | | - A4 RSA VI
EFUVY HRLTWLS R LieREAEICBH
- REEMERISE hh 5T ABREE
DiRY
AR AR AR Py
E[ B B& B&®
- DRESFERDFHES CERODY RO || - ROV MO CEROIY RO—IL
- DEUEFUYID | | - RS QOL DNE || - BEXE - REERSE QOL D
ETTRE - AROFBS - ABRDFES =
ACEME %, ARB| |MBE W=7 RS CRHEROR
(GEE) - HEREEOBE AERERBICH T BRIRE | | BIRE
- BIEWEE (EE) s - ACEPREEZE/-(3 ARB | | - SEEE
e S - BB - DiEFEE
SRR DOMWERDEND| . 5 (o3>0 mmm | | - BOEDRS
- ICD = DFIRE i Ry e R
- MTERMEER | | - HEER (BIE || TOMOEWEE Hgmmégég
Filf GEE) DEMD, BBIRE | - L RSSUY/MBAY | || Sa SR
B OERFEEE) [T]] VILER ;%mﬁ -
WITBDHA RS A2 || - ACEBREZED KU ARB = .
oot A BT T ERAER
[CEDVEEE XTI - ICD OELE
E
- CRT
- |ICD
- MITERM E I F R F
(GEE)

IDEDRT—INHEERAT—ITECHESNDEE

HFpEF : BREEDMRINfaDASE, HFEF | SREEMET LoD As
2013 £ ACC/AHA DREHA RS A /ICKD. (Hunt SA, et al. 2009%%, Yancy CW, et al. 20139 £D)

WIEZTTrF (RAAS), PLFIRAIVE S v 7 ERE
JEDIBMEI G AL U725 T Y, Fl 4 O
WRTDEMECE LS o7 1| DOREERETH 5.
EF RN T O % T OREBIRICFH ST
L0001 DT M) 7 L FRRTF K (BNP) 258
%. BNPE O ZEBEL ) AL L TR S I E 72004
EOFELZMOIEL R, FL-PETURTFLLTD
Ao Cwnads, AR GEBIZBWCHiEZR 7 v

223
&

RELE(LRF (Xk6)"
CRERE A T 2R EBO EERIGHII TR TH
L. LLahs, AR BIZL-oTEriasd LA ER
DL FFOMATEIEIZED T, 728 ZITHLEIMATEET
UL Fontan TEERICBATTH 2 LT T/ —LEYHES
LT D, Tz, WHhWLEEM L TH) 2 ENT

NI EEREET LI LGV E L HEECH L P,
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NSRRI CIREZTETA NI A >

X9, REIIR - FREIAR IR _LREIR - FREIIRIY & & v o
TAEREECTHEAF LTI 0H 5. FIMIZIEE L
FIREDMATEIRE SR AT CE AT, BT I EIRIE,
WIEAE, APHEZ AL, LEICHNADRLEIILRD. 85
W2, TEREEE AT E AL v ASD BASEMTABI T, &
B2 RED B Y 2 BNP EORE Y7 s oh s 2 &
HHbH, LEFIERKIE (VSD), ASD &\ 7z HifliZ 5
ThHhoTh, MAHOLAREREEREB IO ERITE &
VAHELH B Y

R EROUALL, BER (BHDVIEHAERD »
SR E TOLAM LR OMIRE, FISAE SHHEICE
HRHEN IR AN, Ay, ORI OB Ok
R LT MBS R MR A ER IR A L 5.
JEAMTIC B 2 0k = LR O N L UIEE, K&k
NTHEYOMHEHSLRE LY R ETIIRINH 5. &
D X B R R B OIRREIC X B 042, HHER
RSB ARI W THL. UL, HEEOHERIZLLZFHD
WL Y bEIOFELERIT 1968 4E705 1997 4F
T, N10 5 ASH720 336 Ah5 122 Mg L7k #
EENTWDE Y,

2.24

fEIR

HATERRZRTF SO B OAIENA NI 4 2] T,
ElAa s U CEREE EA- SR OHH, A UREDFERE
LCREL FEAD BTSN TN, EEE EAORER
BHEREOBEINA LT Y, WEREELZET52805
L. RO OIEIRE LT g BRI, % & OMRHE
R, BEARNEL EOFRNLDDILNESIND, K
O BTSN A BE LA 2 e IsiE 252 &
BV, FHEALER Fontan THERTHAL L. fili) o 1A%
CTHHEFOBYIN A 2T 5. FESCIERKIGEERE
DFERTH Z5S, FFEFNE, i, B3R &L o))
WALFETH Y, Fontan 1§ B T b 1L IX & HR M IE
(protein-losing enteropathy; PLE) b HI2SNEEE 22 5. Rk
MOlERS% (ESC) 02k - @O AEBIETA K4
TR, ERE L TEYN, LD D WIZEBFED
JE5r Ik & R OWFE R HIT T 5. ACC/AHA O.LA
ETARTA 2 TIE, W EEE 55 57 TEBY T 25 5E 2 ]
REND, HDHWIEHD - ML F /213K - L% B3 5K
MR RAE R BT 20REE LT Y

ALK ERETASNDLE B L OAREDRKE L
T, D -G (v v b)), R X AR E A
2) FHEARB L OMOFZER{ZEIZ L A, 3) LAfEE
12 & B DSBS, 4) R OEBRE, LZERIEAR
& PREE (PAZEPERENR S SR 72 &) 12 X Al

L, 5) KREIIRAEZE, TR KPR A, RIS IE,
BIIREEALIC X 2R IE, 6) JeRIEOERA, BIREEAL,
PRFERE (BEIRIR 72 &) ([ZXBEBIRER, 7) 77/ —+,
8) M LEAEIR, DHITSNLA Y, woprE
B HREIZ DWW T LTSRS 2. Bl o> & 5 1224y
BEe ML LM MATEIREZ 2L, S6I12138FE
ERERENADZELZT T 572012, ALZWATY
REILE 572 E) VI GEIL LN THL 207
DOFERE, DA E ORI ILIEE 2 RIS EE T H
5.

2.25
I RAFZXEDEREICH SNDEERDOFRSIER,

(EEmEF
a. AabfE

B SER MR B O DA I N U R & 57 2 5
DAL ODBH LD, FO 1 DIFHLAERLE N ETHS
5. RE "V IEALKMELEBETASN LB LHLA
EOHREXRT. 209 B, K&7% ASD, Fallot MU #
(TOF) #itaOiiEINRFE, Ebstein 51345 % O 7 & HE T,
AEHERRIEAR CTH Y, ROEREIZEAMICE
SRR I L 2 ERAMDINbS72RETH L. Zh
LOFREICRT iR L LTIE, A7 =Y C, DIZxd 5
e (MATEIREDU ) (3RO RIGR L MRk L %
ZTEw. F7 AR AR T — T IVIEE CLUEEDN R
A DIRAEIZ TS HIRHEIL, AT —Y B OEME»HEREIC
With, BADERBIZBU A ERIEETIE, 27—
AR B2LTHRUWHELZHNE L0 RESE (RAAS [HE
IR BRI OFGAMERESINTVE. L L, WAL
REDEBIZASN A LAREIIBWT, FHRUGET I
& LSRR OGN R LS I3 v, AT
D CUYED RADRVEEER, ZD L) RIREIZM2 - T
WAHBAITIE, SR - OB R e R A B 2,
DEBAED S 4 30 TR RERNE ) AT AV M d
ETHbH?.

b. TOF ifit&

TOF iZb - L QHEDFE T T/ — B LRAETH D,
% OB T IEFIEER L FEO ZLEIERTH 575,
SESEFRMATENEMN 2 HEE A TV L ITREED S 5.
TOF it BEMOAEE B L2 AICE B L 2w
7B RMEEZRTIORT. 2H)vozfEEE 1o
CIEBRS T, HEOWRESIAF L TR LNEIC 5 2
ELENTIE ARV, bAEICBIT 5 mMEREL, 10 4F4
175 99.8%, 20 AR 99.6%, 30 4EEFFER 98.4% & &
HbOTRIFTH S, ERIEDfGRET & L THEIKR
BERRDMON TS, HREZE 7% CPI9ER 34 1%)



£6 HAZXKEWEERICHSNZDBBEEALMMEE
M{TENHE

ASD

TOF

Ebstein 5

AERHERRE

KEBLOEDAECHDESE

(e RMBEALDEALIRERIRME, (EIERIMEERL)

(Haddad F, et al. 2008°" KD {EX)

GECKSACRS)

75 34% CFIER 33 %)Y L shCnb, 72721
HREZN 7% OHE T, R RBREHEZ I THED
66% LAMETH Y, & LB ORI 1D 5 L%
Abha,

c. (MEIRGERE

B IERIMAE SR, 584K EE (7 00U 5 (or L e i ety
B ENINUIHT2E, WTNOFFETHREFEMIZ=RT
PRSHAN SR L H=EBBEDIK T AT S 5.

SEA NI E AL DAL TR 2 O DA A I
22%, BIERIMAETEATIE 32% S W) s ), 2o
FCOMTE 15 FEOFETHEILLALHINE T 47%, MEEIR
T 5% ThHo72 " itk 14 ETIRELE AL DBRENRE
I 7 D ERERE 2 PR > T 7228, itk 25 4E Tl 61% D
HERPEED FOLERRERETELZEVIRELD
0O LR E AR SIIRERICBIINT 5. Z22IRIE
DL, OASIEIREZE L TWLIEIZIE 44 f5123800
‘é—a 57).

ODAERHEICBIL Tl BRIREER, A=K,
JEEIZSREDIRT, ZRAMEHAZOIEEIZEV BNP A3
ERA BHEO LSRR E R LR SE RO B
LMLy ME IS T, HEKREE =
RPN L T, USRI L 522
TA =Ty THREECTH L. TFETIEELAIEE (MRI)
WCEDHEEOKREE, BREE B XU =R O
R LOFHEASHEA TV 5.

DAREOEHENE WIS Db 6T, FHRiEY e
L7-3BYNRIROE AR R LT =7 T E A LRV, B
JEWPEIIRIREAEIRE DR T2 WA H ), LR
VER O & 5 3L 0B O YEIRVEDIE W EE R restrictive
physiology % 23 A JFETILWERN R TH L HEED D 5 72
o, HELEGPLETH L.

d. Fontan f&IR

Fontan THER O EMFH ORI, MTROZLENH Y
HECTHHH Y, A% T B R 22RO G PRI R
10 £ THEBEA2 80% Z#Z 5 2 LAREDH RN
BHITIE 10~20% TH B, BB 50% (2E 5

I 55

K7 TOFHEICBVLWTITFRICREZSZ

EDZEWNHEEHE T

BDEEEHE T

Bk EAE (AERESM)

=5RAHEAE (BEREAR)

ARG - MEIRE (BEEEE)
DERRSERER (CEEEAM)

RERFAHAE (EETEER)

NER (D=SEE - DEME - RRETrE - SEEE IOV
)

RGBSR

5 2B HIFRRE

CISICICACESRCKS)

S

Fontan fEER 12 BV 2 LA LRIV RE, TLsRMEAE
DILTIZE DAL S %, F72M6ERPT (PVR) @ 152
LLHBEMARETHIEEL I B, EHICEGERK, FE
EAGE &\ o 72D RER 294 PLE 2 5ET
5L bd %, Fontan iR EHEH O LRI BVTIE, HTET
VZBRHERDMICT L W72 ER] & 0 BRIBERAMR 7z TV 72
BIDIZ ) DT E ) Hii5 205, Fontan 1EERIZ BT
BIARETIL L ZIHERRRE DAL ORES EE 2 58 % 7
7ZLTWB I EAURIEEND

Fontan fE3R CA LN L & F SF R AHHEIL O &% BE
9 5. BEICOZ)EGHLEIRIE S Rimbics s
SNTIFNEL, D) o MEFESE T 2L, ek E,
WFREZE, RESSIENEEDL 2 DD D, ) ol L 72k A
DIFEEIZAZERE & 72 1), PVR & FA-SE9 5. (LEAEE
IR, AAEIE L AL ABHET, Fontan fEERICBIT
HUOAREEEMIEL 9 4. Fontan TATHFIZBIZA L 72ERI R
RFRIR - MRS, BE)#HIREE (pulmonary atriovenous
fistulag; PAVF) %49 ZHEGITIZT T/ —EDFEAET 5.

AN FFMIZIEANEENR, Fontan )V — b Ofk%E, &R IHE
#&, TRz EOGE BRI Ol EE TH L.
REOEFEIZECDS, THREWE LD 23RO A M
FRLTF =T E AL, T LA LT
SR HEDZ B b WL 72 20

2.3
RS D PO

SRV BB L 72 e L IR 22 O FE L3RI
{, BANGERMOEBOBEEEMEERL LT, 0%
- FHOEZEHIIET ) OoH 5. R GEEEED
G DN 23 D R TR E D ) 5 9% %150,
FEEHEEIZ15~6 N/I0 TN /AEEEN DTN bt
DL NiREZE CTld, FSEMEE L 47 A /4E (1997 ~2002 4F)
THY, 35 29% 18U L TH o729,

11
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NSRRI CIREZTETA NI A >

2.3.1

EROEEBRIV RO

G LIS 3EE ) 2 7 OIERELIRZE L LT, O FME
15 (ASD Hi% <) » LW EMR @ F 7/ —+8,
@ EFRZ ks, sz, FlwZ), @ ALH, ALl
B OR=AX—=N R EDOTNA A NI, ® AT
ML R 67 AU, Z2EDHITSN, &9
HELZ BTGl DI TSE ) 27 13 877 kI iC
BRbE s . EARESE L 72 VSD REIRE B (patent
ductus arteriosus; PDA) Tl LHE DAL 7
W SRR DRI B L 7 e B S T I A
(A U7 BIs kD 55% % b (BT84 63%, i Bl
#%37%), SO HFT ) —EHOEBIEEEE (75%)
Thote. EFELIEBIE VSD CRIB1E 30%, BHEMTHE
%) b o &b, TOF CRIEMHE 1%, IEAM % 8%,
BN 9%), B LA EME (1%), MHiEHE
BORBIRFEE LR, T2, EOREGORDIEGHE
RS TH 720, W OBGMONER & L T
DRDERA L W BEST BUEDHH Y.

2.3.2

fEIR

BRAAE IR IR O BRI, R IC L > TEHF
THY, WEDWPRERBD LITLISRESND. 88,
12 90% 12780, EESLEKT - REWMD % D& FIE
RICEET D, F72, DM O 7270 IR0 50 L P B
BOEALZ RET 5. ARG EZARIEIR (Janeway B
R JUFHREIR M) R 5 UG (Osler #5 5, Roth B,
REREE ) BT HHNIL TV, 8 30% DSEER AR
WEABEL, MRS / EBRCIER - MERIUEHIE X
Na? G-k (57 —¥) B5hsEEE HlR
T COMIGBR~ DR (MRS / 1) 24U 57200
EAWLETH D, #40% TRATT B RS S 5T
B, LY EEHEHEATD o & BHHEEAEN T2

Izas
2R

BRAREIRIZIN 2., FEkIEZ /8, £l C Rk
F (C-reactive protein; CRP) L3 Mk i, FRIE M
17 &I S SUCHT A W Ok & 3578, FR
f9IZIZIEIE Duke ZIEHE (] Q)™ I2hEV, MG 320
LS & B RE I DNE R ST 5. B4R
HERTFHRERLT20120E, B WEBET & GRS A D2
TH5.

a. MFISERE

JEHBEZ 3 MORETHRILEND 2 035 \n7-0,

BR324 BERIZ 2~ 3 [T LV HIMAE I FRBEAYIZ A

&8 MAFLKEIEREICST SR DLARROEEE DR
BRIVR S

BURTE
F7 /—CHEERELERR
AL F 7/ —CIHEREDEROEEME, HaLIHMEE
it COMBREN B DBE
ATH, ATME, R—ZXX—HNEET)I A RDATYER
AT## OV F, ATME, ATHELE) ZERUCHRE
HBVFEHNT —T ILEIEETTE 6 7 AU
RRRMED BN DEEE

hERD R OB

BURITBZERLEEAEDIEREDEE
FRENE CREIRF 5, ER7ZH S BIEFIEH)
BEXELDVEHE
EURDEF
RO TRFLE ASD
ASD, VSD ® UK & PDA Diffite (i 6 » B7Z 18 Ui FaE
7Z SR IEL )
TR/ (o ) CR e
WRE G H LI VEIEFRAE
REMLODHS
FREBEERRZ DIV | [ IBRETES]
FREERRZ DIV O FEBHEA

(Baltimore RS, et al. 20157, Habib G, et al. 20157" KO 1EXK)

TR0 %53 L O EEIHIAT) LEIR L ™ 45
ZeERIME (10 mL F2BE) SOF5ME - BRSUER #2217 2
EDEETH A, MEEEEOEMERITH 70% TH D,
Streptococcus (50%) & Staphylococcus (30%) 752 KJE
HWIE T, NTYWITED B 5 & Staphylococcus Fe PR IE
DEEACd 2 TRV Lap L, BUEEESES T T
WRERE DS PR S v BRIRII RGP DI 98 h3 58 o
NCHIMIEENEN CTH - 72056, WA, Ml
WHFAERRERN 2 SO RS BB L 2R E Lo LKk
R, KA T — B HEG ST E 7R R E A S AR 2%
HED12TH 5. kGRS 48~ 72 el & & 12 M
B2 ATV, R e =y —9 507,
b. Ef§:Z

Ap) ==y kAL LR T o — 1 (TTE) 2%
WINDH (SR - (Lv~wvB), SR CHEEMREE
TIIBEEE O.CIEFATEEA O 725 TTE 5 &4 H 7% i 4
BELNEWEEL L, BN REAEOCT T — %
(TEE) o #f% £ % ((ES8W - (L~ve)). LT
=R LD E LN D BRI E 72 Z2WEHT I, - O
W T & 2 VIO E T35 RS 2%, 71 E
Mess, Freedl, R, AN ToSrfr e s Thh, I
5O RO HIEEE L TTE @ 70% (24 L C, TEE Tl
90% A ETH 2™ mELLFATA AL E -l
@ (CT) b BRI ERE» S H A2 5T, Rk



RO BFMEOMWERDIBIE Duke ESHTESE
MBS
o 2 ADIMEIZER MU S FEDOVFNHADEEDSVRREHNRH SNBSS !
fREEHERE, Streptococcus bovis, HACEK &, Staphylococcus aureus
MPRLGERE (FDICERENZEVEH)
e FREDOVTFNHICHBVTHEEDEVRREAFHRHNICHEE oG -
12 B E DR Z & |3 CERE U fe Mg ER ML 2 AL E
BAINTC, FfclF4AXUEDDIBEKRY (BHIEREZ 1 BELEDIF TR
S e Coxiella burnetii 1 1 RDIMARIZEZN MUK D&, F/clE#Hi phase 119G FiA(f > 1:800
TEOVWFNHADDII—ME (AITHBEHEE, BRNEECIELED [REMDNRKAREMNA] SHESNITRESR, #
SRR & DA FHEZ £ D AERI Tld TEE, ZDRDAERITld TTE HiEEEIND)
o RFELIFAZFFEBOL, WRY T v MEEE, HDVIFATYOD LICHSNDIREIZHITEHBAD TEHRVIRENE DDA
[
o [R5
o FHDATFHDEBDHZET
FRDFER EHFOMEOELFCIFELTIERTS)
FA  FRE D IDEBFCFEERYER
FH# . > 38C
INEEE MBRR | TEEIRER, BIMEEEE, BEUSIE BEAHM, ESREMm Janeway iKZE

REFIRER | RIREEK, Osler #5861, Roth I,

UDONYTFRF

HMAEMSZNRER, | MREERIETHD D FROARERBESHL °, FIFREEIC & 25ES RO IIERNEHLN G D

QA7 IS—TERET FURECONEXDORREUNDOHMED N 1 AOMBRIEER MU CTHRIECE o feiZaZRR< .
[BEMREIEOARER] 1) XKE%E2 D, 2) KEE1 DE/NEEI D, HF3) NEES DERICIHA.
[BESHVRRIEOMARK] 1) KREHEAN DENEHE1 D, Ffeld 2) NEE 3 DZE@IHA.

(Li JS, et al. 2000™ £ D)

This Figure/Table has been translated and reprinted by permission of Oxford University Press on behalf of the IDSA. OUP and the IDSA are not responsible or in any
way liable for the accuracy of the translation. The Japanese Circulation Society is solely responsible for the translation in this publication.

AR B OB W T TEE LW BN LY. F72,
TR OEBIZB W THEIOL L RIEE TIEMMIHZ
OFEEIIC RO, EFEET VA O T F S 7 a—
AW I B E ("PF-fluorodeoxyglucose positron
emission tomography [FDG PET]) O# MM 5 S,
AHA 1 X0 ESC OGN LR RIGIREHT A R T A >~
(2015 4F) IZBWTHHHALREEZMIEEL ENTW S,
MR CIIBREIEE 2252 0 2 7 iR D
SRR ZFHES MRI A DSH R TH ), MRAEIR
D7 Th 50~80% I AAH 5 L b s T,
c. MFEFHINAFIT—h—

XFEFRBWNA T~ — I =12 L COMEDH 5
P, IR SIEOFEHICE & F 1), BGeE LIRS R
R b D%\,

I 234
S
=]

PURSERFL, HARIERG RO [ RGN %
DOFHEEBRIETETARTA L | 1ZHEL 5. BYI%
WG TR T 52 2 EDEF L, R EERDOIAT
BRI PR AR G ERARIE (PEBRAR/NERHE / R
BR) RLNBAVEHE, IRAWERE, MEEIEHE, TEBRARE B

SR E R PR EM 7 &5 — A & o THEICH D 2
EhEREE D Y,
a. WHEGE

JERRTE DS E STV B 561E, PURZE DR ERER
b e, ToEOPREL T MG 552 L%
K, WEPFRZEIN TV RWEESEE, T8y
BHRE LT, — IS (DENEG S L8 6
7E) THIUL a BIMPEHEEEERE, IR AR =
VY G (FRETYEYY ) ETI ) ay FRERO
HMAGDLEET LA, 73703y FREFOBHIZE
L CIEERRE I T O FPRSEA I B ClE 2 25 5. O
fFAr 2 2 7 LI, & IS AN L@tk g, AF
) VI EE 7 B BRR (methicillin-resistant staphylo-
coccus aureus; MRSA) % RN & LChli < BEvy, Ry
7P MRSA BEiHi 247 . S irhigE =41 > 7
ZOEAL, R LIRERRES 2 SN TWD 2 &2 iR
T4, fEMEERIEO T BRI E 5 )V —F > Ot
PR SN TV,
b. SEHNAE

ANERETR, Bgear bo—)UARRE, TEEEE (> 10
mm), ZEf, ERIEG, ANLHEge, #ATHEWE Pie

13
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RIS, CERS, (EREE), AW (/77 Mk
L) SR LTI, SRHIE R R BT 2 Y Atk
T IMATENEERC A EEALA B IUL, FRN L PIR O
B ke L o0 2% ARG AT ) 2 EAMEIE S L
b, R=ARXA=NREDTINA AEGIZB TS, SEHY
HHNNIRES T =T VIR EE TS,

2.35

Fhh & &EIRE

2007 0D AHA |2 & 2 G LN 2 O L - FRAICEY
FTEHARTA e, BELLEREBOY A7 @RIl L Y
fEMFEOE T - WBEBOMEDITIZIED AR R -
TSN TE2 Y ALK GERIZB LTSS
DFEPEIHERFS AL, 2008 -0 AHA 12 & 5B AFER I
EETARTA 0 TY, &) AT B TP bUEE
PG 2R T 5 L L 012, KBRS FRHIRHTR
5 (F10)* 2#HAEL T 5Y. 2010 FOESCIZ LB
B AERMIRETA R4 2B Th, OF7/—F
PRI OERE CRIBED 2 VI Bl 72680
THRIBIEOD 2H565), QNTLH - NTWEEH L7215
Emit, QALY MY, BAT7—TIVwIng) %
L7418 7% 6 » HDUA,  F 7212 ALY R 2R 2
PIaA& 3 D556, @ B LN ROBEE, 1351 A2
& L CREMRIN 2 TR PR SEME AMESE S csh (2010
ED ESC BNERM BT A FI4 > [UTH]: 75
ZIla, LNV Q), &) A7 OEnTd - AL e LTk
AR B AR S Z M S ERHILIE |2 T B BT 3% G- 53 48 &
NTWAEY (75 A 1la, LIV C), RS - MbEeR -
PRIEGRE 7238 OReAL - LB I P RIRTIR SR G 30
AT AEVEZEZLNRTWE Y. LiL, o) AsER
U1 & 2 FRE T SE P G- HE 5 14 0 B G 1t L IR 98 58
FER OB OO F 5. G O S 380 LA
DOERVEVIIEDL DS, Streptococcus % FERH & T
BGOSR L CW A LW IARELH Y, Fil
BEENDLELEDIL, SHROBIHOTARTA VUETL T
SR L 72 S8

—h, HRIEEZRE0 [ LNE RO T & G
BT AHA T4 113, ASD (ZkfLI) &, 13
EAEDFTERMIEEBTFHIELIEREL TS . HED
DHR GBI % Zltirk LR e OfE R T, Y A
7 (R8) THHEMLE RO LR IIEE# 6% IZ78
BTWL, SHIFLTHIL 88% THY, HEEY A/ HT
UM X BIETRIGR L TR AnE LTwa .

DT O AR B 2 0HER TR E LT, fiTaio
B MRSA A2 1) — = 7 (2015 4 ESC &gl A
BERAARTA Y [LLFHE] 7T AT LNV A) ER—
AA= A EOTINA AR BEROFHEE (77 A1 L
NV B), NLFReZ OAiop 155 P B £E B 1T 0O T Bl 38
(79 AMMa- LX)V C) DdbiF 5, MRSA &G A 7 &
WO 720 DRERIRHeD ST B T,

FEBROEFIFEIZ BV TIE, HEOENEEOMHER*
REL, 22000 DU RHEIZ X D Rs OHESE 7 & Ml i
o35, Fio, ETARHE (Fhv—) LWL
855 ThNE—HEREL)VRAZELDDT, KET
TORELIT). NEHLDERE T T GAE, R
HEHI L DEBPPLTH o720 ANICE->TLES
DIFIRICB S BB T G535 DT, JEGLEL
WL 2 DT B & A4 EOTEREIZOWTHED (K L - firi
T HUED D 5.

2.4
F7 /) —EHEXMNERRICHSND
EERENER

77 ) —EHIER LSRN 5\ C, OIS
L & IR AR, 4 5 OB AR, s
R b5 T RIDY,

241

M CTSE R

77— RIS T, ML B B R
SURINES X UBSERAE OIS TIZ 1Y, Bl 5051 X
BT SR, B C ORI AT S 1

K10 BAFZKREOERRICST DBREORRROFHHNNERERSE

RORSEIEE
BORSAH

TEFIVUY

eIy
RZVU VTP UIF—DD255

NRZVYU VP UILF—HDGD, ROKSAT 2) BIFIUY

1) gUVEIRAI
2) PIYRONA Y VHDWVNEIZZURORA Y

1) JUVIRAI

2g/m, WNE 1 BE/ERICEO
2 g/[E, & 30 ZLIAICERE

600 mg/ [E, MLE 1 BRSO
500 mg/ [E, A& 1 BRI E

600 mg/ [@], 4LE 30 HLAPICEHE
1g/Mm@, ALE 30 HLIAICEE

) NODR5E, BE5O#IF SEBHITOIHUCEDVOTLEWL, #Hi&, AEICIHGU CHENESEZ 5ND.

(Horstkotte D, et al. 2004 % K DEXK)



®11 F7/—EEEREEBRORGNSHIE
1 MRFHES
BB ETERAT
2 MMERS
REES

3 HIMMAEHHE
TR, SO, BEPSHHIZRE

4 IieMEHHE
FEIAIRIMASERASAE TR &

5 BHEES
S PRERIMIE
EHR XT7O—C, BEBRE
6 EERER
BERILR, WAVBROUETU Y

7 RRERYE
R DPIIER
A3

8 EEIEEIEIK

9 M, REBDER
(&5%5, EEMEREEE

10 EULEVRBEIRS
BB, BBEX

(Sakazaki H,et al. 20078 £ D{EX)

TR ZARIERE A & 729, ARIMEROFE R &&= 3 R IER
MBIUONEZOUE MELHMET 2. S T510H 55
EiF, BREMANEICESLAEZOE U HEAT Y
)y MBEIZESA, SKZIREETIE, NEZOUE VEDMK
<, NEREORIMERESINE 72 5. F 7 ) — PR LE
BEEIZE ST, ANEZOE M 14 g/dL (38R Z A I
ThHoHY, F7/—EOREETIEREDO, LiIE
LIFRRZ SN b, FERIE, BRRAAEE 85% D -EDANE
7 av il 20 g/dL PLELETH 5.
a. BFSTAEIEIREE

TR ARIMERIEING, $RKZIC & B ARIMERAETERE DK
TrlHAORTHEDY, EMOMPE EF$ 2",
KEFEEAS B35 &, ARG BRI AR~ O ik 32 84k
REDMK T2 X721, JHf, 5620%, ©Fv, 2HEE,
Hiugy, B, FiE- ZEPOE0 LN, HA%E, 1
KT 7% EOIERDS IS 5. RIEBERIL, ~~ b7y b
fE2S 65% A CERRZ D VEFIZITRIDIZ W, b
MREOMAAEY T, 77/ —PUERELEREED
6% IZRRD BTz,
b. IR - amEE

9, PO HIUIERIC L AMIEEITS. #RZ (F
WRIMEREAE [MCV] < 80fL) 25U, #AEG %17
3. 12771, BRI EGEIC R MERBS N ASE T 5 2

I 55

EDRBHY, FERCEZSY) Y TPLETHDL. KEDOWE
% & B EBHEREIEDIKIYE R &2 L), BRI
FERET B AR B % 5RO A WA, Bl A a3 5.
FREMIER O AN M2 )y MEAS 65% T8 A, kPR
BEREORERDSFE R 285 512D, Eizxir). HHE,
500 mL O MVE & E IS 5. (@ILHT F 7213 FRE 2 AP Al
7K 750~ 1,000 mL % 1 BERILLEANT Tl 2. 1 i
MTEGEE L WGEa1E, 48 LI 2 M H O %17 -
TH LD, ZOEIFKIERIRIREE % BE S 5 LD
Hb. F7, BYRITEIMIC XY ANRINEGESHET L, &
MERIMEREED ) 27 DSEL kb 7z0, LER/NRIZE
ED 5D,

2.4.2

MBS

FT7 =R REEREE T, MR B L0 —#
PRSI ED ) 2 7 383 5 Y. fabE 13 2k b
700, RS, SRTEEGRE, SRGZITNZ, Ein
JERDEAERZ: EO— KT & EN5. NEHERE
BEEIXZ DY A7 IZEG LTV A IREED S 525 %, HRill
ERBEINZ O b DI OfEBE T TR Y. —7, %
RZN X ABANTRINERIENX, A#EY) 2B MAER O 1 2 Th
D, BRI EO B fERETTh 5 %Y. bhE
DAY TIRFT ) — BRI OEEEE D 8% 12K
FHIEDSRDO LT,

a. BIE . AEEiEet°

BMImAE B2 5 A4, CT/MRI, FEERTI—, &
HEERIR AR 72 & D AT OB IT ). BB Z
DEEE T v 735, PrBEEEEL, CEAMER EEA
PO TIFEERATZE LR L TS & 22 278, o) A7 %
B EpD, REEREEEL (INR) EIZEE> Tk
v,

2.4.3

HIMESHE (Fim)

F 7 =R CEEE RS T HUIME & 72D %
25, ZORRE LT, MM AR MR E 72 &0
M/MEOFE, €5 I KA - VI IX - X W
DIV RE V RO 7% & OEFEREL R, &5 von
Willebrand (K7 D/KZ, &5 IZHIENNRIEE, EHIME O
A (FRERIC X QBB END) RSN EZERiEREE® 7%
EOMERTRHITF NG, Tz, A~ b7 )y ME LA,
FEFIRER I X A MIMEm O BEE 2R T &h b .

a. [E0M

WE A MO EINE TR CH Y, @FHLETHD
B, REE oA el R A KiiEd - &
L WHIMMEABEED 1 2 TH Y, bHAEOFHAE? <id,

15
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NSRRI CIREZTETA NI A >

A% 16%, HliBINAS 3% ([ HN7z. ZOFKE LT,
RE LR BARIN, o R £ 721 3AEh IR
AT I O BELE IR % 2R & 3 2 BYARINZEAR I X 2 i 28,
HIRIMA TR Ofeke, MBS ZL S HIT SN D05, SFamhy
R EIZENTH S,
b. &2 - gt "

HEEFEOIF % R0 5513, ABED ) 2 %% o,
Ul X ST 2 720 A8 A1L, CT M CHilE: % 5F
g%, [ELFSREL B SELEHRETDH L5720,
V—F ZidfTbiv. TAE) Y, EATFOAL FARPIK
fEH (NSAID), HulEeddmi L, Bk &ML
T4, ZOL)RAEZFT-> THHMAFRT 25, L
CIFEETHIUL, MMM, BEFEFHTEIT, =
URER Pt R C O BAT AR &I I 269 % ZEAR Al & Mea
T4, LaL, BIEaros 7 — 7 Vg8 v %
RS A0z PR L, BEMMEOREIH LW
ENHY, HEETHHLNETHA.

2.4.4

MieESHEE

HIEAPHED ) A2 D& 5 EEE, FE e TEA b
JEOV A7 b EL, WHELEOT LY EL STV,
Eisenmenger fEMERETlE, BETEIMAR D —EBAIRAL L THERR
F 72X BRI L 22 BB B IR DU ZRD H D 2 E A
57 ZofEbRTE LTE, RBREMRE KM% Sk
WL EEARRERE S, LRRE IR, BN ARPEAE, Mot
EEOE T s st ™

245
I Biaeas

F7 =B R ORI T, RERPEIRE 204
FIPR 72 & DA BRAR L E & SR ERIR 7 & OB 1 B % 580
2% byEOMEY TIE, FT S — P HER MBS
BB D 7% BB ALE, 2% 124 70— VREMEEEZ 10
7z, F72, EOSRERAUEEM (GFR <60 mL/4 /1.73 m®)
FEGFEABRTTHL .
a. =PRERIMIE

FT 7 — BRI U B A 0 v R R MUEE o JE R
3, REROBFIRELE TR R, FRBFERINOBIN TS 2.
b. %12 - jamEEst

MERER OO FRIRINAE (20 L, BV 2 0 B bk
BEEDY A7 %S 72O DEFEIGIL 2.

2.4.6

EEIRTEIR

F 7 — R LEERE T, EEIRIZEIT L
IERLTHwDLZENL . IERLAEEIRTIED &b &
TMLFEASHE L TW A A, M AN #EEE T (VEGF)

LB MEHAL—RILER (NO) OMEILREICE
DLUMEBRO) BT v ZORER, R FHEEILIE R %
HEFELTWR ' F7 77 — LR OEEERY
T, SEF B 5 O/ LT e <0 7 I P I L E &
THY, ZRIZRARMERIEINC & 2 H5BEE O3 12 %o
EER 3R IMAE 120§ B AE R 2B Tw B Y S 512,
RV 27— ViliE, EERFEIME, NO 7y 7L¥al —
vay, M/MIEIRMERE Y ) VY & MEZ & Ok
IZ&0, EERO 7 70— AW IR wD, LI
FOHN 1

2.4.7

RRRRE

FT ) — BRI BB , BIEER R ARG ER 1208
J5Y L TAEEDMER N 7200, WA R BIEGED ) A Y
Db, OHEEOFAEY L, R, S LR
WENENT T ) — UL R EEEED 4% 1258905
N7z, F7ICHBLL 72 B BB C 2\ BEIRE L, s
FERERERE LM RS & 58 LB D B, F7z, G

WIS % &0, A2 fEbs K SIEAUE T B 5720 O
D mE e 5.

248

B MERIERR

ROERRLTRA, (B, B, I &) 13BN TIE v,
bHETO#EY T, HIMZKNTEL, F7 /-8
PRI CREEED 9% % Ho 7z,

a. EIP - iAEEEet 0

Ik Ty, FusAkY R, NSAID AMEH SN LAY, &
FERER IMIME R T 2 A H 5. BRRERE B ik
B EOTHLERE DS 1) NSAID AMEHTE 2 WiGa,
HDLVIRREPZ LA IZIZATOA FRIEZ VS, JE
RERIL, 7a7) ) —VFRETaNAY FCPHT
5.

249

MmE:, RESOERE (518, IEE4EEEE)

FT ) — U R M OEERETIE, GRS,
ERIR I O BERZERASBIAR A~ ALY, U R EE & OEM
I P C /N H Sk 36 3l R 7~ (platelet-derived growth
factor; PDGF) 3 & OEE 5[] -7- f (transforming
growth factor-$ ; TGF-8) %L, (XHFER MRS
HfER 723 ZEZHNTWA.

a. IBEEERIEHE

HEFBEEE X, EEFOFERE FRIEEE N R
7 MR RS R R C, FERICERRIET, WRNEETH 5.

b. &2 - jaggst "



FROATOA FEIRHY ) FOVERISEEEH SN E28, 2
oMz Fa v, s LAF Y, UL Far
ik ' OEMEIAHE ST VD,

2.4.10

EVIEVRERE (IBRE, BENRN)

ARIMERIEINC BT, NAGRICE DAL A8F %)
WEVEEDTD, IR IEkEEOIFaRIE) L
UHEML, CYNVEYAEKIBARER TS Z0o,
g eI E R % & 727, bAEO#AEY Tid, F
7 — W R M OREEFED 1% [T R D72

2.4.11

BIHEY R VERMER (F12) "

ING Y ADENTAERFIREE R E WL ) IZTh2
&, FT BRI EE ST 2 EHOMET
HD. LIz oT, VAZEEMENEHOREME 25
F7 ) = CHERE B BEEORRREA Y, TR
AMWENTVEHDD, —ERNL & QHIZEL LT
ZD72%, EO L) LIEHEMADEFIE > TREMNT,
ARHEZTISEIL, it &FoMEERREIERONNT >~
AEBHLTLEI WML D L. DT oOxHIE, HESHE
THEIATHIRETH 5.

a. RO E)E

FT 7 — R G EEE OMIRIE, i I
(pulmonary hypertension; PH) »3%WATh, BHMEB X
DIERDEBERED ) A 7 DSEiv, EIRHT %R 1B 1M e
FHIFE (Sp0s) > 85% F721IANELZ T > < 20 g/dL 7%,

I 55

FERER &5 258 % P T-CT& % . Eisenmenger i
BEREOIIRIIZE S TH 5.

b. #RZFcZEMODE]EE

FRRZIE, EEAEY) 2B M S\ LS 7 A B LS
L0BIER sh, MNEEEDEHRETE%25%. 20
720, HOEDPLOWRELIZAEZOE AMERAT 71
MEZ MRS A2 2B E L PRI 2B T - Tk
b\, FOMIE, BRI OREDOIE (p. 15)
*ZROZ L.

c. Bikom;e

WAL, R REEE A T | XL, BikmoE Iz
bOBNDL. BWRET, RATERIRITH, £ THIZED
SERDSH B & JIE, T KGR LETH S,
d. FERTRS

FT7 ) =B R OEREE T, W% D EYET
ONT Y AR, IGREENEAT L)AL,
W LRIOA YT NVT T 7 F V3, 5 ETE O 23 il
KIRWT 7T OFFSHER NS, FPREBLUTRE
R DTETEN L VLD ICTRETH L. RGN
KT RILTH 5.
e. ERERIIOER

Y B IO PVRIIEHT 234, (OHIGEIEET 5
HNE, WNT P ADENTAERITEZEZ S 7263 HEk
Bhb SHI, BREICHET 25K (NSAID 2 &)
&, Bk ERDE, bEDEETLTWAEHEZ X5
AL S5,

®12 F7/—BHEXREVEEEECHIIDEHEY R TERXR

TRARIGEHHEZ T DD DERDIETH D
TN DRBPEEEEITDNECTDHD

- WER

- BHRZFCFEI (HS5H UDRE UTeNEI OEVEZHETT D IcDIEITDFRRESIISE T D)

- B7K

RBE AVIIWIVTDIFUI1ETE, MRKED TV 5FTE)

BB, 7)VO—ILBER, R

- RERIN—AAX—A/ICD U—R

S UUEED

- BREEERE (PO PEEDES)
DU R B R

- ERERETEIT DI, BIRSA VDIV —T 1)L —fER

ATS D DEANRSPHARE I DT —T ) VIEEZET D BEORAFTRIEDEEEZPIENDIER

- _ERERRRICN Y D ALEISAE
- BREEREEE T I BRI DIESEIR S S EhE
- B

(Baumgartner H, et al. 20109 £KDHZE)

Translated and reproduced with permission of Oxford University Press on behalf of the European Society of Cardiology. OUP
and the ESC are not responsible or in any way liable for the accuracy of the translation. The Japanese Circulation Society is
solely responsible for the translation in this publication.

Please visit: www.escardio.org/Guidelines/Clinical-Practice-Guidelines/Grown-Up-Congenital-Heart-Disease-Management-of

17



18

NSRRI CIREZTETA NI A >

f. EMEDD:E

W FTH R, BYEIIARREIEEEE RIZL, N
IRIE DM D M7 &R R BIZ B L - NAE S
iR RIS e
g. HEMERDE;E

ZERIEREN D, BIRT A NG ZT =74 VY —
BTETH D, BREIRIGR— R A — B L OWEA BT A
#zs (ICD) Y AT AL, EROV AT %2/ EIZED
572017 BT BLED BB,

h. FEIEHEEE LD DS

F7 =R EBESE T, HiE RO
WD) 227 D3BEFE L T B 720, Bt ) 27 &
NAT Ay MEEERERGHIL 20U b %w., 77/ —
VR B EE T2 BigL L2y —F 20
PR REIREZAT ) REDPEDICOVTIE, 7258w T
W22\, Eisenmenger SEMEHEIZR) 3™ 2 HUEEEFREEIZ OV T
1, BRI L OEEE RITSS, PuEEREC 261
DF A 7 LA PHE % 5200 72 L DS H 5 Y. L7
o, PrlEEREOMESE, OREMBIZ: & ORI
F 7RO MR ZERIEICBR SN L0, PrstEREDE
=ZF) 7 LW, ERELEBEMBRETIT) 2
EDLEF L\, —F, FT7 ) —E¥ - 72 Fontan i % &
FIZBWTUL, MoF 7 ) —BHER MO E L TRREDS
Rrp 5728, PrlkEEEEZFBRICAT) i b Lo
H5.

i TRITHEIRTT

TREHEIZ & B HRATIZRIE 2 A 110 B O3 A3,
BRI A DB T AT REEDSH A, 72, TIva—=
H7 A USNOEBE ZFOI2E D, Bk E TR 5.
GEREIRIMAR PR 0728, B TOTHOES), &L X
DR L BRPRAT, BEPEZ b 2 OB R E DT IA
VETH 5.

25
I:E\Euﬁﬁ’éﬁﬁﬁfé@iﬁﬁiﬁ, BFRAE, SHHE

SRR § 2 ARG O] 112 & 2 A6
DEEINZHE, BT & DAt ORE S 5 A2
o TE7z LDIMAERE R E s 2 /N B D@ 8] 72 Tty
W22 Hhb 5T, FERED DI 2 TR / B
RERE DRI EVETL, ERHOMELE L GERESh
HIZOoN, wELBEENE BT S ROk &v) 53
DORDYIZ, BREZERT 5 BEIT] 23ibihs X912
HoTETWR ", ZNODORFIIRNERELEES
2 BT BNEHERCH T OLEEOHIMFF & L CE
RTHY, BIE, HIE SIHECOEHTE 5. ERE

1, AT & D R B R R EDRFE M RIS FET S
HHOT, BSSIEIBEMI L - TEIEA D 5\ Id 2R
WCHETLERETHD (1), TOF BEFMAEOLE
TR AR AR I MRAE T H D, BRI | XA ZEE T d
5. GPHEIXBETMNICEWFHEFIETREE LS
ZONTELDS, EAFFEEAEIML, IEC &> THERE
BORENBEHi* 252 8T, BEMNBOMBEIZZN
FNOBERNPF—N—=F v 7L, BHICHKAEG) LI
7572 AHA O &z O Je KL EBIZE T % scientific
statement 'Y 72 & ClE, IS EEHOMEEICHELT
[complication] &\ HEEZMHL THY, WHRELIIH
727 RREASHESE L 72 IKRE R M A RE & LT B Y itk
DEPHEZEM AL ONOICELEELR LD F THIE
L, EFRIERCHESSIE & OB ANAHE LS AL 5. —7,
MU A OFE I, OA R A G %, Fontan i 0
PLE % PAVF, II#eZEMiiER & Th b, HHELEEIZIE,
ZOBBIHIN 2 EE, SE, SPHESTEL, €
NOAEITT 5L QOL KT S+, REIR, LAEx4
L, WERGHE, BTl EURENRRILEL 2556
bbb, FIEhE, HMIE, AOUHEOHETIIZEAELD S
720, EHIOMGI R GREIR B TH 5 Y,

& 13 BASXRMIEERICST 2 OMEEEIEROERE,
TR, BRUGHEE

BRAEFNES (B# WIDOv0)

FAF BEARE (PR *B)

IDERE - hEeRE (FOLEAE)

MEXR : ERE (FK), K8 (PAERS),
SME, PH

JEDEMER  ERT (BRREDER) REERE,
HEREE

AR FERER | MIRFPHIE, CTADA

EREEFNERE
CEEE
DBV DEREBEM LEAREEM (L=,
IDENERDEIFEE)
DEYIED  DEREEN EHTOY )
¥ER ERRREE FRUREOHEM)
DERAE - MEBEEE (AERHBEDEE)
AIHHE Ny F, 7 B8
D, DA (i —E M DHEEEERT)
MR (FEH Blalock-Taussig f2#& i 0D _ER M5
&)
IR (BEIREH )
IRERR © MRS

BRLEEPNER | GEES
MER : BHIREAZE, BIRAERE
MR © RNIMte, FERS
BIEERR | IFRETY

ETRAE

AftiE



2.5.1

BSRAE
a. EREEZENEE
(1) ®mAT : FFaEErlRRIs, =M, AEMHL=ET

BRI ARG S, A bR 5. — T,
AT RR0 SN D AHRALO 2 AT 5.

(2) REREE  FE PR IR IE RIS O ER
BEEEL, WROFERAT 2.

(3) ikkRESEH . EAREHIRINRIREL D ASD R PEEE (. (&
IZHEMAER) TIRLER—ARA =AW T HICRBE T
LB, IR LT 5.

(4) ANFERR - L HALAIENE, ASD, BHEMEICAENT S
A, Mtk bR/ 5T A 2 E %W

b. ¥BA# / £EHFFROLETR / e

BEEEDY AT FAMIHINE T 2720, £ AT@BWRE L
5.

c. MERDEE

KEIAR =529, RBIMRAREAS (LB IR B 2 FE g P v s
E5E (cystic medial necrosis) ZWNTEL, ik dRAEMIC
KENRIEHE % 4 U, aortopathy & L Tk S 5 "5 10,
F7 7 =B HOEEICA SN L EEIRILHE, TOF (24 6F
T HEEIREITRE, GREIRSIE, AR b Fkd 5.
PH &, BHEMHDOER G BIRIETH 5.

d. FDROER

B EOBRKRRE, PHMEREE, TAD»ARIN
mbHEHET 2", F7 - CUEROIG (KU Ve
), HEERIIBER RO IET A", ERERILE, 7
JUETHIT 5. 1B 5.

2.5.2

fRFeAE
a. EREEFNRE

BEM B OAIENR, REREED, SOHE L BFAEDR
L2 DN %\,

FEARENR, REEEEILCE VIR, (OB
TEICEDELEZ DD 5. MitkmbBiic Ao 5.5
i3, LEIBEICE DHFED 5 VIFENAEEAMIZL S
WFRHE & A SN B SRR (7. LB o7 I i e
WHEOLEAREIRITBISIETH 575, HROEHERHFEK
TORELZTS ™,

LDEYRAGROEH 7Oy 7 I3RIED 1 2 TH Y, HH
ENEBOFEL & 0 b LZBYIFHZ Db DITER S 5. EMHE]
ooy 72ty 5E1%, GEEEoBEGEEEz 5.
LRGBS ORENERIES 2 A L, VM) —kl
SEHFAD IR 72 2 122

I #55m

b. ¥B#, EERER

AR PR R AR R 09NV — VTRl 21, S i sk o6
EE LCHET S, R LDE0H 5.
c. EENEENHIEIERE

TOF (&, 5T, Ft#m, 78, 9t L, Bk HE L
TR ZE 2T T 5. Rl B2 5%y BB T,
FEMGRATIEHE & 2 V), EATHEL SR, Bl ez L
B e B Jatene TAli, Norwood T-4f7, Ross T4l
&, ENRI A AEREIRT & 2 0, AT RBIIRILR,
FEILK, FUREEL L EN DD P
d AIHHICLZESR

SRR BOBEMIL, AT, AL <
Hwbi, WAL, 2F, Bz, #itis < oE
BB,
1) 78vF

AR, FRHERIL A SICHW SN Sy T, RRAE
HINCHIKIET 5 2 &A%,
(2) N7

iR (BOH, EARFR, W) (ICXAR5EL, 7
OFEHA, IMATEIRE, EHAERAL, 4F, MRNIC X > TR S,
Ross FAlirid, KREVIRFASHETER AL BB AERAL % E L
5. RAEEMATHNE, B, AIKIEDSRIEE 4 5.

(3) EE
WP 10~20 4612 1 [, EEEIREFN 2345
NPT AN

e. MSRMIFIRES

& MmO TR I 380 5 2 A% 12
2.5.3

SHEE
FIEFTICAELEIHES, INEsIE, BIOEEADE
& L7 A ORED D 5.
a. i

T FICAEUZIRRET, oA FRWEOETH 55
FIIREAZE, KENIRAEEEZR ORI ELEHEE CEEIND.
AR D 2 I E 2 AR ISR E L B SN TV0 b
WS, EIRAE KIS & OBEFRAAHE TH D, RO
WUEETH 5.
b. MEISHHE

AR R BB E ORI ES P REE o/ &
T, kSRR AHEEIMEEE T L LThnb Y, TR
HBOIRREDEALT L2 DB 5. TD L BB PHEZ B
BHHEE L, R 25 WA BHEE XL THE 2 5.
MERIABREELCIE, OARREDIEAL, ANEEHR, (DANE, 22K,
AT, FF9, P4, JBG, PLE 2&80H 4% (FR14).
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NSRRI CIREZTETA NI A >

K14 BAZRMERERICST DREBSHIE

DHERERESE (NiEES, HRRES)
NER

DAE

R RE RS

MieEY FEMER LEANME, REERRIMS)
BER. FAROIZE - WRORE
PH, Eisenmenger iE{#E$
RENTHLIR

FE, RFEZE

REEEX, BB/

BHeeiR T

PILIE

W

ESHR & R AREF(E

3.1
I#ﬁlﬁ‘, BE, SR

NFER I CIEE OB, TREES W, 2 O,
BEZWIEDSH LN TBY, £ OEHRAEH DR
EoTWA, LiL, MALEREGEEZHEIZBNT,
ZFNSDBWHEZE BRI, BRSPS E &
DH720I21E, RN GZETETR/HLTBLIENR
YTohsb, EANLZEHEL HEMIESIHVSZ
EDOTELFLETHY, WHEMA, HEFTR, GEX, K
ESX R, MR, LT a—ERETNS Y onb
DFBE | BWHERZFETL, ZTRESVTELITHER
MR AL 2 EIRT 5 2 8128, MRS HEE
TH)ZENTEL, WE, FETERISFHONITZZW L,
LER, MR XA, IO — O ORE DI T
WA, FIER B REZHRTHIIELEETH 5.
CD &) BRI 8% step by step TEITT LT
LIZEY, B WESWE E R LY IEREICITH 2
MBCTE, WHELRZHEROFMEERLILNTES, F7,
HE L &2 CRBEEIZ /T, BERITRE IS 2L
(physical contact) (&, HEITEMN L 0ELY G2, BE
LR & DEFBIROBESUIR E LD T L%\,

3.1.1
R

BEOFEZ LICHECZEPRYUTH S, #EAED L WE
WA1527:012, BEMIHRERERICET 2 HMEL
LTREBLTLS) LM TH A, WilEx 45 I TEIL

THILT, ALELRELEBTELILLLN

TWRATIICTH 2 BRI OB, BROBIZH LR
THIENLWY L, B OREAE 2 EM I
WTEBHT, BrHEREBELZLITHEATHL. Ly
L, Z20fiE, B WHBlmrs, —ATZBZT5IL
RO TV EDETH D, B, KAPLEZH <
&, IR TR, HHLHEN T RERAOND
HTHRUTHS.

TR CERIIEFNOEDIHRZAT, b EIERDD
572012, FERFEREARLZ2VWEELH L. ZD720,
AERR, BNzl BANZERERLTHEIZ LYK
UThHb. BITHEOKIIL, 2T CoOME FMEL
PRI L OER (HAIC LV RLEBIZ L LTV iR
BErSM e 5) 2ftb. 2612, BERADORFCUIHE
TOLHEMERM ) CEDEETH L. KADVHT ORI
T HHAEZT TR WAL PP o THL. FHRD
HERSAT 5372, ZOBROEBELEN MBI T {7k
z) 129>.

TR THOWTBLRENBIRIZIGIC D25, BLRNE
*RIBICT O,

3.1.2

B{FRR

B NER M EBO G ROL ) % FRilors >
(F16).

a. SR, $H2 (EER, K6, B8R, MEKE2HEOHRD
2E, HTEME ®#ERD
i. 28

BT, REARE T, K5E (Noonan JEMREHE,
Turner JEfEHRE) #E & & (Marfan JEMEHE) 24 s 35
BEhdDH, Fiz, BHOVHWS/NEFIE (minor anomaly)
Y 2B DT, BEOBIAFL SRV LK
UTHhHs 77/ —EREHIREIBELHIHMTEL25, K
PT~v=FaT72 L CLERELETLELH L. FE
RBATIREEZ: &%, R APRECIIRE, MZEE w7z
It ROBEFEZHEN S & 5.

ii. BESR

et K5 TdH 5 Down SEMERE, 22q11.2 K RIE MR HE
(M IREEFE ) X Williams FEER (KA RRER)
XL, BB A AL THEMAITE 5. 22q11.2 REE
ERE, BIRERSHA 22 PE ) 2804, ZoRAIER
FHOBZT CITHMASTE 5.

iii. EER, HIER

FIRFH (Turner JEMERE, Noonan FEMERE), wi M5 P&
URNBHNZOIER Z PR B TSV SRRk o A f
7= W EREEETITAEIHEEN S, B



®156 BMAZXRMEORBROZHE, REHHEICSWVWTKRET
RIS ENEELLBHBAR

1. RIEE : Rk, FRADERELEEEZEZDER (THDF
EHDDERBZD)

2. BHRDEIRFDRRE, FYIRAE

3. TR : £ NRFE, HERBY, EROBHE, £X
DR DFZ IR

4. DMEFME, AEE (Finak REHSZT oIRR)

5. BHFDREE : 517 BREEOEZS, MFHOHENDS
pIZSEES

6. MER:AEIR, DAZ, MEERFECEEUTERELT,
FE BUN, FE F/—E K OHFRL), WEEE
DEHE.

7. EBAHECERE | X, B (BEX), DREX BA
BINSHHE PRI DEUNDEHHEDFMEE, JB&
[ F7/—EHEREIVEERCIELEERS (1B, @&t
TEAEREY, HIMER, WARNEHE [£F], Ba, 47
RR, RESER, BE, BREL)

8. BIISHE, HiEEME

9. B, HFREFEOMNA, LonRRINADERE

10. BEMEDARRKICEIT DA © TR, ®DT 7

1. REBE COFECRPEREDOROFE

12. BERANDRTICK T DIERRE DR

B L TV 25E0%\), T, EREofiElo
% XL PIEE T, MIYESE] L Blalock-Taussig (BT)
FAEANT £, oD AN X BIR A AS BRA £2 Ro KB R 22 4hy
B oTAHALN, HHNEBENL LFEHREKIE (ASD) RgH
M OBEAZHEN S 5.
iv. IS8R

JEE R SRR REK, 7 7 — B ORERIBE
Wit LIEHRANE, R OBEED E 2 5 120
v. T

TPIECEIRE O A AR 5. 77/ —BIHROEED
TR L, FEDIR IR A R O R R E 22 5. &
NHEHRAEYEZ 7ol d R % L TBL.
b. EiRIEED

BIRIOENE, WS, VK HEIR, EEASAREDEERT
2% MEO R CRBIIRGEZ T T IATRY) *7E
iz (BT FAs i 20 e g g T ENIREE LG L o AT Es)
RROLGED DL, B OMGEIIRE=s—F1 V&
BEO-OI2, BEEEIRAMILZS VWIEE LSS, IRIED)A
N 536 I ZBIIRE A (PDA), KEIRFF S % &%
RIEY % (kDR [bounding pulse], 7Y 7~k [corrigan
pulse], ZKEENR [water-hammer pulse] 7 & & X584 D
B25)". —7J, LAR4R Fontan fii 7 & TG &
DIREETIE, RIEAKL 5. KEWRFHAE TIIZABIIRME
BRAV VAL, S MU I RE 4 [ < il 5.
c. ZEERARIE

ailk, vIEDOELR JEEY, HE S, Rk R E %

& 16 BMATLKEEBEORFFIRDLEDT

1. %R, |2 (BRIR, W0, B, HREEE25DHNARDRE,
STEE, HETE)
BLTES, REFES
Fr/—E, 5
ROMEREZEE , RIS, #TRUEE (IEAR. RIRER)
2. EpiRAE) CAiss, JHK 1858, BOAED)
MEDETEE , £62=
FERA UL, BERMS
IRE (GLD, 2RV
3. TERATOR
al, VIREIER, JHES. HK 5. BRkE
4. 1152, #BE2
DEHE (BE, ERDRE) MAICRA OEOLE (B
FICY), KEDAR / FhENARIEE)
FHRER, BO7KETEE, FEKETER. JFAE TELFHIRE
5. B2
DF O I VE), BRIDE DT (REHE R
Sl BURER, HEEB)
ZUJL
EEEa=
IR

35", LEIGE a dIc—F L, CEIGHEIE v
WlZl—F T 5. =ZRIPHEAEIE v IENERT 2D
Ebstein J§ 35 B O ZRIPFEHA 2 ) HETOHED
KELVIEDPWINEN D720, v IRIFBETR L v, L
BixadEAER L, EIIRITENEAIETH S, Fontan fii %
Eail, vk LIZFED 7V, Fontan Ml FHEHIR I =
DATEIIRIEDSHERE CE 5. HEIREHE a 3, v k& DI
T5.
d. 1122, @2

RO E R ILIE DO, K2 EOHENTE
%1500 AT - MBI X VIEETRETH A, A
FEIENIE IO TP EA, e bk
Po$Hsb LhL, MiEERE (PH) % Fallot IU#
(TOF) ffi#%, ASD 7 EHAZEILKRMEAEETIE, WET
FRIC TR REE 72 1), FEH~ORBE ORI LD HE
PROBEEMENTE S, ASD T, KEH~OREFEE
PoBBLEOMKINKEXHE TELHENH L. =
DFAENIFUIR IS 2 E DS WS, HEREEILA
FEETII S HIAM, MR DR 3 %, TEhIRIHE)
&, MGBDIRIEEREE RS PH CHgE /iR 4s 2 IhiIc i, 4
EDRENIR O T 712 B D A5 1 K IR AL R 58 ek M i
PO BT, KENIRIOE) % M8 Ao 556 2 IR fi
N%. TOF 7 & THREWRS 29 Ha1%, a4 2
ORI REIIRIAED 2 i 235 6058 5.

KENRSE 22 TIXFEBIR A V) L&l 5. P33 <0
FIZ XV ACBEHEEDSTTRET, DRERSHAEMETE (N, 20
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NSRRI CIREZTETA NI A >

T, W2 HEETEAZ B L. B TIE, WHEEL
72 TATRENR % N 2565 D 5. Bk IR b fi
7 FIZ CHEEWRE R a0 e AH. THOFEIIESIZ
[RCEYY
e. B2

N, SERLSE, LMES 7 &R R TR Ty 125 B,
TEBREMRE DX E L SV EPUETH S,

i. DE

R TE, NEEZ0HREEMEDITS. Ebstein Ji§
T, 1 EOE R, sail sound & L CHERX L
b ENEL, ZOEAIEZSHD monocusp repair 3T
BETHAH T L RRIET 5 20 I E I3 — R i 45 54
ZEBD AN, ASD TIEREE M & % 5. e KIME N 7%
ERBINRAET IR E) L T\ A E R, Fontan k7 &
DO IRPASHEE B TIE, TSI REIRPASHE O A D H—
&, MR TE 5. PH CTIEMMEIIREASE R 23 5 <
20, MEHHE—IIHME 2 28853 % . TOF &
B, MBERFENEOFEN I TH LI LD DY,
NGB IR AR BEAT L DN T N H D H— AN 5
ZENL. UL, BEIRAEEAmTAO THE, G~
Oy 7 ODIRLESAHLTEY, ZONEOHL2%
FENE, BT IR L TV B 2 E A RIE T LT
Ths.

i. MERERBRIOE (F17)

AL TIE T (gallop thythm), Ebstein 9% C (& IIT,
IV EX2EXNL 2L TED.

iii. PBRELBRIDE (R17)

REINRER I ZRBIIR =S TR S I, OO C L
2R TR 2 23T & 5. REIIRZSSFAH°
AL LW A THOHIN SN 720, RER=597&
BT T IBRICRE BTN &42 % Larl, B
s & & SITAIKALREZ £ U2 Lo B 72 < &
0, BRHF I E N2 2 b, ZOAE1E, /Nb— VI
SRATASHEECdp 5 2 & 2 RIEd 5. BRZEh L) BRI
TRFTH DL LLVDS, KEIIR AT & R BR
HREA IS, TOF 72 & RBIREGRERZE T BRI 25Tl
WTEs, Zihd, TGEEIHORKBIIREED B e ik HED
(T bbb Tng, RS2 ) v 7 1 ZE I

K17 BALEXMMVEE CENENSERIDET
PH  BRHE
i miERs Uy s
B AT IRF v
JRERAE R &=
BEIVE

LN fEHA

<, KENIRBRILE £ 13587 5.

iv. DS

ISRERE (L0, Rt I00) 2Rl (R, o, 12
B 2, ki, ESRMS (Levine 1 ~4) O,
PEIR (i, KGR, A v FHRL i), IR uRismcss
A CLOSH, MELiaiey) 2H§T5Z EhRETHD.
ODFERPBN A, CNBBWICAEHTH D, Bz,
SRABFLIEIBIILTE, B A N R S B, A
FrA IS IEER I CBE AL A, TOF B8 121, U e
B LA T d 2 BTBIAR 778 512 & 2 IRIR MR % 529
5. REWRILIRICAE D KREVIRSGTIC & 2 SRR % 720
L8058 5. PDA X BT ST 41305 £24% C i
S %, & L CRBINRAEZAS XMl Eh IR P S 0= R R
(VSD) O EZARNEIIRMIEIMATEE Tld, 50 CEeidi
Tl JEHE VSD I, ME o Es 2~ 3 i ol
MG MES 2 BRI 278, R @S 72 &L
PWHERTDEERD L. —F, MEERLZ VL, LA
V2T & & AR 2 LR T A S ORI i R IE Ak 2)
AT 5. J5-F0 VSD e REIR TP RSt T,
1% (toand fro) EE%Y, HKIREZFZD L6058 %.

3.2

I J—EE

3.2.1

BT a—&

BNSER M CIEBOBWT - GF IS OREICBNT, &
fig BE T o — & (TTE) & MIAITHNEHETDH
B0 Kz MR LT TE A0, INERE
TUZPE ) CHEREDRRRFIEAL, HFEBROFHE R LIk
bEHLGHAETHS.

L2 L, AR ERETO.LT a— i, s
HOMEL LS D, 5, (LHEOREE R LI BARHHHE
T, HFHERRESRE L, BREGEEORMIY 2
L=V 7 %Z TR EZHBADE# L VA1 D
510 HRAMRLE T d B IEFIR LSRG T, O
REDFHI S N CTdy 5. F /RN K S TAl, S
HERHECLY, FIBARRBAINL . EEOT 7 a—TF
TIE TS LEGEIES NN E %L, AR - 4
BEROLOT 7O —FRET 7 u—F, Mg L7 7 a—
F 7 EIEARMH DA 507 70 —F B2 CRHET 5.
7z, IR0 o — A TRORIRA 2 1§ & 5
7ol FRIECIREE, AT L oERE, ARG ETIC
TEXLZFIERL TBL 2 EDMEREN S,

DIFE, AR CEERICBI .0 a — Ao —1#i%
B EHIEH IO WOk s (3R 18).



a. RHBHENE

L, LE, RINEOMEREREELSBRT2 2L
HETHD, HELERE, HGELEE, MBkE Kk
ZNENHIIL, D9 2 TULH - LEBE L% - Kl
EEREPPEL TV,
b. RiSFLOHE S EHREDETA
KABILONLE, KES, JEFHEE ORIRZ &2 53
5. TTWIBGE TR 5%, RIBILD/PNEWHEIES
F—RTITHO TR EN LA D L. T2, FEARR
TH 7 5 (3R FBFLC BB AL & R LI QW (FFsk
HBALD ASD RFEIRETEFT, PDA Z2L) T,
RILFBDY A X &5 bR B O R FEV, FEARBH
Uo7 7a—Far b7 A bz a—ohtH, FEE G
Ia—k (TBE) %E%EET 5. SHICNTIEICT,
FEEEZEORRERZEHIL, MMttt (Qp/Qs) %
BHTHIELTRETH S,
c. PH OF¥

PH OREIL, FMESIEICBNWCEETHL, EE
OPHAHY, BiMEEIAECIGEL, FAESICR S
e\, ERIMEI Y v N ORGSR S E ANV X — A
OREHNT, HZE-HAEEREYENL, ZIUTTRE
IR & NP B HHEE L - HBEEEMA 52 8L -
THEET 5.

it B AR DA I = 5 DGR E = 4 < (ZRFp i

Vv MrEitH) 2+ HEEAETE

S THEEYETA0OE, MERIDGEE = 15 S DU
JEASL T 2 DI, HETHERRITEIIRIC AT TR D 7
WEEDHHRTH D E V) ZETH 5.

SO Y oy UMD, BREIIRFETE S 7V D
TR AT E I G RE TE 2005 b PH OIE#ATE S

L

xR 18 BALXMOERZRICSITD0OI I—KREORENT
Jo—F

1. XPE2HiE
1-1 DBAIORE | FARERNER I 20BN EE
1-2 DEAIDRE : DRBROBERD=LRRT, =LFHH
FELTVDDEDARE
1-3 KIMBMDRE @ SHWZEMT DDHKER, L£alCH
1592 DO FhEDR
1-4 DBE-DEBEFRORE (2 - ~~—%)
1-5 DEXRMBBHRORE (— - A=)
2. DBUNIVFERIFDE, KMELUANILDEEDER Qp/Qs
D
i
FOFREEHRE (FEIE, UE BRETD)
DB - IDEDARES EHEEE
. Z0fth
(FB#IRODIMABRAL, KEDIRSEB & NATREARDIL - MER,
TEEIWRDET - FEREILE)

o g~ 0

I 55

nn 142>'
d. RFEFFTHEBEERE - FBETROFHTE

FRERBTIE, MROALLT, LEN (FEZ
FEsEZe &), Jeils (B IRk ze 72 &), KN
(FEIIR A Ak ZE R0 RENIRAMAZSIE 720 &), LIHEEE N &1
LIRAENALNDL, A ofEZFHIT A2 12X D,
A2 DO 2 53 5.

R L O & E WV IE W AS, ASD IZASNLS
fENEF T, VSD IZA SN L REINRF L, TOF #4212
HOENDMMENRF S &, FNEN ORI LR
W 2 i i s A RIS DRI LA 98 D L EE
VD5,

e. DVEEESTHE

TAERZIUIHE) PH, SR, Frpkze et b gk zg 7
WX, FNENRDLHET A XYL DR D KA H
LD, IEEFEREHII % G b7z, —HRiy 7% L EERHI = 7
A RT4 2> TT) DIZSRTH HH ' AR
DRBIZBU A0 E LT, BEOFHINHITHN 5.
TGRS PH, ATEIAR 2> 5 G B2 2T TORRAEC
Y AESBEMPADOOLND T ENS. T2, ROENE
ETHALALELH Y, LEREOFHMIL, Mo LEEL R
ICHBETH B W KELT O — A THES LT
DA EEAEOIEB L FOREMHEER19Y (TRT
BRAERELIIRLR DL ORMEL > TWE Y. /R
TEREMIICHDHEHETH 1), BRI ORI T3 5 ZRkIT
IO — R TIRIEME 2 B IR R A3 2 179 ffear &

£19 DIO—ICLDEEREEE
EBE
AnFEEtAl
AEEBEE (cm) > 4.2
A=EE (cm) >0.5
AERLBEHEIREZE (cm) >27
AERHBEREIANEZE (cm) >33
aER (B®) (cm) >53
aEf (8% (cm) > 4.4
BREsRAMERE (cm?) > 18
A=NiERE
TAPSE (cm) <16
=5HmRE (IHER) (cm/ #) <10
Tei index (JULA RTZiE) > 0.4
Tei index (8 N7 57%) > 0.55
fractional area change (%) <35
G=HLRAE
E/A <08 &FfelE> 2.1
E/e' >6
ERRRESR (S U) <120

KEDODII-RHFR0O#E. (Rudski LG, et al. 20102 &K bD)

23



24

NSRRI CIREZTETA NI A >

Nz HMOAT SRR 70 <, HEOIRIE D SR AIIC
HIr9 2 B 5.

3.2.2

TEE

TEE &, TTE &< 6_TCTO—720SE L, BEk
TOMAENTRET, HEZEEI SO T V. Ll
BEOWRZ L) BFENLZRETH L7020, TOMEISE
KRBT HLED DL (R20) Y. I4E, ASD IS
AT — T IEIROE TR, ZOMISHGE - B
74 FIZ TEE ZLHOMAE & 72 5T 5 %2 BRI
DT, WEBREEOBENL L, EOBHES 25
MAEICHE L DM EST L2 0B 00, TART
AL Ao T, BB TICREZIT) 280 %W
WA SRETBET ARV M 8RB L THL.

3.2.3
I =R Ia—ik

JeR MBI MR REA R L, ZIRIT 0T I — AT
TILEFHlDA T3 CTh 5. &I, ALK EETHE
ELAROFMIIIBW T, FOREOHMESDS, FE
RERH O IEME 2 FHlI L =Rt b T 3 — 2 v 2 Ul
KT H 5 41819057 72 ASD O H 7 —F IVIEHET
13 &0 IERE R RABILOFHAEE CTH L5, ke T
T— 2 HRERTT LT I—TELNAHRIZE L, #IG
DPSEREHREDO R B W TEEREE 2 R/ L Tw
2 158)_

3.24
I:thZhI:—%

A AE KT W23y b AN a—1E, Ak
GREOBIIIEHTH 5 . IIFLEA & & & DB
BRI DZ T S B 5019

I3zs

DIEADIO—%

TEE S CERWEEICBWC, 7 — T IViGHEEOE=
=L LTHWONLZ WD DA, B TR 2
FETH 5.

3.3
EE SR

P Ze HHEAG OMERHIE, ZNZWREE T2 H HAEE
DENIPLEETH 5. CEEBEIZRIUL, O EH~
DOEFRMAR I LR E LR e RSl TH L 2 L
5, ZOHFEEGHERHIATT R 2EINEHE I OROMETSH
0, BB AEM L IR GO/ERPLEE 2 .
DX B, S, LEREEEONRT EBE))) 25T
fifig A 2 &id, EBIFEN AR EH O ik & BRI B

FR20 FRMEEEICSHITS TEE DE

1. TTE DIBERO AT DR (EAMNNFIBRDAESHE
1) TTE O#EARREICHT D EMREVFSHE
2) DBEFROERE (KDFERERESHE, DBELNILOE
BOEOND(ICHINDS T TTE CRIBFALMBESH TIE
IFVVEBITEE)
3) FiiEaiR, AEAIRODERSR
4) DE - KMETOEEDELE
5) FOFEHEE, HEE
6) RRRMEDNIRRDFEE
7) Fontan, Senning, Mustard fii/k & [C8BF DDA - DS
BEDFH
2. SRNFOM - fMitesHl
1) FEfFREs
2) BEAIRE, R
3) AL re
3. BT —TIVBEDHA K

(Ayres NA, et al. 2005 %, Hahn RT, et al. 2013 °"” KD{ERK)

FTAHIELEETIUL, BEIIBLEIVHEYEIZESTY
EhOTHAET, HESRISEITTEIDWRELNH L. 2
DA LIERE AT 27201213, EREBII TS
JRREDBLITINR T, TEBY X OB SR Py i 70 B
WLETHS.

BNSER M OB BB (M IEAERE IO — & 12 H ),
STRBNGERO—HRE L TRE#SN 2255, L1l
ZOFRREIZIEIEHETH V), NEIESREF A DO RN L.,
—HRDOAELD VI OAEDOHFRL LETH L, SHIZ,
I & & HIZIGIN$ AR O BB & B EDFEER &
7S, B TOMICE T ITHELR DL LT 2.
HEDH 5O HHEEREEAL THREH iR LTV
ZENS, INLOMERFIZEB LN, BFLLO
FIEE BT MO Z EDEIETH Y, EBFEL
IR RERT-M LB N S KM LR DRI I B 1 e

PR3 2.
3.3.1
IR & UERERAUIEST

AL D RN SR LR B O - TEBHR
DORFFEDOFE DML, REH LRSS H L% -
TETWVAY, NSRRI CHREDERREIFHIliZ oW T
IV OPEETRSFHDP DD, — I, WA A5
2 B L 72 DRE B BT atBR I, (LD A b L AR
% Uil i aE ) 2 Z BRI R § 5 2 L AT BE T 5 L[]
EL2, A DL ABEDOANEIROBMMIZSEHNTH 5.

3.3.2

EBNEEIFEED B 1

NS R OB EBE ITRE Sy, EHAMHERD
FELHWE, A7) -2y T REDEZE, TRES



DIEREE B L OEER RO HIERHI 8 5.

T/, EEIFOL DO E ZIOARENHT D7 iEE
ELTOHENAZEN S B,
a. AoU—=vY, ©Zih

R BT AL CEEBITAE D A N L ABEOAREIR O
WICHEHATH 5. B OEREITRIZH 4G, ANEIR
EZIEZF O BB OFIRERITE . BN D 55121,
FW R LI LB REREHETHI LD RETH L. £
7o, EENERRBATTE L WIEETY, RIVY —LERKR
HAREICEY, AFAFTOEBORE & AR L ORFH
FEMBEL THBL I EDE T LV, BEIEE OB WAEIRDH
SN EIE, AEIREME LI E KT 52 &8
ZE L.

b. ¥l
SEBYRESIREM 1S, ORI C, B

OFIERHE, EENAOLEEORIE, S 5IZmIEDH
A REOLREEFINCE SR EREHONDFEH
HAH. WNEREOGEBEER, WF, BHOESREIIC
HEAEFE2MERICEDETVRLIENE L, JofFEkE
APBEEREEY ER] LS EThRIGE04 470
L3 bbb L7aoT, HEERICES(Z2—a—7.0
ey (NYHA) O-UFEREDHH 70 & O AN S EAE 4548
T, ZORHMIOKEIEIEEEIR. $72, ARER
L EBEOEBIH AR OTBEATKE W E DS 72k
THr'", LdoT, EHEMREITH ALK
BB E OFIEEFHIIIRIE LR WFED 1 275 T
WD BN b ORERTIE, AR ERES
T AEEZIBIGE (peak VO,) #%20 mL/kg/ 7T HEEH L
X, HEEEOWEH TRECAHHT 22 L1375, R
DLEROTREED B IV ETFHENEY. KA
Fontan fii % 5% CTld 20 mL/kg/ 5K CThH b I L b7k
BEFTHL S0 X5 01E, HERER L EROESRE
CTRMEDBH DL DB L AN &b 'Y AR

BEEBEOBIRI AR, BB R S F RO
iR T) 2 FFEAl 92 2 &A%, ER R BER 23 o 72T
AR ERE RS

TOF i O Mgk AP O EHE AR & 205
HPIN, SEBEMEEAE A E SN TWE 1Y o
L, EBEREE HE T 2R, EEHEERIILD, O
BehE, MAERERE, (RN, IPBEREZR S S RETH L. LT
HoT, MBRESMASIC L AL 0ERREAN S ERRE
BFO—HERTTLAR NI L2 EBL 'Y, RER%
EHERE LA RGN AR OPSED I F L\,

—F, AREBFE IR O LD A7 T L
25 Y, NS hOEEMN AT RIS 5. EW, K

I #55m

NDIEERME B RO A2 EE TIE, peak VO,
75 T A e BN RE AR T IR R Tl 5 2 b
25, DB OZRE L LT peak VO, 25 %70 FFAliH H
D12THB™. TNEOHRIE, BASERME LR
FICOHLEEHATELEEZ 5N 5, Diller 513
peak VO, % 15.5 mL/kg/ 55 & D IRWEALZ, B ASERMEL
FEEBEOLERISNELTWSY, F7- Fontan &
B LIV ORHE 7 B NG R U R R Tl Bl 2 pE o 2518
EORENFRALNTEY 'Y, ZhoORHEEE P E
& 72 BAE I OB 2 5 OMEEDS VP CTd 4. Fontan
BFETIE, peak VO, % &0 7 E B CATHRIZIE T2/ O A
B EOLHEMIE TR AL 00, FBLETFHICEE-M D
Hot2 O UL, BEOEETEE R OMES)
AR IR L PR L IR L TV A T LR S
TW3 % X512, 77/ —EEETARNER L5
BEFEDL I OHIEME TS 'Y 5% 85105
BRI TOWGERRD 5.

F72, BRBUGTOWRE, SHEoO#ERICBNTL, —
TR L B HMNIREN TR L, SESELBRIFELFF
i L CRAICHET 2 2 EDRiRICH B, LA 5T,
T E B B AT SR BE R L DR E e A S5 T &
M, L0 X WIRRERHIC D2 285, BRI, TOF firfg <
Fontan £ Cl&, 0P AL AL R F & it
BhEAMT AR IS A ZEE T 5 2 & T, FROLH T
OFFEEDE L5 71 SRR % DRSS R L
BETH, FRRICREHINEOMI N LEEN S, —T, K
NEPELAREEZ LR, OB T EBEE T~ & 5
HAERO MBI K & 2 TeHEDS % 5 TTREME % 122 BHIC
BLLEDRDHY 0 ZoOBHITBEEODHE, EHIZIT
EbOTEETHD.

ERICOW TR RIS INZ TH L. EEREIE RO
DRI BET A 2 e s, AR TIEEM O ZER
A TOAREEETH L) NEY F— 3 > ofF Mk
MEDACHE SN TV Y SE & oML,
IR L7z X9 ISk AR RER B B s Cnwb 2 L
N, DFRRE, IMETRGE, MURRE, MEEMRBECE,
S OIIIHRREE R T2 X D 2o ORRBEFE 72 & H%E
B ZARE & B9 2, SEENI NS ORRRELEICSE ST 5
LI TE LS, INFETICO/NBERMELEESE
WTIIE L OMENH L™, LhL, ALK OER
BETOLEINEY) F— 3 vy OFGEL 5w, 58,
WIS NBREGHFD 1 DTH B 508,

3.3.3

EBRES DEFE

INETOHEE D LT, BRASERME LB S Ol
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NSRRI CIREZTETA NI A >

TEBY A BRI L EENRE ) RIS OV TR 5.
a. EAMR

IR, HEREB LOAEIIROAEOFEM, & 5121
HEAEIR & DIMATEYRE & OTERED K X W& OEB) &
e LB 5. IEEIEOBKG:, NYHA /OHEE58H IV
B, BIEARHOREE, BRAREE L E0H L EHETE, KR
BRIZEET 2.

b. A&

A LT, @ 1 AT —Y 30 D% B AR
(TN—=RA7abra—ViE) PERSNDG. R AER
PROEBEA T, EBRERSRCEZEILV0, &
RAMGREOMRIITF L %L, Y TAMIIZOMT
BTV "™ WAL EETH A AL, T
ELRET—HLAMEELRHT 22T, (LB
B EIRIEOHER AR RERHIN A R R E 7 5. ImDE
TR TRICBEDPRG AR EH AWM ELH 5720,
B th 30 AR D 7 — v &7 X F a8 O EIR D S it
TTHZENEE L
(1) BW¥EE: Ly FIVHPHEEI VI A—-FI2L5
B R — NI TH 5.

(2) WEIEE © MR AR EIIHH T2 e EL
WAS, SEBIRE I EHMIIIC LA TIZ R . B AR —TdH
MUSEBFER CH oMl fE TH 5. REAROMIHZ £ 8
FAUL, CHE=Y —ITEETH L, MEEEIZEEEL
THEETH 505, MEHEFRHIMEER S AT L OBEELEE
DEREDOHLE DT, WREREVIT) ZEDEF L,
EE P ORI A e R 2 L %, L XICiE
FEEEZHEONMET L ELTRETH 5. BT kDL
HOR R KEIRGEEMTZTIE, £ 0%, L
THES 5. REBEZET=F—3FT7 / —Y2ATLEL
%> Fontan & CHIS R IHHRE AL .

c. HIEEH#E

TEEYEAT ORI AL IR MEOBIIA R L, &L
AT L, MRS HEERS A, &5V GEMNR &
DfEM R RERAHIRL 256, BEOESF M
JERHH S 27 BIASII L 72356, & L CEEDSEB) Ik
FRAYEL, EEEF LIRSS Y RIS
BMISEIRRAETH 5. BHEERPSHR 562 L1
WG ELH 5D, BBURARENIREE LTUTO
iR BE LT L, 1) EBRKRT AL (R =
LR =/ BRI E) (KA TIE 12012 % B%
L)) HELUGHIEL (220 —4E#), 3) BREIENE
H DL OFIL, e TH LD, EEERKET A
THIEDSH - & B EFESE. LarL, 77/ —EHEE
R E CONG-IEEEPIAIET 2560, EER T

FEA X N7 LR EA SR AR T A2
no, WEERAKRET AL LA L2 Wase ),
72 PH % ¥ % BHE TIIREIZ L 2RO %05 W HEN
WH5H720, KAMEHITLZERTTOLND. I
SOLMT T, EBR KR 7 A I EB B R o H
RERBEVWIENE, Tz LHEERE TIE—K&IL
TIGEIZETLTBY (ERMEIGEA 4 [chronotropic
incompetence]), HIZOHAEIIRRETER V. L7205,
% L DRNER IR EBE CIXERERICES Z 212k
D, EBVEMRERICKEL TV A EDLETH D,

d. ¥

BRI EHI CII IR & ST 5 Z LA TH B,
HANEB L OHERAOREREMATRENTBY, BFLL
5 Iz, peak VO, 2SEBIREFFMiO TV F 2 ¥
YHF—FTHY, BHENL, EEMC, BRALRELE
BB TIE, 10 mL/kg/ 43 A G 1358 3 12 vy, 10~20
mL/kg/ 73 & AT, 20~30 mL/kg/453 13K F, 30~
40 mL/kg/ X IEE TR S IEHR, 40 mL/kg/5r Pl E Tl
BIFZEEe s A9 5 LFHEis NG, ZOBIC, BEEL
FIRRIS, BOASER ML B S T HRRLEMIC peak VO, 78
T4 52 L IEELILD LELRH S Y.

—75, TBEHRER A O EEIRE S & S A M A I E A
VETH L, OAROEFERKIIE, b= (S
HFHIH T BMBBEEIE © TV T A— 5 OHE VO, watt
Th BN, My FINVOEEIL VO, EEYRERICAHY T )
PBERPT EELLRoTWS, $4bb, DhnOfilizgs
TR IC L0 % < EA T O AR EIREE T ORI DM <
728, Fl—0OEBEETH->TH L) DRVvuHE, B
FEIRTERENTVE ™ LT, B GE
SN AR 12 & 2 EB)EEIREM % peak VO, & I
By bk, BT IZIES Th o T peak VO, DMEV
BVEET S, 2O L) Bha, SEBIFE 7210 CILEBTH
BREZMAFHITT 5 2 &2 0, BEORBIDIMET 5.
L L, SEBEM R ORI O A TR R LR
BEOREOTRTEFMET A2 LIZWEETH Y, HE
B L ONEREORRIZIE, QOL 2 bEE LoD, &
FEFLRERIBELSZICL TRAICEFET 22 &8
Lol HbHEETHS.

3.4
MRI, CT, RI

3.4.1

X ORBDZEAS L2ENEDZEIL

TR CEEOBRFEA T L, MAMIES 288
By 5—75C, Wi a e 407 —7



VBB FMOMSAH L, IO ) LI RE
N e LA ik WXL AV | 2 o O RN DDA
MDEFE 5T 5 L F—F VR, BRI
BRESTAM WG HME RN T, 3L ALDERIELERD
W e~ IR —T AL MFZLIFRWETIE RV, Zog
L2 T, O gy ¥a—y i@ (CT) B&
OREE A% (MRD 13, LTI —TOFHEAAR 5D
BAIECHVONL LI oTnDE ™ ALK
DEBEZEIZBITA CT, MRLIZ, & AZKRMMEIR, 15
HMEZRARERIR 72 (XM B IR, RERIRITBYARY) & 5507
HLE R LR OB S Ic BV CEN - BIEY A
L, R ERAZ 2 b 5§, HE ORI B
DENBWATTE B 101,

3.4.2

MRI

MRI 3 HE e W78 O =R Ieiy R 2 CT & A2 L2
WEETHY, BEHRMEL R, LT a—DRIZEE S
210000 CT 2 ST RRE, T2 b5 A M
BN, GOERRERE, U oER, (OMERMEIRS
W, CAEVRETMC B B Y. —T, LT XD el 4
DIRFEDRH L. CTIZL BRTRIGEM AR L, Eim,
R ARSI X 0 LI LIRSS, Mz L3 L
L, EAEEE CIRIPRH LR BRI 2 5k
V2 205209 MRT IR SR D~ — 2 A —F « KA ST A B2
(ICD), #FER—T ¥ 7)) —F, e 2 & OE#R
iR A SN BETIEEDTH A, a1, ATV,
TAY, NLIphEDOEET/INA A, MRIFFILD— A
A—71 - ICD TIIMADFEiZ D b DIXTTHEIZAS, B
27 —=F 777 NOLOWENHILL, HE T DR
DOILREFEAMAS UL LIS ELZ 2 B 252 2240 fiRhE R
CT I BRTHE L0, BEIRICO W TIXEFRNLED
PEALER & B CREM 2 TR RERE M AT EE IS 22 5 2 L 5% 4,
EENR D 4GB RIS CT MBS 5 272
F72, WHFEE, RMSAEITFHITE WD, bk
I % & FEHC RS 2 123 TH L, AR =T 4
(Gd) #ERANC LB EMEEEWHRHED Y X7 Db 5Bk
BEREE (HESRERMRIEEME [eGFR] < 30 mL/%3/1.73 m?)
B L ONFBHERERC X 2 B E Claftho /703 R
%E‘%—§ﬂ% 21&212).

MRI 2 &) A LERR, OHER, ORERERREET)
DIEEDECEHliD T8 TH 5 . AEFHIIZOWTIE,
TR S CIThI, SR RIS, Rk
V253 E B DX BIATOUT R 3 REIIRT (5 % 2139 A9
B BEBEOWTIUICBWTLENS L ST 52329,
DENBEORFRETIE, AALEE BILEHGRLAEZ

I #55m

LENIEIZEO TN LD KRIT, ThbEibdk
DY BRI EREICBWTENRS., Lo L, sHllEss
WTTH] O IR WM O F AR T 5720, #EIRFIC
F—BE 2T 213 hkE—EICL TR E
DVRLETH 5. MRIIC X 5 OHEEIRE L ke 0
T2 MR L 72 #E ClE, Fallot 4 #2 5 S R 75 /g
> 95 mL/m? F 72134 ERRIER < 45% 1%, BEhAR T B4R
BFMNBZOOCEETEREIARTHLZEDPRINTW
Z) 218,219>.

MRI TIELHE D HEE LG E O FHIATTRETH D, L
&R Qp/Qs, FHii, LAMIMNIEDERNTHETH
22029 o1, Fontan 7 % O i
R OWER EARALNTD 2 KiER VD
WZH72h, wKTMEHPLZ EUICRET 5, &b EI
o DY i ES, EROmETNE#HET 5, &
EHIEREZR G (LT Td B 7Y

LIME OTEREFHNIC 1L, Gd iRl % R 5 s,
TR B P G491 E PR R 2 R 3 5 5T
BTV B 25 G2 % I UM T % 5Efi$ 5,
H B\ VIEHEEFIL G R E B TRRD b N AIEIEE
(late gadolinium enhancement; LGE) Bl %% FfIH L CTH
AT 22 DAL 2 0 T X 22 LGE & LS bkfgE
A N M TR E OB Fallot fi7 2, ARG 84 =,
Fontan flj#%7: & CHE SN 720, WIEHEOLEISEN
LGE QMBI 2T E L {2, DHERER A R b &
DEEIZOWTHHEMNZIMED 2 SN, BIRATIZIN
5OHBIZBIT 5 LGE OIKRNERIIAHTH 5 7
CAUTRL, OVF AR Lo EENIERE S LT Gd %
EHHO T~y Er 7 nbRO LN DM AR (extra
cellular volume; ECV) &, LRS- I80HE AL T E B 2 s
$ 52 Fallot 1%, HIGBRAE, KBRSV
T ECV O¥AABdLNL 2,

3.4.3
CT
CT %, 1 mm ML FOZE R 7 IV X B EWZERiF

HEEA L, 1.0~ oimcBunCnEo—isg % FIH
L7238 WIERE R CILWEIBIDS N —T X 5. IPIGEB O
BRI, WHRGNEDSE R A TH I R
TEH720, FEROLIMED A7\ 22 MRI 2L 5
TR S A 00, HITHOERIFNZ B L
7264 HILL LD CT TILDEOIEIRAM, IEER Omi{%
ARSI, MRIIZIZIZUCHUT 2 05 T/ O AR BE R A5 1T
BeTd 5 2952 ol WM e A A A, BT T IR
HOEE R B UG R RE 2 128 ), mExRbE oo
B 2 RIEIZ IR A T2 2 EASHTREIC 22 0 e RO
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NSRRI CIREZTETA NI A >

@ CTMAIE 1 mSv LT, L7 —F VD 10~15 45
D1 OWREGETTL LA TETN S 222 |
U R o 7201213, B, FEil, HBIE6 0T,
BNV ORKIROEE, MAERFET, MEILBL
D BRFE OB R % 70 5~ S 2 AR 2 HU) ML A DS
EbOTEETH L5 LK CT TIda— FEEHO
BHEE S L CTREE SNDEA, SERAIBERED) A
7 % E BT REBEIL eGFR < 45 mL/43/1.73 m* TH 1Y),
ST K £ 723 FRIR T ) 7 AETIC &
HHEMOWEAHR L S b >

CT \LEBIIR O FEM 2 TERERRA, & PSS & o
B4R % A7t S EBIR % 39 BRI AH T 2 272
EBIIRE LG R Tl B IR, SHER B ARG 7 &
BH DD, CTIZ L) EEIREGTOKEIIRE DAL, B

AEFHTE 2 2% F7 ERECERTH CHEBIIRE
EDFMEAEE & A7ZD D (Jatene, Ross, L EIIRITE)
WREIAREZ: &) =2, FATIIAE D BEBIIROZET | O REMEA D
20 (Nikaidoh 72 &) TlE, AW L b —FEL
EEIIROFEM 2 32 1T 2 LR S Tn b ™)

AT v MRl S NTARBYER IR BB AR IR O WG R T O
S ATV WAL, CTIREHTHE. A7 bofL
BESNCHHEOAE, I MR X 2BIREOT
B, ZOEREBIIRDO AT v MK BEHE, AT MAkAE
OFFfiZ SR S B 202,

ASD D71 7 — 7 IVIEIEATEH T, K& % KIBfLD L,
THREDLITI—Tldo ) LAaWEAR, Bk E ek
PHE KRB CREIRE S % ETT L 8RETT A
2ARREIZ X D EBIREBED ) 27 93H BE121E, CT IS
L BEHEAEH TH 5 Y. %72, AMPLATZER™ /3 A
AT GO EIHED M TE 5 770

ILIMEROFFREEY (Kl MY, &) LilEns
RIS C X 2075, CT DREAFETH ST, &,
[EX Oz, MEEOKNE LML, % EE O M7
L7 EHEHIET X 5 7 iR iB I o E R C e
FEIBICER L, B T ISmdE L 7 D EE R LR O 718,
e % % 7 B REBIIR OMTTHERIC 2 DO THHT
8‘5) 2 281,282)_

=i YRR 1 O BT B IR 788 A 72
EDOHT—TIVIHEEAIT) W, AIKILOFHE, EE O
A XRAEDOWTE, GHHFIE ) EBIREEOHEEICHHT
35) 2 233435)_

o> CT DIt E LCiE, ALFOAKRAL, iR
4, Ik, 732 XA, RE, B — 2, BRIk,
s O FEA 22 N THFERAMRT O FrE T B O EBIR

DR EMEEE Y, KIEEM R A A v Tl %0 KR,
TR /S 7 7 Vgl 24525298 | Rastelli i #2002 S0 H %
72D E Y, Fontan 740 v — M, JEERAYLEN,
PR ACHEAE E 0P 22 & VAR T A A DR 2% g
I\ T i (extracorporeal membrane oxgenation; ECMO)
LA (VAD) &0 = o — LALE, Mk, K
Yerp EOFA Y % &% ORISR L TRV
HINEHT 5.

344

RI

RI (BiE22) #eAtid, (DA, e &0z
BORHEMEL, CT 2 EOREMEREMAICHSR
5. &I, ERMEBIRGE T, SEREGRE, TH)
FHIRIERCTEEIR OS2 & D720 RE 72 Tl LAl R I
HEIZOWTHENEELWHEICERNTH 2. EER
DOBHLENER & AT R OB T, =Rz 3~
4AET EDOLRMOFMAREZSATHE Y F72 F
FHLRA T >~ ML 2 EEIIREE, R CEEEZED
IR B IR B A BRSOk 3 2 3Rl 22 & DIEHAYE
AHN5 . EFFGO 201, W EB) AR 01
AR (77 /vy, FTI0RE) 2BEET LN,
FHEE G U CRFEIIECS T o, 728 2 IXEB)E
DEAF Iy 7 BEEIIREEIC X 2 R X EB) BT
FE N R EEIRP A2 S DN D AEEBN A ST AT 2 7
VI EIZIZIEM BTSN SIS Y. R T b i
RS B EIZDS, 77 2 F 7 4 (Te) -99m HH,
IR R R R, WGHEEREOUR, AWMREDOAD
Hg7u ba— i & & HGEREEIC LY, 2 mSy BL
TTEETREE 25TV 52,

Te-99m K&EET7 V7 3 v (MAA) flilfigs >+ 275
T AN, SR AT R AT £ O Il L e £ AT Fe R AT H
THIAT S AL, Flie /245 Held MRI T b aFAffi S 41 5 73,
M /512815 % Fontan A% ONRIMF LI 7% O F 1% 72
0252 ILEBEEOIMT AL CHBEL TS
0 3739 Fontan MR TlE,  FFIGEIRIMAS TR E S
BRWIZODORIGEY v F 7T T4 ~NDOHBELEZHND.
F/o, WS v F 7971352 v F 757 1 BHHA
B s 2 & ThiEROFHfiL ITHETH Y, Fontan fiifZd
FL N B L A M VR BEAR 8 17% (2R 52
Fontan i % O & H M EEEOZRTIZIE, Tc-99m human
serum albumin-diethylenetriaminepenta-acetic acid (HSAD)
FEBAR R AR 96%, FFELIE 100% LEN T2,

ARG SRICIE, TERDATY) 7 4 (Ga)-67 H0E >
YFTTT 4 L) EEOEN 'F-FDG PET/CT O A FIHEAS
FEHENTWD (OO ETIRRERRER). &I,



BF-FDG O%Ff& L CT Wiff% EiD Z & TRIEFE OB L
RIEHPAAFE L9 {2V, 15IE Duke 7354 Tl
[BES IS GRS 72 b O [HEE R ]
T3 [HEM] OWTALCLYBHBEIICDITSNE &L
D12, MEHRL &G ORGMEER OB, HETEHIEIC
ﬁﬁﬁ/@})% 71, 81,312 318).
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I DEDT—TIVRE, EREEZNRE

3.5.1
I DEHT—TIVRE

L MRI R° CT 7 EOIFREERIIEADEE L, LY
F—FIVREOBIG & FRITL L TE 2 LRI O
BIIIFRENMAETIZZZMICTE 5720, LA T—7 v
MAEOHE, JEREORE TIIE S WIERESE
(B E R LR, wEBilRER (& ANRRE BRI
75), B L OIMATEIREREG (& <IHRmiEHT [PVR], &
B, AR COEEERHE) ThbH Fo, LIRS
F—FVRETIIN T —FNA VT =R 3y OEEH
BNL, BRI ASRE > T b 172 (TR 21).

BT — T IVIRARC L B WHEROE B L OE AL, B
BT & HEA, 7 O M S BRI 5. hTr—
FOURRA RN L E R R E LT, BEoFiist &
T TIOVIRAS LS, MR EOER R B D, AR
PEOCERBORREL, BREAROBHME S DA, B ok
B, DPMBTERE, IR 7- 0I5 TV B T &S
. LT ORI L DB WIS S REEE RS E
&), MRI R CT 7% EOBEFIADOHHNTTOHLS
(F&22).

FIAERRBICBWT, BRFT R OB & O AN
XD Eo PH %2 300 535 81%, BRSO RED
TN T — T VRTEDS BN B, & I, LR E
T PVR #5HIIT 2 2 & HRdD SN L. B PH TiHH#
it O 72 O\ IS SURE % FEM 3 2 LB B 356,
100% M3k, —MefbEEsh, MEPIRIEICH 3 % BUntE % &F
flid %2 FxkAiDH A4, Qp/Qs X PVR IZEAA IR
TILEHi T3, %, Fick % HWCEHilid 5. BERH
#=1d, La Farge OHEEXPEH SIS, FElT12 L
AYFE L\ 22 AT AR AL LT, ANERHE
1 Cld, Wood 72952 & (#sal ; 1 Wood HAT
= 80 dyne* > -em ), F/AREMAETHIIE L /-l % £ H
5T ENERETH Y, PVR OHALIL, Wood HAT - m? &
b,

I 55

F21 BAFZKMOERERICSITDDENT—TIVRED
AR

TBENRILRE - TR T (HAES T
NT—TIVEER BIEEFREZERICIEITCESD

O MTERERHM © MEHET, JEEE DIRHE
© DMERNTAE : SITHEERE, BFE
® BSREBERIED G S RMIFHEZY

@ PAEAER

® EYaEaiR

®

@

& 22 MAFZRMEDRBEODRN T —FIVRERIICTOIN
TR
O SREERBDONT —TIVRECHER LIS S TSV &1L
%
@ JHREENRE SAMRICKIHIFRINE
- fRE), ARR(CELT
- BERICELT
- BEEFITECR P URIDN T —T IRET —5
- SRICFEEINDHAR/ hT —TIVaERICRET D 1ER
- REE (25 /B, BRRSTENESH)
® YVTVIREEIL, ERERNL / ERATRE
@ iE0\A RU— 3 DBEHORES

3.5.2
EREEFNRE

AREIRFEIZ BN TH, RV —LEK, ANV RV
y — RN EIFRERARC, AAAREDY — 7R ER
mEBWAEEON e, FEEUIBEOMEARIZLY, WL
B2 B9 & LMD R otz BTF—TV7
T —a LB BIROGERI OB L L CTHifTS b
ZENEL R, ERAEFNMA (EPS) HAO®EIE &
LTiE, IHMREAMRA DA TIZR— A A — 7% ICD HliAH
DOFIEEHET 5 EATERWEGAIHIITSNG. Th
W DPBIER 270, 3D~ v ¥ o Z a2 L CHIYE
BEROETRERT DA H L. BRI, Ko
T, RATRREOBRERHEZROBET, WEEASE
REETOy 7, LEHARCEME & OREIRAEE
OINBYS, RN E R DAENRE OIS TRWE D
T 52 F LT & R AT b B A EER T4l
DI=OIATH 2 &b D, TOF, LBl 054
KIMEFEAT, HLOEMATEIREZ: & DZEIRIE) A 7 DS R
BTIRICD BRSBTS IR SNE A, —IKTFHi%)
FAIZOWTIEFZMRoNE LR, SHBOFEE
o T2,

3.56.3

I BREICBVWTERTNEGHEP, 1R TO
BERLZONR

a. BASEXREEREBEDAT—T ILIRED—AHIEREI
BHEOMAE, LABELR, MEOE, T2 ED70,
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NSRRI CIREZTETA NI A >

AN X IE D) FIRT, EEL S T TV R LB T 5.
ME T 7 2 AIKBEIREREAL CHR S NS D5, B,
NEE, fEEs, S TEIRG OO T Tu—FEbd b,
BHEOERBOMA T, BN OFMReh 7 — 7 VIRFE O
DD H5ETIE, KREIRZ: & ORAELHELE, [
AL H07 T u—FRRERGENH D, L7257,
BT =T VORI, I T 3 — Rk CIE O E
EFHEET A2 T4 oo A, EEOEMLINE ORI,
IR W5, BT — T WA X B B IREE Ok
DEBEDWLETH D, EleE  LENIRTE LATE EE 72 72 o fift e
ZRILRLTVDT, BTHA FIAYEHHT S, ki
I LM A ET 5, LERREMRT DN, Fi%
HOFEEIZHITEENNETH D,
b. INEXXEMEEICBITZDHT—TIVIRELDEXNE

EL

AOHEICBIL T, NREREEBEZ LR LT
DEBIREIEENILETH L. Thbh, EEIIRFE
PEPRIA, ARG - IR, ARMEREI, B REEe ik
T, R, 1EVERGERE, WILE, AR, EWMRZRETH
% (&23).
i. DEAREID
WEOFAMOBEAE, SHHEIC L0 ORI LA ZE AT
CHEIEDHDH. AT A REDA Y TUuTL ) —
MEGAZ A EESLETH 5.
ii. ¥ERRTA
MAEEDE=F —, 2 A) v OGRS LETH 5.
Y7 T A FREOMAER T ORISR AR 7
VR=VAREL L7720, RAZHETT 2 7% EOFEED L
ChDH, BIMEHRESR, &HOBIRMLERZIERE
T4, F, BB L2 YEFIOE,MIETTE Y I
REBTLLDONRHY, TLIVEF—D) AT HPEWEHiE
ENTVEZENDL, AN VEPHIT LEIEES LT
TH5.
iii. 042 - ZEARAE

FT7 7 =KD H ) FRIMERIEIN OB 5 H3, FFREERD
fabtkDd L8565, M, BMEERE, EEEEEH, B
FEVERMME L, Fontan MO BE 72 &1L, I - 2
IEDFIET OO DETEENSLETH L, LU, K
V—ARRMEL, FHEMPEWIGEL, T sEimit
120, HHERERMOMEEZ LA VLRSS
VDL, T, FOBPREN LT L5613, Wi
EOENMAEOAE M TEE THEL TBLZENTTH
55,
iv. EXHIBE

F 77— OB EIC L DR MERBEINE S OB AL,

X 23 BALERELRBZEEDODEAT —TIVRECSIF
BHESERR

1) DERREM

2) HERR

3) F7/—UHE Mt - BARE

4) FT/—TEE  EFRIBE

5) iR

6) ZTDMEBERINER
Fontan i 8 (BT DMRIDTDTEHER
Down JERE S ERBARERZRDHDEE
FHHNNMESERS  REBEOBRE, BREEDRERDOSE
RUE

GFR 79T LEBEELX L) B0 H 5. LIzos-C, ik
JVTF 2P ER LT EA1E, EEAIBEISEND
EEDRLETH L. FOMOERKT L L Cl3RmE B
K EDHE SN TG PN 57 ) — PR RS
THEHABHENE LR TV E) PIRIAS A TIE RV,
WiET2> 5 O+ AR SN TV D™ — I,
HREED D LY 6 OWELHIEIEICEHL T, W{D2hDF
BisE DS 4RIE SN T B 53 7 BRI A &L,
5mL/kg/ &7 L7 F =¥ (mg/dL) &\ $HiEhd )
FEHHIOFTE R 2 050 0B H 550, A
RPEREICBE L ClE, HABRERII,AO [BREEEHIC
BB — FEEABICET 251 K542 2012) % %
SO L.
v. iR

—Ml, EERTE, RTRA, IR OIRHEDSEINL
TWb, BANEREWEBEE, & ARLEILEDL:
BT B0 T — 7 VR TIE, PUEREDSET LT, 9%
BOEALL CWRIGEH Y, ERRORERRAR % T
DUAETRBEDOEALH LT D 5. HEIR I IR 2 R,
NI PR D fE R D B 5 7280, ANEAAL COMA IR %2 T
EL20HLT D, hT— T IVIEEOEREEIZ, BIED
ERE 2R L 22tk o, IR 18 ELIEE A2 L
PEE L. JBROZTHEEE 100 mGy LU IZHIBE T
HTENEELE STV, X512, JRIEORURE R
2R/NRICE 057012, BBEI NG R A EREAT T 5
THEHTH LB ERBIED T T — T MR VLB 4T
1, REOLER ORI T TR+ 22898
WRED &) D OMET AT ) LB D L. HIHOMIE, 1,
IR ED L)1, BBIEDSEEN B OMRE T, B
2 X A BB L vy 75— 7 Vil AEA (N8R
BBBIRZ YY) 2BIRT 22 LR, — M2 ot
(KL — bSOV RAEH, BETERHIE, N7 1 v s ofiH
FTERE IO A5E) % WHIZFATT A LD RUTHS.
R T —T VT 7L —3 a v 247 B pidh by



B, HIROBERNOEZR X T LI TTOL
NTVE® F7 B F—TF VI REAG G252 b
HY, HOHCOERE L HKEEZ T > TBLLEND 5.
354

ZOMDBEINER
o MR : IGHHEIAME AT 90 mmHg LT o#a<e, &l
CILEAME T L2233, R afre e fkg#Eco
RS LENZ 2 4. L |2, Fontan MiffAD¥;4E, Miaid
TAREHETTOOND. SERIH R, N THREE
il 0L LR A e A L, RR B2 OO B 22 (PCPS)
e EOMPIEREZHHT 2 L B L TBL.
fi LR REAN G, MM RZ  AZEEES AL
GG 5. BIAR R B AN QAR5 2 &8
YE L, PHEEDMEAITHE T L, PVRFHEIZE
BLRAEED 1 DTH 5.
Down JEBEREEE - Down SEREHEOB AL, ZlEiRicb
7B EHHERRE) . FURER, RRGE e, HAES
B, D32z —varAR, KRR EORET
5. PVR OFMOBICIE, AT TETWD
PICEEL TBLLENH L. N TIFREB S LE R 2
L%,
EEIRER, Forols, NEIERGEFER, TEEREN
BHEE & 4L/ T & LV aid 5 740,
S H IR IRIEHE AT ) S LA E L\ 38 3
o U, EIE 2 & QA BHEICEET 5 .
o 17— T IR RO LRI LS X 2 KBRS A6
WHED S BBV
o NBIZ EARBIER BN L B, & UIFMIRIZER
BET, WAL WEIIZLAZD, 7OV AHRICT
B EDTRDPUETH S,
o MWIERMEL DT, FHIMNPRERGIIAETH LA, £
RO, RGO RO ) A 7 BETIE, PLHESE
DG EIFoTH I,
o TNA RLEREBE T, DAY = R0HY, hT—T

K24 BAZREERBROLDAZEE

¥ BIERIERE, ACEPEHEZE, ARB OBMMIEHEHES N TLIEL.

[ 55

W2 &) dislodge L7\ & 912,
PRVEDVHETH 5.

IVEERAT—T NV

4.

AEAR

4.1
I DAEEE (EY, DRBESREES)

B NSE R R BB BT B OALORERE LTI,
IEEEIBIT 2 0AREOER COFEER, iR &
Mk O, BIMEZ &) 12, JeRME g EICHR T
LA OIRER BT HLENH B .

J b b, IBIERINETRL R0 B LT sl £ o K i
EHRMOBED LI, IEBR% T B IR0 L E A
HETHDHILIZL DR THREAERCEERAED DT
S 14638350 - F 2+ Fontan i & 512 L E B
T — D EEROY AL, ROEDHEB X OYLEE
RESE DS OAEOFAITRE CHEL, b Eduniul
FRIRIE & BMAEHRST (PVR) %2 &7 ifEEROIREIZ L -
TORE B ZIF 5 739830

D720, WNFERWEEEER OLAESERIZBNT
&, CEEBERER AN IEERFEAEIE ) ) T <, MHTEBROEH,
FEEREFICOIEEILELE 2D (TR24).

W, 2 ORMNERE R EBEZE, Fontan fiT 24
HHED, BERMNICIEEERPBEDZ LB EZ WA
(NYHA CEEREHE T RS 723 L), keI Ll &
WIFESELL T B 2 &% <, peak VO, R LEBRITER
OIRME, BEOBEZEFMHA RS &% £ L TR OIR
LD, FETERLE.

4.1.1

RS

BENTE R DBRIZ B B OAREEmOREARE, JeRkk

1. RDZEDRY THEERNE  WDE, FIRE BiEkE

2. BEREAR ACE [HE%, ARB

3. RHERA= ACE [HEZ, ARB

4. DERREM GRPHEREE, BRI

5. PEJR PREIRE, AT —TIL7T—r3>, R=AX—7]
6. FEHARE CRT, X=X X—7

7. BIME FUPREE, BIEMIEE, NIV D LB

8. THIEIRAE / FiFeiE MBI, AT —TIVaE

REHAE(CHT D CRT [COVTIFEMEDRENMER TVDH, BEN— 2V TERIDERE

PU— NERIEERELEOREDHD.
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NSRRI CIREZTETA NI A >

RBEED L VRN OEBOLAEHEEEFR L TH 5.
LR FIREE 7o UF T v o EEEE (ACE) [HE
e T7UIOFT oYy NWSHEEEIEE (ARB), BRI
7:‘: k“ﬁs‘ﬁﬁl{ N % h;& 11, 46, 353—357).

TLEFRTE I LEEROBLENSAEOR R
35 BHEREEOR)FICOWTIE, SEERREL LTI
BRI THDHE VI HEE LGS E > TW e ngs, =a—
-2 LE#HS (NYHA) ORERESEOUE LR LE D
G AR IR OB TH o7 TAHE DR TS
TV 39 F7- 0 ACE [HEHER ARB 1220V T b [k
T, WMAERMGEBISHTHRRICOWTIEME SN
TIEW RS, Fallot UL (TOF) 15484l 4 O ItiBhIRk 7R
AL A UK TR CARI TH o722 V) it D
8!;) Z) 364—370).

Eisenmenger JEMEHEZ: EOffiE MUEAE (PH) (2& D 450
Rak B LR GREBEO A, & REEN A
ODAEDYEEIHN R LDV LDOTH 5.

4.1.2

IEEMLE

B NJER M O BTG DS TR L T AIERIR, fiffka
M OFESSRE L LT, i D 7= DI LA e %
U TOWLESNI L TIE, MATHRELED 2D, JEHY
BIEATTRER: b DIZ DWW TR Th 5. $72,
HEWNEFEPIEONEIRIC L B OAEIZDOWTIE, T —
FIVEEAMT R0 R — A A — GO AN TH 5.

TOERELEIIP2DLL T, LENRLEM ORI
EIZL DA E U AR EREREII LT
1%, MZER— 7% multi-site X— >~ 712 X A 0ER
FHEE: (CRT) 271, ARITH S L) A2
TV gzpse O NRIZ BT S CRT SIS 2 R0k o
E TR CEEN 75~80% % 5o, bHETD
24% THATEN TV B A KM LT CRT 21T
AL, R E S AR E R 8 2 O FATIF O )L #i 2 WHE,
CRT # SR E D 720 DR REETAfiLE AN E & 72 5. CRT K
o IOVAL S =S RSV & (VAT Rl DRI N ik e G i
DOPRFEVIERE L DO1L, FEERE IS5 CRT jitifT
Bl U THAED, BER—T v ZOFIER L) — F
DOREAANLE, FFIRY — FFAD-DDOME T 7 A%
EDRARFIHIZIOWTIRENEZ {, ZoOfHEIzOWwTo
B L IR DEREALTE T B 743705

4.2
TEIFRsE (9, 7J—yaY,
N—2ZX=7, ICD, CRT)

4.21
I DESER (DBEARY IV MU—145ER, DEfEE
=20)
a. BLZEENE U2MEaE
i. AATALTF«FN=I3Y

A8 IRE L EFRfE L TV 2360, &0 e 2 B RO
FEEZAETLEFTIE, LB, CEMENC» 2D 5T
AT H VT 4 F 38— 3 ¥ ORI MARD 2 WA 5
VB 5. TEERBIREOBHE L 72 5 ClI R e o bt
EFEOH b5, BRTIT)LEDNDH 5.
ii. —N—RSA4TR=220T
LDBEOPHIN— v TR L7273 ADSHE R A
FNTVLEETE, =N FITA TRV TPHEEY
Thb LEHIAEZ T —N— R4 TR=2 7 TFEIRS
FDHEINS, LEL— MIEBEET L) LEDDH 5
iii. YA

B RGEIR B EAAT ) = MY —EATIE, 7
TOvY, 7Ty =) YBROSERNE e boE
) DY FRAN T AEEPUEEO SREHES AN TH D,
RO ILIEYER 2179 Wi, TLHEEEIC X 5 torsades
de pointes, Ia #f, Ic #EFEIZ X A .08 80, HHEILED
EERIR 2 SRR VEI R E A L) LE D 5. A
KRB AT AEE BT, HERIAVWsnE
SpRE (laff, I, MBS (ST 2600 &
HOWEIZITL AL
b. EREAEMAE

BB RN OB BB IS HUAN R NIREE 2 9 B BRI,
T LRE (e e, BEEEEE, 0%, IR
SNDZDOMOIEYRGHE, RO RN L) 2 +5512%
BT 20ENH 5.
i. L—bk3avbkO-

fEH P CE PR OCERHLEDOBEFIIB VT,
L EBIREAENREF S ODE L — S L35 2 & IFZ2R5E
DFREEZY D B2 pillEsE, Everoe) v v R
TV WIS (NF8300, DVFTEL) BHWT
LEL— P A= VELT). LENY T Y —
A (intra-atrial reentrant tachycardia; IART) X>-UEEHEID
HBMNERME B ERFICBIT A7 L — MMIowT
3, WEET O AEmE ST,



i. UXL3aykO-)b
(1) 1

N EEFD 579 N GERMOERBEE 24%) 128
WC, ZYHAZFN, T A= FIEENEN 7.5%, 7.4%
THAERIER 2SS ), O, SECIEHREN LRSS
BT HEFIIE L ALNIEOHE S0 %0 HALTIE
Bhgs (ICD) %272 TOF B 121 ADF—% T,
la %, o BEEO M CRIEBIABEINT 5 & O > A3
bb. HeR, 1 HEFRIMAIIRE *2 070 Bk
RUAREDH 5 EBHEIITHEIES LTV v, ARG
BEBETY, MATEIRERE O, YBMIC X 2HHE
OISy 700, NI & 23U b)) IREEH e A LA
D, BHEICIE R 5 TRV, B HEEAREEIREA G H &
o, ek, BINOBEBOFEAEF THRELIZRALR
PR B OAREENRIC T 5 consensus statement **¥ T,
IR B DS REA G 2 A § B SR M L R
HCTd TalE e BEROMBHILETZIZ)DPEPTHL L
FHHL TV 5.

(2) III e

VEOBNERK R B BEE TORAMEDORKET, v
Fu—VOREEHEFNIEIREINTZSDLH L5, /N
BITIXAERIEIRC, AR BV Lo ST
Wa, DEMENEE R S XTI, vy a— VI
xF BB R L Casbie AT £, toBfgE T b kDS
REOTRENT, ZORTIEK, BIND S OB AR LR
BOARIENRIZE T 5 consensus statement *¥ Tldy ¥ 10—
WVOMRE 7T A b & LTW5,

T I AL LB RSO oL DA
MTHHEHESNTEY ™, LAEEETHRERINSN
HIEFTH 5™ IART R LEAME 2 064 2 A SER M
DEBBET, LIEAR S, EEIREETHT 2
BT, 73450 pNEREMERRO/DOE—FIRE %
LEEZONDL 72771, HEBCRMM7IAyur %
BT AHEE, ORI OWTEET 2L E)H 5.
iii. PUREEE

FeR ML BB T, A - EREDOHEEAY T~ b
O — VI IER L T 10 5205 100 fEE & v ) His 25
53 F AR L0, DENONTY Sy F, -
AA=HRICD DY — K& ¥), Eik DA, Fontan
TEBE 7 EANIAE - ERIEOFRIC LD EEZ LN TW
2 2107388399 g Gl D ClEH 55, 19 ADFRIEL
WEBEOINT 4 FN—=T 3 VRN AEE LT —%
(TEE) %17\, 37% (A% 3072 8 WA s A
T4 A N=T 3 Vil 4 8, EEEER (INR) %2 DLk
RO EIZE D HIVT 4 AN— 3 U I2hED ERE DS

I #55m

BERETTEZEWIHE Y DY, AR LR
BHETH IART RLEME 2 G069 2B Tl PrsEESEIE
BETHLEEZLND.

FR oAbk, WO consensus statement > T3, #E
LAFTE TR % WA SE R ML B3 C TART /Ll
7S 48 BRI DL L F56t 9%, F 7213 R AN 22 55 512
EANT A=V a > (LI TEE) i 3:EH, 7V
T A FN=T a Utk 4 BEIIPURER 17 & & sHESE
N, BMLHBAEE T, FiET S, RS
IART XL BB & G 03 256 1 TR oLt EH L)
VL L TWD,

B A P& [ 22 (novel oral anticoagulants; NOAC)
DFFAEDIRA DL EMB EE THRE STV 525, A
TR EEBREIZBO I T RIEE .

4.2.2
I IDESER
a. BLEZENE UlcSEaE

adult cardiac life support (ACLS) |Z#: U CTAT9. 7272
L, BRECEBIHFAEOME (GG, 1EHG) 25
L, BEh, AT AN T 4 F 3= a v BT LEDND
L. HYNEETIE, TIAYOy, Sahf T IR, UR
HA VI EOEIRINIX GRS D, R R EEE
DLEMFINCIL, TOF i dEIcfESns~vra) .y
M) =2 X B LEHIOME DL DS, )y by —=Dist
DR OLESIN L 5 5.

b. =iRHESE

NSRRI OB EHEDZERIED IR FHib, ICD 12X
LIHETH D, FEYREIL, FOEEE T 572012H
WHND, RS CIRILHETIE, T4+ ar,
VU=V ENZOWTHRRIRE D R EN TV LD, K
NERMEBTIIPEBOHE Lk {, (LHEERZS
LRI 7 & OB HIEI L TEF S 5.

4.2.3
BRBEAT—TIVFIT—raYy
a. EREVEBEBREICHTDIEER

W SER MO B SRS RIS A, T — T
T7VL—varEITHWE, FENT LY 2 — Y WTERE
(CT), Lxa—, HRFFATREERZ &5 5 LIS 2 B S 7
129528, MiREETIINBFRERCEREHRET L e08
BEETHDH. HEEROME XN 572012 60N
EOIEMERILRBIIEHTH S, ZDIIHHIRL— T DOFZ,
TR OERICRO N LHIRGTEOF A HET L L
QUETH D, Tkl LOMEIZF TR, NEIRIEE
DIFEH & 720 9 B MATEYEEOFHA b R 431247 ) %
Wb,
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NSRRI CIREZTETA NI A >

EREWH T =T VT T L= a Y RTIBRICIE, AR
HMEDOAL LT, R OERBICEE L WIERERE, M
BHE, CIEANEBHEDH IS BETH 4. W, ifkic4s
L2 FHIL e WEPHEI ISR, FREMAS], EiibE
ZOMROHEM S LIEL 725,

b. FEROIFItEAR, FEHEEY T bU—44ER

Ebstein 7% *?, ISIE KIS #EAAE (5155 SR 5
B C Ebstein IO RFE Z L) 2L 25H %) ([CRIEE %
BHELR T W EHSEN TS, ki pl & L CNiEEE
FEBEREZ A BT 5 twin AV node 12 & A1) T2 b)) —{44H
4545 7233 % Ebstein 96, 15 IEKIMAEEAAE O BI{ZEE
BT AT R E GBI E T 5 28 RIS
LLDOWETHY, GEACEEDIDO =5 HFHTIZ3
BALRPIRE AL S 0 AR OREEK 2 A L
TWAEERDHZ . F72, Ebstein iKIZ BN TIE~ /1 LK
BBROLNLIEbH LY, 2o, BIfEENkO~ v
YUNESTE R, 12 FELERD SRRSO E
EFUTATUT) X AL, EREEREE TILETEO
BRI OAEZ TS 2 7V T X AOFEEEAMG & 3
HENTWES

Fontan #if D% Tdh % Bjork Fifl, H-OHEZHZEHH
BIZWETA5HETHY, WELILERSLEHDH N
PRCEAAEGEDE L, BERRHESHE U5 F 0k
EhdH 0,

SR EBICA T 2B EMAET) =2 M) — O
AT Y B AE Do TV,

SERMEEBIZEDET 2 FZE RN, FBE~EE)
Iy M) =M 28R T —T VT T L= 3
YIIERMTH LD, SR RIEIERLOBEICHEL T
G 40RO 2 80% & iy S LT\ B MY Ebstein
BEOHRTY, BRBEAT—TNT 7L — a3y O3R)
RIE 75~88% LMK, FFFEDT 27 ~40% IO HALT W
Z,) 407,419, 420)'

c. (DESER

M I AR U 2 L IO EL I, (DR IE oM
RHTEIIEIZE D ZEDD LD, 4~30% LHESNTW
z) 119‘421‘422).

SR NE DE BAT BRE 12IE, SRR X 2 IR HERR
T DEHOBE, T A 080, AT &UHRE
FROBEELRENHY, LEHEIAOFERE LD o805
WO IE o) 2y N —=TH Y, LEWY
I M) =M JART) & XIENA. fFEISA0RE S,
AR YIBR, h=aL—3 3 vub AR L 7
NIz EXBEREIZ 2D, Vo MY =R S
B s F LT T L —Ya EI NS ORERIC

X DA, BRIEAERD ST S 11692749 gt i
FITIEFHE L B B0, ZRITCIY YV TV AT L%
WA Z DRSNS Y @RI R LA Y AT b
PHHTAZENEHTHA. T, AVF—YarhT—T
VERGAZ LI L) o Lo s s $90 mE
WhT—FNT T —3 a3 v OEMRTIEH 81%726 B+
ﬁ%(_&;ci 34N54%429,434,439,441) t%<’ ﬁ'}\ébi7’7l/—
varvBUEDHDR SV ERE SN TS BRI
PEEMBEZEOLFEIIS L DOEERGT L7200, L
TENRIZ TR 2B OLEHIATH S Z L BE 2 RITiuL
bR,
d. DEHEE

DEMENE, =B, RIEEOLERNE
LR, Fontan iR EREICERO LN L Z D%\, £
72 TOF & TlE, 55 M LIS IART & 0 LEMBy O 4ERE
DEEA B EHESNTEB Y Y, ik, EELA, AR
FRBEMCTT, PRI, L 72 fEh R 1 & LT Sz,
RKFMOLEFRERKIE (ASD) OHETL, 40 FE TIC
FDTAT SN2 BETIE, OEMBI DS ANES & &A%
ST B 0

BNFER LB EEZE O CEMEN ST 2T —T VT
TL—a i, SEYEETY) A L3 Y MO — VAR
DFEVCEEREND. FTOBILEMEION F—F VT 7
L= a VB L7-HMEICHRT 2 2 E DU ETH L.
BEEEICN T AEBE I T —T VT 7= a v bLE
R=2 VT OBRABEEED 1 D2IZH TN 505, L=FE
NR—= Y IHFToN S HLEIER O BE TIIEE RO
BEIIECERPIE L, LEMEID RS 5 2 &idig -
FERFED ) A7 THY), L— 1T M= VSR RELR S
BORMI G TETHDLEZEZOND.
e. VESER

TOF I OSSO BER b > L b <, Tl
HERHBEOIETMIC L 2EEIZL DO AEES
B 2y T b Y) — A LRV 0
b Lk, TOF a2 BWTiE, 7u7 7 A%
12 & B DSEMEAOFRMIEL, (MEIEOGERRTO 1212
FHN 5 TOF Mo Lo~y ¥y 7 ¢, A
FE MBI B & =R PRI E L THEETH S
TEPHEEN D ey Er MY 2Ly
SR LER & PR T EU AR KO~ 7
OYTY M) —=THLIEPHLNIRoTET.
ZFOEPOFERM AT, OSEHRNETCME
NTWRW, ZHRIED Y A 27 DSE DB WIS A 7 O
KIMEFAAERE T, CEHIOFRME L BRI
SN L OLEMEAOMEE MBI BRIEEED S L &



T B 749l NSRRI OB ER R O & 220K
HOMBIEAHETHY, B T7—F VT TL—arkd
W RN S e, B TF—F7 VT 7L —3 3 13 1ICD
AT AR EZ LD,

4.2.4

R—=ZAX—HHBE

BUE, BN R LR BBE TULIRD 773 A AR A M
AT 2 BBV TBY, e R— A X = filiA
BDITA RTA VDL Y, 2014 £1230K, BRINA B
NIERMEEEEBOAREENRIZ T % consensus statement >
A E N
a. EARZEIREF

AREEA 2, IR GRS RER R (S MUERRE, /&
HIFEE) CTIREREISHERSEHITER SN2 W LI2L)
AU %, I ICTRSEIEIIR, PEREE, B,
EMoLan e S L HMiHROMEL LTEL 00D
%4549 L REN M EELAR (Senning T4, Mustard T+
7)) #i71%, Fontan i7f%, Glenn 772, Ebstein JHiT % D i
W IR EA 2T 5TV, ASD, TOF, #&ili
PR (O CHREREAErRooNLZ L
Wb,

IR EEA EOIREED A U 5 LU ESEIAAE LT
7% ABEREAR 2L DIRZERIE D fE R K 1213 7 &
RN, DS U B LGB ZERIE O fE R AN $
% 4190 723 T, AREREAR A E TR — A A — Al
ABREET D56, WIRAIG2, BRI BT 57N
A AW % TIRE 2 BN B 5.

b. BEGEES

TR GEBOBEZ(LEEOHADHRHINOOH Y, 4
BT ROEEREE 70y 7 OMEILRA L TWaA, B
T 1~3% O ROEITHTEE 71 v 7 OB
ENTV B 7 s ERIE (VSD) BISHAN, 20
BB OFM, EMEZERFMIL V. MiErEE7ay
7B OREEIE 7~10 H B 50%, 30 H LN 63% & #H
EENTWS ™ TOF ik —lI e aeRmE 70y 7T
“HTO Y I -7 BETIE, 33% 2EENICEEREE
Ty ERELAZENRESNTEY Y R
RERE TR EEE Ty 7 PRE L Ty 7
D5 72 BE NI AR— A X = T HEIAADBEILH B D & 2
LNTWE. —F, —#lEeREE7T 0y 7 OEFEH %<
7O 2o D HDBE LS R,

TR FEAEEELR X LR T WRADSDH Y, F0
REDVEEFRERIE BIEKMEERMY, ARG TH
B, LIRS LERROIFNRE OB ZHREFITIE, O
=, HLEIC»2bO TR T HIEEMEMRL TBY,

I #55m

FMiReT 7L =2 a Y AT BRITER R ET 5. HIRD
BRE7O0y 7OFHRELLIELH LY. BFETOy
DO FEVED D 2 NS R M LE BB L, E % 0E
B DS EETH 5.

= A A= %l Z AR, AEAARRTZ RO
B, Hirk, FRLEE LN OISOV CREM
ARES T BTN D B, LNFIAETAT B A - ZERRIED
fabtEATE o 1 IR — FE AV AEAITE, AR
NATONIH T =TIV FM e I L AEIROMZE, #
IRADIE R (EAEIROKE, £ ERKEIRERE &
HR KB &) OWEEMED S D, FEAMRETIEHIRV— N %
BT HLEDNH L. FLBBOTANL, =7, &
YV TBEOR TR, IR ER L TRET 2%
Wb,

4.25

ICD
a. AL

EANTER MBI S % BT 2 DOMETIE, ElE
HIFETED 25% %, 19% 47 3ZRIEIZ L B b D L S
TV 5, ZZIRIEDHK 80% I AEEIRDIEIA & ik ST
%449 TOF, 5N IR % 4T - 72 K ML 3T,
BIEKMEERN, AEkEtER 577/ —€x 635
Eisenmenger JEf##, Ebstein fE 252288 O fE g4 A3 = v
FEHETH 59 L 2 TOF Tld, 10 EMT2~3% &
0)%&%:%73‘})% 121, 329, 475,477479)‘
b. RAFEDFER &S BFENR
i. EEJOvY

R=Y Y FEER LTI, MEREEEETUy 7 BED
AEMIETEIL 28~100% &t ST b, £72, TOF
Mk OEMBIAZRIEIE, B 3 B ER_— v 798
VBETHo—BEEE 7Oy 7 HHE L Tna &
NTHH™ EBIELBFEE 7Ty 7 13ZERIEDJ
W22 EEZLNTNAE,
ii. DELEA

DR L RED N & L CRRO SN T E . EEh
I LEEESAIC ERET A2, LEHEN Y AkD
BVIGOEFIIANOBIT 7 12 X ) MATEIRE D e 5 2
LIZE B EEZOND. LHENMTTEIEAN %17 > 72 KM
LD BE T, IART, LEMENEIZERIED ) A7 & 50
HEREENTHY T F721CD HMEB L 2B E TL
SO X825 TV D T EDFER I N TV S,
iii. DVEESER

SR B EETIE, TR T B THIAAZ ICD
OBEYNEROSE 1IN Z B SN T A, TOF 128
WU, OSSR & Z2RIEDOBIRIZ OV TR B X 0 %<
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NSRRI CIREZTETA NI A >

OMEDATONTEY, WYEENI KT (7.7%), =
KT (9.8%) & bIZEWHEDLDH B, ALK
PRBEICT 5 —KTFH D720 ICD OE s I 5 A
TIRWA, —kFHi%Z BBy E L7z ICD O@UES o [
BT HRTL LT, AENRESE, HEolLv QRS, JE
PR LA, S EEYIR, (OEHINOFB A
HITFHLNTW 5D,
c. ARMIMEBBREICHTIER

HIREAZE, (LN COSRSE, (NS, $HE
&5 — P, REIRSIZICL D, BFIRY) — Fo#k
VEDSREEZR Z & D3 5. MR — BB T 2 A )L & Fwv
DA, BEIKREVEDSLETHL L, V- F
WIFR DD E N &, BB < F-12 £ DI O g
BEEn O EEY 5. BAEIXE 2R T ICD 255 A S,
SFSFRMEE S OB NERE EERE TR EIN S
B, VAL = PREL, R=T IR EBEIZL
BHTEZWEVI REDH 5.

4.3
I hSIMERE, Eisenmenger fE{RE

BNFEREDEBEOREIILH TH Y, FEFID 5~10%
%% Fifi Bh AR P Bt %5 1ML JE - (pulmonary atrial hypertension;
PAH) # B3 L T\ 2% R0 E (congenital
heart disease; CHD) (2 £ ) fili @ IR 14 il &5 1L £ i (CHD-
PAH) 1%, e & D ICNEMIaREERES, TR M=
PTG L A E ) ') 7 (FHEE) A
HEATS 5. BRI MBI, B s A=
EAE/NBIRBENLIE - NIPERAZED 1), IAE A R B Gl R -
(VEGF) OZBITCHE, WEII—RRILEFENIEE (eNOS)
RTUAYHFA )y (PGL) OFBUKTE, =2 Nk
v -1 OFBIRA RO 5L W,

# 25 CHD-PAH DEGR7E : thEThR (=—X, 2013 &)
1. Eisenmenger JE1EEE

4.3.1

BIEFRS

PAH O % 15/ %5 121%, bone morphogenetic protein
receptor type I (BMPR2), activin receptor-like kinase-1
(Alkl % 7213 HHT2), ENG (HHTI), Smad$, 1, 4, BM-
PRIb (Alk6), CAVI, Notch3, KCNK3, TBX4, EIF2AK4
DMETERIHE SN TS, &R TIL PAH OB
T20~30%, ZFIEH TIET70~80% 28D 51575
Eisenmenger JEfERE Tld 6% L OGN H 5. ZOMONE
i T (modifier gene) & L C, eNOS, 0T h=> }
FYAR=F —, TrVFT 1, ACE Oiifn1-4%H]
#1 v 7 L F % 4 v (transient receptor potential [TRP]
F X RIV), AT LT v R IVEE (KCNQ3, KCNAS),
NEZ 2R 53 8K ¥ (endothelium-derived hyperpolarizing
factor; EDHF), Mgyt~ N1 v 7 ADEE 7 EHHE S
nTnz 483>'

4.3.2

R

RIEANMAE T PAH (X, AL C OTF 4R 2
25 mmHg PL I, Fi#iREZ AL 15 mmHg LN, PVR #%3
Wood HifiZ. (240 dynes- £ -em™) DLk EsEsgsn 5,
OO PHICIE, KM, BEMEOEA, RS, 12k
ik gere, JRRAH TSR LREIZEMT 5 PH S E
n5.

PH O it R AEHEES (WHO) 4338 (2013 4F) Tid, [1
H:PAH] @, [14: HHEHEEICHES PAH IEL, [144:
CHD-PAH/ 1273 ENTWw 5™ £ 5220 CHD-PAH
121E, W26 DL 4 DDFFHED G TN TS WY,

ZolEPICY, TRO LI %, SEICEENZWIINE
ROFFDd 5+,

(1) X3P PAH (Frfilih L Wil 81 5 — 3RO
519 PAH: V )

DESDBDERDOAEVDR / DAHRIEICKD, KEERZEZEL, BECEHICPVR

DEEFLEFEE (FifF) ULBENnEERZESY. F7/—t ZRHICE
UDRMBKIEIE, ZiEREZ3DD.

2. KAl - EEARE

TR

3. BRMETREOERRICHS
PAH

4. MEFEIRO PAH

FRRIED SARIEZZT. PVR LREBE~HEFEE. F7 ./ —BREFHMEFVRE
W, FIEFEOEET D,

PVR EZF & DREEMFNEVDIDRIEBZRDSD. KB DKESDEC PVR EF
[FERETHD. BRRERIFRFEM PAH CEELIL TS, BB, WETEERTHSD.

SERMDEEBALIEEREH CTHDN, PAH DFMTBEZRD SDFHAHSISD. &
fel&ilite (CIFEREMITERRE N G SNEN o felCHN DD 5T, fidin B~
HERBE UIcR(IC PAH DYESE / RAES 5. BRIRRIREUTETIE CTH D LML,

FE50 PHHFIVRIDA (Z—2X, 20183F) DEXEICELD. (Simonneau G, et al. 2013%% £D)



(2) KIMEFHEALIAE D ATATCAM 20> PH
(3) Fontan fEER D X 912, PAH % & 72 &%\ 75, PVR @
B A iAS R % 7213 i MIEBR AN 43 5
4.3.3
Eisenmenger FE{REFNDIET

Ak, MAEROMBIIRE L KEIIRE & 1ZIZFE—TH 525,
AR A BRI C A 1% 3 JE THRA L XV E TR T 3 5.

FED EOE-A DT 5 & AL ERIC PAH 12
ST 505, MY RIS FHR 2T I HNTH L, L
ML, AT TICFMRELORWERR, KIBILLHF
TET HI2H 5000 5 T AR S o4 EAF MG ORI O RS
MDA SNR\NE F PH AESTT HIERIL 5.

Z LCPH 2SJEn IS ), E-AREEOmMA L G-
FAEOEII X AF T/ —E¥HMH $ 5% &, Eisenmenger
FEMERE L JIEN D MATEIREL 72 2. Bl HEHTIE 10 Wood
HAZ/m? (800 dynes - #4-cm™) DL &7e b, iR IK
Pribd 112305 < 7% 5. Eisenmenger JE RO &y T 7213,
% E 30 mAERTLS S0 A TH Y, REOFERILK
FRFRIAE, AEEMR, ML OAERERATRL % 5.

4.3.4

WD 5 IEFAM B> CHD-PAH Ti, J71EIZ W A-
FEFEAEAS AL, ER R AR O L2092 R AR o 5
BICMfda sz, TEFLS]) 2% 5. Eisenmenger
FEFERECI, FECHE T AIERRIE, 77/ —+¥, £
L8, mRBRIE, 12UEEREE (BAR, BUEL 7
0 — Ve, MEEMEEBEE, MmRERE EAs
W SE, AEENR, EASPREE R &% kS, 25, T
ZCIRLE T EOE T, SR O DG CHE S 1L
5L, ZRAMSHA S CMBIIRAHRIC X 5 Graham
Steell &, & ZIZHBIARMEDNER 2 ) v 2 HS IS,

Eisenmenger JEBEHE TS, =S aikis (f : ASD) &
ZRF ARG (B0 VSD REIIRE BT [PDA]) TlEiMAT
BIREH R S, ASD 12K PAH Tld, EBHICRE) -7
DS T Cld v, HEBREK T 28], AREEEEy
MELLIZEL RAZENH D, FREIFEATHLOAE
N=HHIRTH B, —7F, VSDIZHE) PAH Tl LzEH
WA CAZII D BIZRT 2 EA %\, HE/ LEDEE
ML FRERE, A ERERRIT L IE R CTh 5. fEMEEK
THEE, AEREEDDLEERT LN,

PAH O—#121Z ASD Z G 8F L TV A6 056 575, K
LA 1S cm LT &/ WIZh 2220 5§ PVR 2520~
30 Wood HA7 (1,600 ~ 2,400 dynes- # -ecm ™) & @l % 7R
FHEGNE, PAHIZ ASD V& HFL72LE 2 2 D054 TH
. DB CEME D%\ PAH BAF CILERIE D

I #55m

TS E XD, ZHRIED)V AT b H D,

Zoft, 6 4rHAATREER, FFeo—, G CT, fiitkae
WA AT, A OHE PAH OB 117 5 (S -
(v~ec)) 483,484)

4.35
CHD-PAH OAFEaE

CHD-PAH |22\ T, 201540 ESC/ERS PH /7' 1 K 5
A2 L2013 4EIC=— A TR EN72% 5 [ PH 7
VRIYMADT LA 1CHES W NEEE Y TR
26 483) L:ﬂ?j_.

(1) #EM TR 7025 7 —)Vid Eisenmenger JEMEREIZ D
BHT, NYHA OHEREEH, BRRAaflfE, EB)6E
ﬁfﬂkéﬂ‘é 486>.

(2) =Y Pt r A EEE (ERA) Rty s~
(BREATHE-5 &) Lk AKY T A55—+ (PDE)
SHERDY ¥ 7 10 0VIE, “EEHEHRT T L RAES
YELMMLIEEB TE R LR RBOLNL TV
(- . ) 487, 488)-

(3) PDE5 [HEHED L VTF T4V, ERADT 7t
7L, AEOIOIEILERERTIdd 525, NYHA L
PR, BRRMAE, MATHIREDUEENRRO HNT
Y3 489, 490>‘

4.3.6
CHD-PAH DFihsEh

T~ (v M) 24E) CHD OFAH#EISIZDOWT
IR TIRESRL LD, BBt HR2&R27T ®Y
ﬂ?ﬂ' 483).

PVR A% PAH OIREEIZB VT, KIBILEIEHMHS
BT EMTPEDEICOVWTIE STV, 3
FOEMNL L, T DBERENTBY, EEIFLETDH
5. HHHZ treat and repair & L CHSHL, ZoOH~FEH#E
BWHRIWCPVRYAH AT 28 MBELTWE W
Eisenmenger SEMEEE L O b FEAEN ¥V NEHO Tl
1, FAEPTREL (PVRI) < 6 Wood HAZ (480 dynes-
#-em™), PVR/ARIMEPT (SVR) <03 TEPHD
L%, 8 Wood HiAZ (640 dynes- # -ecm™®) LIk, PVR/
SVR > 0.5 TIXPHARETH 5 ¥,

PVR 3B EIZ EH LTV A AL, BEMTHSEIG
WCTH 5D, ZNENOREETFMEIGD HZAPE ST
Wh (BmBiR). LIRS T — 7 VIR T o AT BRI
(@BSAD - (L~we)) ™™ L BEPGL, 77/ Yok
EOMENRER, WAL T 7O, —ELEHR (NO),
100% FEFEW AN S MRS O RSB L L 72 %
(@BS3D - (v~we) ™ BliBIARIE (PAP) 7% 10 mmHg
DTS4, #ixHiie LC40 mmHg LTI 5 & &
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NSRRI CIREZTETA NI A >

#& 26 CHD-PAH ODRFLEREES
1. ARPERER
1) [BUETERE (NYHA DHSREDSE |~ 11 )

QO

 EEBEEE BHT1—3ICT1~4L/D) (U5 la- UL C)

b. ROFURE, MI/IREZL (PRI - LIMEE - VMR DEWVESR) (V5 X b - LU C)
D)L T 7 U INR1.5~2.0 [CHERE, PAEUY 1~2mg/kg/ B

CDE YdFTY (USRIb - UANILO)
. MIPREE
ROFMMERRE SMEICIFHRRE
o BF (IS 1~

® TJORYGAoUY

® oo

JOE=R1~2mg/kg, AEO/ S22 2~3 mg/kg

NSTJOX L 20~60ug/H A3 (OS5 lb - LUN)LB)

NS TOZ NEREE 60~180 g/ B % 2

AO7JOX b 25~50ug/BE, BA6~9@/H (X1 LNLB)

@ ERA

MeYy> (UZX1-UANUB) 250mg/H 732 (V5K 1 LANLB)
7IUEYEY (U5 la- UNLC) 5mg/H D2 (51 LNILA)

NYTUTY
® PDESFEEXE (I5Xlla- L)L O)

10mg/BH1 (US| LNILB)

VIWTFF T4 60mg/ B B3 (US| UNLA)
F55T 1) 4A0mg/HD1~2 (UFA |- UNLB)

@ NIV2D LEREETTHSNIEN
o A (VSR - LNILB~TSX b - LUNLC)

(OZZ0- bANLO)

FFE PAH EEt, MMEIRREZHESGDE CERTS
f. ZOfM EM N hIUwbz65%DEE (ISR a- LNLC), BMREE (I b - UN)LC)

2) DARIEBHOSMIAE (NYHA DHEEEDER I~V &)
a. EEEERFRA (I5A1- LUANILO)

b. EEHTISIVEETEPDESAER (SILU /Y, FIVTU / ASEIEKIY) (US| - L)L C)
c. JORIYAoU (PGl,) TRIORT./—)L0.5~1ng/kg/5, EHETHE (US| LNLA)
N TZORXFZ)L 0.625~1.25 ng/kg, B NEXCFERETRHIE (V51 UNILA)

d. NOIRA
2. SRLamk

JUL—2 BT —FIVIC KB DEHREZRE M (balloon atrial septostomy), Potts’ 5&@#&i (IS5 X llb - LANJL C)
fiigtl, AEAFEERtE, MRS EREE (NYHA DHEDEII~IVE) (U351 L)L C)

2015 % ESC/ERS PH A RS A VICKD. (GalieN, et al. 2016 KD EXR)

& 27 CHD-PAH BEI(CH(T 2 EHEEAMMOELE « (Z—2X, 20134F) (USRI LN C) s 489

PVRI, Wood Ef7 /m?

< 4 <23
>8 > 4.6
4~8 2.3~4.6

PVR, Wood &fi1

PASHAiTD Bl **
o

<
=]

FHREEEECH(T B ERIRESHE

YRR PVR ERZM D PAH FIEZ R I INERIC BT D REFHHEM A B2 5 TREIIRICOVTIFIL<HSNTLIEL

L. CORFICOVNTIFERDFRMDL L, T—IHROSNTED,

P NRIF MR 2 IFMERZEARIBIFMTIC L DRIHRDA S,
FE5E PHEFRIVIRID L (Z—X, 20134F) TORE.

ARG L 5 (S - (L~ve)) ™. SEi L
DFERFITIE, MiAEMIZB VT, Heath-Edwards (Grade I~
VD *¥, J\% (index of pulmonary vascular disease [IPVD]
B)*Y $7-13 Ravinovitch D3 (A, B, O* 2&%
WL CHESEHES 52 0% 4. Heath-Edwards 111 DL I
TS L STV 5,

CHD-PAH TlE# Y 2 B F M 21T LIk o T

FENNETHD.

(Simonneau G, et al. 20134 XK b)

PH 25 IEH LS 2 (S - (u~we) %Y. L Lidb)
ZeREH] 2 9% L 7B BT, AT fR1C PAP - PVR 25 T4
Lavia®, mEycHERTs2 0% (EE -
(L) . B R TSI A RO IE 5 72
FEE RS, —HBCTIISEM A TR~ 10 241412 PAH
DFFENALND Z LD 5. Eisenmenger iR 53
LIEEFMIIMAEEZ TH Y, FNEHGEIIIKPET



HYEEIHEIS AT 5 (D - (L~ws) %Y
4.37

Eisenmenger E{RE D EISARE
FHRABKTIE, NYHA OHERESGE I, IV E, E
SRR, HBEE 7 mmHg Db, BEREAIE 85% LUF,
JLTF U, R, AEAEERITH B Y
1990 4E4%1% VSD (2ff 9 Eisenmenger JEfE#E D 25 4E4E
FRIL 2% Tholz. EHETRMIE LS (258 = 7.9 7%)
FHATE RO (325 £ 146 7%) LD L FHRARTH
0, P TERIL 370 £ 133K EDMEDDH - 7228,
AT TIENRHGERIEOAESRIZ LY, Eisenmenger fEMFEE
1ZE X250~ 60 AL TN o/ 7,

4.4
I AF—=FIiaE (15—~ aY)

AR EBIS T 507 —F VBRI, FiLws
INA ZADES R e B ORI L - THIG & 7 55 EHE
KLTETWD, 2005 SED b ENGEA Sz b -
Ta—F - A7 A IV EL D AMPLATZER™ Septal Oc-
cluder % F\:72 ASD ® % 7 — 7 IViEiEE, ENTOMH
FEHED 6,000 Bl iz, 2w L7iGHEAIH L BINFH05HE
HENO2H B K512, 2016 4EH> 5 1 Occlutech F:
o Figulla® Flex 11 2587727 ASD FIPASHRE L L CREIT S
N, BEGRRNOWEZ LT AT RES RS T ¥,
Wokz duine LT, JIMFLEIER LU E 2 &0 LN 12
XL, WERTFHZHNE LThT— T VIERET) ik
LR (structural heart disease) &\ BE& D 2 IZIAD -
T\W5.,

NGRS TO N 7 — 7 VGRS
TN AL, OB R OERICER SN b D L4
RN —TH 5. Thbb, a4V T T 7% 7z
BIHZEMT, 2NV — N2 X BRI ME TR, AT >
N G IMAETERAT, &8 A v 2 2 TSNz
INA 212X B ASD, PDA OB AR T B 2234030,
L L2ds, AR OERE TR LEEZ DD
DITNZ, BIREE LR O (R ORE, BEiiE
&) R, FRMEEBRZODOOMERZE) 2L (R
R, FAii7Ze L) #FBBICANT, HHFETEHZIET S0
EhdLH, DD, RANHOLKREREDH T —T v
BIRICBID 28551, R ORI 2 ARk REER O
A 5E, BAEIIC DT B M 7 Hak e R b Hi2 o
U’Z)‘JZ‘%%JS\@Z) 19, 5017503).

7T =T IVEEFHI D B EEEGIIC BT, K&
BREALDPHEATVD, INF T/RNEEREEICL > TOA
F SN T E R OEBICR T 20 7 — 7 VIHHEIE,

I #55m

ASD IZAHNG L9 I AMOEE (L ICHEkE) A7
ML, TEBREEEHEIC X B IBEREBAHML TV 5%,
HRIZH T DIEBRZNEHE L, IBEFHOBHEOARIT
T, EEOMATEIREHE, BREZRLE, ARG
BRI 2 S AR OB b IR SN S,

4.4.1

ASD

L 7E B N T iE, AMPLATZER™ Septal Occluder &
Figulla® Flex Il 2MEH T HETH 5. WFNOM#HE DL = v
T - FE U EETTEIIBIREE S 4 (Nitinol) DXy
T THERSNIZMEORSERTHY), &EA YT 2N
WIEIMRTEREZ S0 5 R T AT VEOAREL Sy Fh5%E
FEENTWD Y KB, HZK Pediatric Intervention
Cardiology %43, b L IZHALIMEA v 54—y ay
IR OREILMER 72 Uik, BXOWHE TOARE
JETTRE T 5.

ASD DA ¥ & =Ry a VBRI, ZRILE ASD
T, (1) RIBILED 38 mm LLF, (2) B ML (Qp/
Qs) 2315 DLk, (3) ik bk < RKIEFLEPFEAS S mm DL
EHrbo, 7213 @) Qp/Qs A 15 Kiii TH - Th
ASD |ZPE ) DERERS G RS ER T ST 200, 28
JFHICH 5. 7272 LEHAETIE, Qp/Qs DAIZZEH 5T,
TRV SN CHEO R =AM (R 5 2
MR ADIRI) HRDENDGE, & 5HVILLEHED
TEMRE BEEE L T A6, € L CarRsERo k7
PHWIHEEZ HNTWD.

PHSHATIZ IR R & U g T ZhAT9 255, JA pm:
CHEE TN T I — 2 JHVEET L2 LA RETH 5.
BSEAR ORI A 2 v 73— o & FV 7= /B FLERI
BERACD, KBILEOAR LT, KIEFLEBRZOFMAS
BEECTHY, TEEIZ LB REFHIATEE 2R A v M e,
FSEAT R IPIMAR 2 BRI 7 A ) Y% 6 4 ABIRHT 5.

ASD D17 — 7 WVIGEIZENSL T T A& i
ZHHEEEND Y, TS T — 7 VIRIEA ] RE 2
ASD |2} 55— RPUGAEHRE L TV SN TS, KIE
DEWERERIZET, I 7 — T WVERIIIVEFiT & { S _EBE
FEDFAEFNA RN Z EAFER I N TV BDS, EEL
EOHEE LTTNA AR (£ 0.5%), AEENR, B
TR ARG SN TV B 0 SN 2D BiTEIRIEE
AEOWE, FHPL L IFHERICEELTHD. i
VL7273 AR B END60H 508, T
A ADHFA X, PEHEEAZ & o T BTl 2 LWL T 5
BEbH L, MERI—EBEOFHI LIELIEALNS.
T/, ERMAHEE LT, 7N 22X B 0RO O
5 AZETL (erosion) 259 0.2% 12564 LT3, %%
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NSRRI CIREZTETA NI A >

ABEFLIZIEFR A 3 HUWICEIES 5 2 &A% WS, $a H
POBEERTIIELER D FIUH L. REBHED A
BFITHE—TIE %<, WOPDOERNPEDb-oTWLEE
ZHNTWG, &I, ILHPRBIIRE i KBE (0F
Wi/ HRFL & REIIREE & ORI O B KIE L T 285
£) ERBILZHLKRETEDLTNA AER (HhedbeD
RIBFLD 150% LLEDFEDTINA Z) 13 A7 HiEsn L
WENTVE 2512 LEPHE O ER
(malalignment) |Z&oTH V) AZ D EF LW RELED S B 2
L SN TWE Y,

SRR 0L MR EM PRI L TIE, 2%
BCHhDH, % ORI ASD BT & & TR
BIETREL 7o o722 & C, A, & ICEREEClEn 77—
TV OEEIEATE <, EBEB DB Ty 524
7o LEE T, (DEAENR, BEAR oA PHEEA
E <, RIBFLOPASIAE ) Bl e = A AR Y 2Rl K
R SERME LR EN ST BB OB 2 AR -
OB SSIERI X > TUXMEIIREBRAEDE =
Y —% g HE M ICU EHALETH LY. &5
(T, B PH S ORERNC L, i vEBysE % pf
FH L7z “treat and repair” &\ ) (GBS DA SN TED,
I FCRIBILEA % 720 5 b Tz EE PH A HE
BN S IBBEIG AR LT T e S 5 190

4.4.2

PDA

B A PDA 12K L Cid, 24 F T Cook £ 3 o
detachable coil "% % i\ 727 7 — F VBED I THILT
&727%, AMPLATZER™ Duct Occluder @3 AIZ LY, X
D RETRRINR T — T VIERDPTREE o TE 2 B
ANADK & HBIIRE b IR ZE 2 TE S L9
(27 o 7200 R 2.0 mm L E o B IR At
AMPLATZER™ Duct Occluder DGR R TH Y, ik
D/NE7 PDA XA VEMEHT A L1225, A
PDA O WiIZIEER CT OF AL E L, BIREOIZRE
S, AIKALREORB L TTRETH 5. A OBIIRE 1
LIZLIZHHBEORRELZ L 52 E03H Y, CTICX A%
MOHOBIREFEEHING, HEICHV 28RO ERRICOE
MTd 5. AMPLATZER™ Duct Occluder % i\ 7B
717 — 7 VEASEI OSE A PABRERIZE 25, BIIRE IS H
IRALE RS TR 5E, WEAEIRD 72D PukE E L% b
HLTWRHEIZE, BAAERSEBIELLT L, ZhU
o THEMOEHERTIENDHD. BREZDDL DN
FWERNR L Tld, AMPLATZER™ Vascular Plug II %
FHLTHLT 22 MESATHE™, af,
AMPLATZER™ Duct Occluder & & 12 G % O PLIfil /MK

HIARETHY), MRIZOAIEL TV 5, {HEDEN
2B 725 TlE, ASD DA 7 — T IVIRIR L AFRIS, FRI1C
£ B iRk He e B IR A T Z AL TH 5.

443

BhEhBRF 352

BRI SRAE N, 73V — » IR ASTEIRE D — IR &
EZHN TS, BAMOIEINRF A2, RO AKX
LSESE SRR L, EMMBEIROILRSL G EON KRR E
LFEEFCABNDT20, 51T —T VERPIZ NV — 2 &t
BIRFCEET D 2 LWL ED DS, T2, MBHIR
TR E N0, WEEHIE O OV — > & [FREZ
TIRTDUEN DL, A 7 TN — 2 ORI D
ENTWD, N— VIRIARIE, Bl ST D72
O, HEBEHEESHET 22 e0H ), LEIDSLET
BAEWTSEA YL G-$ 5. OISR, MR HSHA A,
DSR2 SRS 2 17 250

444

KENRFIRE

BN DO KBIRF A I FAIRALATE L, 7N — P HK
WOBREDIRAZ &, HEEICKBIIRTPASHA 2% A BF
FHUREEATT N &, BNFEAR 7 & O FPR R & PRE % 2
Y fEbREDH D DS, FITHIKILE DR
NDOFHEFRZAE R AT, #EIIBRS Tz, LA Ly
5, #&77— 7 VKENIR S BB (transcatheter aortic
valve replacement; TAVR) 72SEINTHEA S, KEIRIT
DI — ERMIZBNTH, & ITBRFEBIZ X D 4L
BROBIS 2 L& SNTWERI T O IEEN T BE L e o 72,
BRI A L 2 b EICBWCEERBEE L2 L1
HHETHS.

4.4.5

FEhBR% 5

B NBADBBIRSE A2 D% <1, TOF 7 & DLEIZRED
bOD, MRIEATERETHL. 0K ikt
L, THETV— K BIARM, AT ¥ NEEM AR
HENTVD P 0L — VIR < ETHIRZAEINAE D
D 5\ I IE P HIEOWIZC & > TR SRS
Bz, PR BICEREEZ ST S, 2,
IHEIIROWIZE, BIIREETERL, IMEHZELR EOABHEZ RS
TR H D, Z0720, Rk TIEAT » MEET% b
A2 ENL. LLiads, FHEMEMTIr 25T
LOYHME T 23RN E CREIHETE RV L, il
TRICBEREGEI AL ) B DSRRO HLE 2 L, iR
V= U EIHED AT Y N OARSELEIERERBEANE
LI bkl BHHED TN TIE RV, BN TRASGERKE L
PERBE T 5 AT v MAEMOEFARIIEZR6 1



TWAHIRILTH 5.

4.4.6

KENARHERE

KENRFEA\ KT T 5 77— T IVIRIERIL, SV—12d 5
PERAMTR AT > MR E % BFF L 72258 0L KA A5 &
NTW5B 3 REROKBINRAEZED 27 5T I TR
T ARG SRS A D B, NV — AIERATTIE, TRk
ZROBEDTE L, KEMRBED L EIIRIEIE R 2 & D& B
JEZ TR = V. SAUSKT L AT~ M E WL
K, ARMEL &, KEVIREE O B IR T K D
FHLWRE L E 2 5N TWh, i, Kk Tld covered
stent % 72 KENIRFEZE D 71 7 — T IVIBERER ST
W RENIREEEECEIR T 2 AP A 2 k%l
BT =T IAEEPIRETH D, AIEIIKT 2 AL AR
ENDH, ENTIERARTH L. KEIRGERE ST 570
T—TIVIEEIL, TS A ARFEBIIRRCEEE T EIIR & O iE
MR ENS, PROTLAREISHL TV 2RWnEEbdH
A, &Y, CT, MRI 7% & OWE{GZH %0 L 715 E
GEISEHAAE I NS, ATy MRERICOEREE &2
TR B ), EERFGRBISESNETH 5 745

4.4.7

BEFRE (EENEHRECHEIERIRE)

% N OB IRIE O B R ER L OASERTH 5. O
BRI LA ZS, LEAlED, R EE7-TIEbH D,
HERIBIMAT R THOHEBELITIIFIIDVNLEET L L
NTWB S —J, BB IR F 7 2 — €, 4Rk
FIZEDF A OB TR S ND 2 &%\, BRED
EAE, BHCIEAL A IEMEL I L 721, SERIC Wb 2@ T
INA A (I EHR M 2 1 V% AMPLATZER™ Vascular
Plug) #ET 5. MWL SR ILE T 4 Ekbit
WL D GEIZIE, BT — T VIERIZITE L Twiwne
HIME S B P65

4.4.8

SIMFLRE

AN OFF RN EROFRKN & LT, JIFILEGFE A
T - EEEOTAENRR SN T D, FEENEZED
FIEETFTAHME LT, IIHILBETEO S 57— 7 Vik#E
WAL NTE 7 D% DT AMPLATZER™ PFO
device & V272 RESPECT iR Cld, WL L KL T
HEICHRUENEROFEL T 5 R VRIEZ ST
WS ENTLSE, BT LVCIEEEE T TR EL
CTINALBI xS % 7 7 — 7 ViR D et S p T Rel:
753‘85)6 539>.

[ 55

449

SEDRE

EBSA9LZIE VSD SR % 4 7 — T OVIBFEIZRON, 3F
T VT REETCIE S ER SN TV AD, ENTORRERIT
v £ 7z, TOF il 2 o i @) IR 71 PASHAS & 1% %
Melody * valve % FI\ 7248 1 7 — 7 VIl B IR 748 & fi b,
Wk & HMC S L OEITERSNTBY, SRENTOE
ADE 72 B 34059,

5

RS

AARMEER SR L D [OBERE OIHR - HEDEI,
EHZHET LA T4 > (2010 4EELETH) 13 23 50
T, ZCCREHZTERT.

a. HHERRIRE

IFIRFT S OBEREIR AR 217D & 213, IFIRE # 2 BRIk
CREEEET AL o TCEENFRHTHAMTH S,
AREL IR A BT A 2 LS TE, IR RETH S
2L b THHRT X e & VA A TW AL, 41T
IROT R AR T A LB TE S, F72, WIRICEAR
SRR BT ) AR S A, RIS 5 %
ARV BATZ, & )HEEOE RN O ED BT
&5, HHRETO) A7 FEME LTI, #HARERER (WHO)
4348, Cardiac Disease in Pregnancy (CARPREG) A7,
ZAHARA 2 a7 DA MUEAREN TV A F 72
VEAE,  HLURTT O BB 75 BE AT AT AR T L I A X
FOFEEZTFETH)ZTERTH LI EPHES LT
25 XD kAR ) A7 EHEiO%, HIERT T vk
VY THATONDZENTTHON DL R Y vk
) U TIIITIRIC L 5 ) A7 FFl, SR EER, BHEAE
FWHAN L o T, ANEEHR 7% E DR E ST 5.
FHANZ IO L) BlERELET L L LB, WA
AEMF—AEDAI 2=y —2avkbbILNTE
1l % DIEBN A 7 FE T % L CTH I LN TE S,
b. IHIRDBIRICSADZE(L

R/ Uil I i E N 7 i YA s i N | N
N, ZOZAUIITIREBIZIR > TEIbT 5. SIS
OISR RS ASND,. ZNHDOEAE, IR - 55
I2& o> TUIBRADZE L 2B AR AW 2 S FRNZE AL
THAHN, LIBICIZERFE RS, IEE USROS EIEZD
ZACIZTH 29 275, OHEREDIR T 253 5 2 85 A 12 i 30 i
BROANY N EFRL, WEIECICORD 25560
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NSRRI CIREZTETA NI A >

5. bo b 5 2 AR EOZIE, iR
MOIEFE Y, MR 28 A5 32 B AR E 2D, FEILURES
D15 FEIET S, DA EITEER 20 8725 24 BIZHRK
LR, FOBRZFOLANHHERF SN A, MRFFE TS
HIZ 1 ELLAHEDS, R ClEB I OB NS
BT EIZkoT, DI EOBIASER SN S S, 55k
BRI FE IR I, B X2 300~ 500 mL O L A
TEPLRIEBRANERBATT 5. T2, SHERIETE
2 &2 TREHIRO LB O, #EHROT B IR X DO
TEA DR FEA 1,000 mL BE$ 5 2% &y omE
PUIALIRIA L VT L, R I IR ML & 5. 4T
RN LA T 2RI E VIR T L2 ETH 5.
MAEBEIZT A aY Y, 5 A5 —BOEETHRINET 2
TR OB L SN S OB 2 5T 2 TEIH S
5.

c. HERPOEIRSE

W ORI IZHE TOREROA M, AL
DOHE, FEROFELZET 5. HYA RO Tl,
FAEIR O RIRR UHES, PIER SIIERE RO BT %
CEDOBHLIEIRTH L LR EET L. TR EZINZ T
I 2 OIERAS DS TO NG, MEDS A I 7E LT,
TEBR\ZZALDG £ B AR, LA AS RIS D AR
26~28 3, X512, SUEHITH AR 36 BRI IR
(ZHEIN L 7P BRI SR L 72 IRRE T LB RE % RT3
B, B A EER, EROMB 2O IEEIIBWTE,
S OITHHBIOMA DL EETH 5.

PR DL EORBOWE, IR - kA BT, 20
L9 I RIC £ B2 b2 WA e KM IR RO BB RS E L
ToRERHE, TEBREREE, FRELRHE 7 EOLZ MM TR MR T — A
LD EHNLING.

d. 1R OTBIRENRED ST

ERF O MATEIREO I I O T — R o L b
HTh5b., EFIEREOEETH o THIHREOR I -
CIEEIIRRAM, PGEARI L D128 mm 3400, BEE D
1~2mm 35, 72, JIREDIRETH S B/A XK
T 5, RGO L) AN E S F 2 CEHEY
2 544).

MBS IE R TEEE % L T A WM AR TR AR B R Tl
IO — AR K B RHAS R EE 2235 4%, Fallot 1UE (TOF)
DI ALROFEER R ST, ORI SE (MRD)
MADHNTH S, Ll MRI A Tl & OB 5
A=y TGO ZITA DL ENTWE Y, 72751, #
R D MRI BAR LK E B R EE LR (FDA) R0 R AR 57
BHBEAOERESHL N TR VELTWD, BEFK
W8T, IR LEOA RN LR BGAICRE L TIT).

LA 7 — T IVIAE S, BTRBROB NS, S L
AT 5 2 LD EHIM L 725 E IS ORMEI TS 5. D
BATHIRIBOREHEEEIE 100 mGy LT &L, F72,
WEIRCoOMEL BT 5. R X R EERE L
&S T — T IVIEAEAL A N EIR, BEERkE L, —
R 2 PR (KL — MOV A&, BREFER IR,
f$hn7 4 v s OffiH, flat panel detector [FPD] %° image
intensifier [ 1] #UID17 %) %KY 57, Al
FHRRAE L LT, Bt b)) o AFRA<TFF (BNP)
WSS, BNP ISREBBIRICANT, LAEDY—
ﬁ___ <l: 7:2 V) )) ;a) 5567558>.

e. TEEIROSHE

LR E MR THL9T) . IR T OEX
LIS EZRRD LIRS, FEOMRIZE-72
CRDALEZALIC & ) BT ERN S 5. 72, i
PRI IR ORERE T O BN B L 9 < kB 2 k
DS TS 3 RO BA PR T, R
DRI R AT = OB A, AR R #E IR
PEEAFENRDOBEEIL S SIS 5. ARIRZ &0F L 726K
P EEAPHTIRIE, AL o 72b DX ) FEIEN
T EDHBAT 2™ 24 BERLCE RIS DB L) A
IWTANEENR D7l & TEREL AT .

f. BRVRODFE

F7 ) =R R E TR OIRER IR ED D 2
&, BIROFEER well-being 1252 % 5.2 5. BHEOIER
BREO 2 LG EREAN DI ICEE L, BB~
FEFAAG R IR I 22 % 52, well-being DEALDJH
HE70 55, JaYED well-being (25 VE-OHAFEEIX (cardio
tocography; CTG) X Vol & HAATIC X 5 K m D FFH,
SRR, BREh, IFPIRARES) (biophysical profile score) 72
ETRHIS 5.

Fe R M BRSO KM LR RO B IR S
Lo TRRLY, SELELTUES% DORESND. BHE
HREIIRITFRAE O E, VD 12~20% IZFEEES A S
BEEND, WAFN G OB E R RAE 21T, ok
KB B O R R 2 %0
g PGERE

IR D B IRREIEED LIS b 53, Sk
OIS TLLL AR, L L, HikERAE
R EDA XY FDOFEZDLNETH L, HEED LD
FERME DB AR T, SWAEEME T — 212X 55
WETH 2 7 CTBL I EDNEF LV, T/, 2B~ OxF
% HEAG S 5.

RIS OWTE, FEURSEES R LYV EETH
BEVH)TUET Y AR, WEBEE R - HED#



5, EHICBET A FT4 > (2010 FEER) ) Tk
[ — AN ARNE M S HEZE S LB A%, —ERDBIAFI 22 5 ]
T TR ANER SN L] L3N TEY, LHERBIET,
MEEEHE o] CIERBEIHE S LT WIHEE
(Marfan SEfEHRE, A %72 KEIIRHMIZE, Fontan fif#%), Hliss
MESE (PH), 2> ba— VA H 2NN, ST, 7
7/ —EEET LAY TUROBEINE L THIT TN,

OB BA DHEIR T OREIE 51012 B 2 BERES LRI DA
FEDSR ST B, AR TR I O HE5R 2>
SO EDSIRA T 5. F, ERAR MO %
ROMEWTIZ L LIEANOBAHEDSEM S NS, 72720, Pk
BHRER O BER, JFRV— TIRED DY), TEERE)RE
DML AL Z BT 5 REEE (FEREORBIIRMEZ - K
BRI AR AE - PAZEVEIE KRB G EE, A1517 TOF, PH,
Eisenmenger fEMERE 72 &) CILIBEAVRRER AR IYEE S &
e 544>'

TR EATO e, BRWTURICUINEZ S 5% 2
RWIEBIDSIELT 525, T EUIH & BEar RUIR T
FHED UHERE T 121253 W & O D3 5 %Y
h. EEHOERE

DIMEGHHEZ CMRa T L2860, EEIICOE
BT 528D 5. £ 15 FHIHINL T/ gER I
WoEld, EEI~2HEMTEL L THRICED D LIRS
HE$ B, —FTH— FAR— R SN TV K51
EBIRIT B0, FDONT 2 A2 L) REIROBEN
DHERIR T 2 &2 X723 E0H 5. itk LIS I3E
BATCHEL TV 720, & R EYIBMT % OBARIA M A
FWIGAIEIMEIED Y A7 25SHEIN$ 4. OFREEAMKT L
TWEEEIZE Y A7 DR L, PUBEREREZ a9 5.

6

B, FEIRCE

a. IHEERITZ T EHEEULLEE - K
i. BAOFERERF

BEAR - AR R A, A OREES R B Ut 2
S BEIRBANOFEESEEE 7 b, SEERITICTH
B o 7o RIBRME O Gl (IKHE,  FRbe ik
IR, {EREZET AR, B, ELL, CEEIET)
ZIRET 5 4 HHOfEMRKT (R28) I2oWT, The
NE1EELTHEBILT 28, LFEROFEIZ0 BHT %, 1
JT27%, 2 BLLET 75% EOHENH A, F7- LEL
WA C, EEOREIIRS ¥ LGSR D E OFRREIT,
B ASEHR G R T Ch 2 & T 28 b & 5

[ 55

KR fi A FF22 4% (American College of Obstetricians
and Gynecologists; ACOG) &, FHAET L b LI2&0
MERBOGRIEE 2 5 AFHL T 5 (K29,
72, VAZOEWNEBEIZOWTORMBIETE D HRE SN
-( vy z) (i 30) 567a, 568)'

Eisenmenger it & # O IR M E O FRIIANETH D,
1970 4E AT RHRTE AT 52% LR Th o7, F7:
22 N -39 MRIRTT, 15 A AN TIRIRAFHE, 14 1R H R
FET, 30% 25T YIRS Lz L oM HH 2 7.
Eisenmenger SEBEEORHMATET L 40% & Db H 5 7.
1978 225 1996 DG DEFTTIX, 27 HFDOIFIR THE
TAICLEAS 36% Th o7z . FE4E, Hrlv PHIBREEE
FAHRERD SNT0BH3 7 BAETFRIIRRTH 5.
£ 28 DMEREBBELCBVTHIRPICDRBSHEZRIET
EREF

o IIRFMDIDEEHEDEHE (DAL, —BIEREIMD S ISR
HIDMME, FIcIFAEER)

o FFIRAID NYHA DHEREDHE l~ IV EHDWEFF 7/ —E

o EDEAERE (EEHFOEE<2 cm®, ABRAOEE<1.5
cm* B2V E DT I—ATDRALERHEEERE > 30
mmHg)

o HRDEUVEEIDHEAEET (BREE< 40%)

(Siu SC, et al. 2001 %% KD {EK)

*29
Group 1

DREBRIICHIIEERIE TR
BEURIER HERECR 1%

* ASD

e \VSD

e PDA

o FiEDAR / =SHIEE

e Fallot PO (1EE1TE)

o LA EIRITE

o [BIEFMFE (NYHA DHEREDSE |~ 11 )

Group 2 EFEERIEE HERETERL~15%

2A

o BIEFIRAE (NYHA DHEREDSE I~V &)
BERBIRFTIE

RERAERE (FREFHEDTVEE)

TOF (REfEff)

IDEEZRDRLE

Marfan JEf&EF CREDIRILRER)

2B
o LEMEIZ GG UIc{BIEFIoE
e \IH
Group 3 BEURIEE WHERIETE 25~50%

o PH
o XBITAER (FEHHEDD)
o Marfan fEIRRE (REDRIGERAZEELL L)

KEEBARZE2ODFEICKD. (American College of
Obstetricians and Gynecologists. 1993 %7 £ D Z)
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NSRRI CIREZTETA NI A >

F7 ) =W EBOTFHLARET, 23RN HE 13
ARDSUEREIRT, 9B 7 HHRIZ UAE % FIE & OHEDS
HrHT . FT ) —BULEE 4 N - 96 IR T, L1
(Bt O SR), (DAPHE 14 1, OAE 8 1L b3k
HENTWES 1Y

Marfan JEERE CREIIREZEDS 40 mm PL_E O KEYIRIEHE
REIRFEATEA D BB E1E, HIRT D) 27 Hig 7077,

WG4 (ESC) DN KM LRBA A K54
¥ 2003 SERLTCIE, HIEEY A7 BB X OHIRZ BT 5 2
EHEE LWEEHER 31 OL)ITRL TS,

ii. BROFPEAEETF

DB T BIOIEIRTIE, IEREBHENZ VDS, —2—
I— 7 LEHS (NYHA) (WRERESJEIVE Tl e
HAT30% & STV BT,

BROEET 7 / — IR E L RIBRECE T S L
2 BHEOANT N7y M 65% LLETIRIERD
AR HE LY B O B DR I 2 BB E % 86~ 90%
TIEEDERZIT 50% LUF, 85% LLTFTid 12% & 8T
w5 (%32

F7 7 =B EROILIRD AT ClE, BARGIE 51%,
JETE 6%, FEE 16%, 1EHIRE 27% & IR IR A HHE 2
Ho7 " F 72 PIOMETIE, 14% DICE, 36% 73T
HAMBIRIEEAL (intrauterin growth restriction; IUGR)
LABEOMENTH 5. BERII 17% (HREE 59%),
FENRRIEEARLIL3.6% & 2HELH 5.

B - TENBREEAS - #id Btz bbbzt
IBEBHEDNTCTIE, NYHA UFRBESHE> T EF 7213 F
T =X L RSN D B SRR T d 5 72 Y
F72, NYHA ORERE T B, MEOLEERE (ER
PO 72%) T, TENREEEAREIL 20% Th o7z
W KBz, OEEEEE (NYHA ORERES I~ 1
175 N, T~1V B 32 A, ERMOEE 11.5%) TOR
FEFE 25%, THEMNIBRIEEAS 18% T, FaEfRL{Rt4
REIRIE NYHA OHEBE T T~ TV ECTHEEICS W E R
HEn ™ WEGEBOERL, FENEERE 5
FERR AR E B O HED T W,

Bisenmenger fEBERFIZ RO TR O AR T, FpEZR 53~
100%, FrA RAEFFE 75~92% & STV 5 7057,

iii. ERDBIRICEDTEIRT, FiRDIE, IEIRPOEERD
BB, H2LIERAICIEBEROEITEERT ST LD
EFULLRSE

(1) NYHA -[ME6E5%E T EEDL |

Q) KB DOF T 7 — B

(3) BAMEFTERE

(4) rPEEEEDL E oS ERTEARYE (FIEF, KEIIR

X 30 HEROSEYU AT EREEBFIETE

IDVRER BHERTE (%)
REDHRFIRTE 10~20
KB AiEAE 5
Eisenmenger JE{&EE 30~70
Marfan JE{RES 25~50 (HEETE)
B2 (DEMEIDEH) 14~17
EEHRDERAE 15~60
KR4 PH 50
TOF (FIE1E1i) 12

(Ueland K. 1978°%7 Blanchard DG. 2004 %® £ D)

X311 HREEYAIE
BEURTERER

s SEABIRFIAE (FHERZE> 40 mmHg, FOERE<
0.72 cm?)
SEXERER, ELICRBIRGHEZHEDES
=EEEFRAE
HIDEREREE T
WA T
PH
Marfan JE1=E$
o F7/—CHESR
HRZE B TTEF D DENEER 5NDEE
e Eisenmenger fE{&E$
o Marfan JE&EE CAEIIRILER

» BEXRBIITFIARE, ABRIERE
o FIDEBRHF< 35%

ESC D ALKELEELA RS A2/(CKD. (Deanfield J, et
al. 2003%® KD 1EXK)

xR32 F7/—EHEREOEROBHFEIRMELZREIFE

CEERRER

BRMERSREIANE (%) YEIR % £ER
<85 17 12
86~89 22 45
=90 13 92

(Presbitero P, et al. 1994 1% K D i#e)

I, KEIIR)

(5) LBEREIRT (BRHIE< 40%)
(6) Eisenmenger JEfEHE
(7) KEIIREEAS 40 mm LD Marfan JEME R
(8) HEMT
(9) Fontan ffi{%

INSOPEERETCIXEMEL L, B+ 7%0H
ZL72H) ZTHEI R RET HUED D 5.

NYHA (U HERE S HEH T~ 11 FEEO RHMRSE T EITITE 0% 72
B, DEPIHEER RO LI DB, IRLEIIIEE S
YT, BENOTHLHANLETH S,



b. ATIEiRAHEHT

Eisenmenger JEETEO N THLUEHHE (6~208H) THEHF
FER o7 L DHED D 5.
DREAPFTIE, IS X 2 I5BREIE DAL R G O
A RAEE T A UENH L. MEHEICHE L TH, HME
EHMERD D 2, T aRESLETH L. IR 12 BLE
OWIARHCIE, AU & RO B ULETH 5.
c. EF

i. AovteyUVS

PRI A - 72 B 1L, MR - BT A2 vk
VY T ELEET A BITEICETA Y ) UL, B
- W) 27 pLHETRETHY), Ay k) TR
T NDEABLEIZE SNV EARYTH L. I

& 33

ERAEIA LN JOJRAb—
BRPRAEIR * '/ WHO 548

ST IIDMEES 1 1 1
DEEERBEDIFVFEIEM

DEME) (D)L 7 U 8 1 1
BESE )

EEMT %D TOF (& #HiE 1 1 1
DIFNHD)

FR{EE ASD 3 1 1
HRARFLDNERIE 4 (1) *° 1
hEE L _EDARENRFIRAE 2 1 1
{BIEFD Bjork-Shiley ##*2 4 1 1
EIERDER"? 3 1 1
EHEDIEVBD)

Eisenmenger fEIREE PH 4 (1) *° 1
Fontan &% (D)L 7 U P () * ’
NERBEST?)

WHO 73%88% 1 ERHIBRIE L

O vEaR 7 V8HEE Cerazette®

RALEL, HHCHHRELE L A0E SNHLE
BEOOLIINE, TNBIUSEL 7 E T 505,

FHRA b e B2 N BE, F A HEHRI RO
WA RO EAA A b, KEOIRE S35 51
BOBEIE, BEOLINE, F IR0V,
BARHHLLIR £ FERR NFHE ORI, RS EUZOFI
VA & AR E L Fe Bl BT T BIL,
BB LPEE LY
i, BIEE (R 33)

RIS U TR RS b 725 SIUB 7200, LR
BOTAIEAT b OIE EHROFRIESEAHEE S L,
—SEORIE A ML 729 2T 1 EMIORHRR & /=
B E Vv, BRI SRR Ch B (R 34) %,

IVREBSH KU PH DERFRAEIRR! C o FeITEDERELEICRIT 2 WHO 548

. NVE>V7Z
= AERY 7 !
Implanon®  Depo-Provera® Mirena® IUS rufﬂlj ¢ LR
BEFAE
1 1 1 1 1
1 1 (DILo7UY ] ] ]
fERAIE 3)
1 1 1 2 1
1 1 1 1 1
1 1 (DILo7U> ’ ; ]
EFEIE 3 *2)
1 1 2 8 1
1 3 3 4 1
1 3 3 4 1
2 (D)T7UY
1 2 1
RIS 3 *2) °
1 1 4 (3% 4 1
1 3 4 (3% 4 1

WHO 73%88% 2 | 2f%(C, FEAOBRMENMER LXCFRELOUR % EED
WHO %885 3 1 £fRIC, ERLEFCERELOURIDERMZ LED

WHO %885 4 1 R EOUXIDEDHTHL

*1 FHBICDOULCIEH 584 Z5 8.

*2 DT 7 UVERFIDIES, Depo-Provera® DEAEBIGFERIS4L (INR) ZEZSU VI F20ENDD (I MOYY - 70

TR0V ERIDOHBTELT 284N SD D). Depo-Provera® EAAITIE, REUEDOMEBEZECTHZNNLGHD (Ol 584 #
28).

*3 BELINTVDA, TOUX M= VERIBHTRDOMRFESNTVDIh, HIRICK > TRED U XU DHEHE TIFERZHIRE
9.

#4 [ FDISTEYIEBEEDE L, HIRDU X DMERICHE D U R I %Z EE1S YIS NITBAICEER L TR,

IUS : FEREHTY X T A, IUD | FENRHTERE

(World Health Organization. 2004 %% Thorne S, et al. 2006 %% £ D)
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NSRRI CIREZTETA NI A >

F7., ANy vEFRIOBIMEE LY, BITERCHT S
FEEZEREDLIETH Y, W) 2 fEIE OZEIRDSANT] KT
H5b.
(1) INEH%
RAANAT T 75, FHHHSELZ LIETERW,
O i FYIBRR QI E %k
bo kb MHTHESE.
@ S Mt DY B
SrEH, B LI 2 HIRICFER.
@ X INE RGBT
FEWNIRICIZ X 2 AR O N THEAR AT 12 50w
Tl At s ] e,
@ PIHHEE T IR 2R
/NI CFAT AU BE. Eisenmenger FEEHEEE 22 A
DIVEREEMIC BT, 1O L | HFOIEERA S
RRBOT L DM B T
(2) TEWEHTEEE (intrauterine device/system; IUD/S)
FMEAIEIES T, HEWNL S KETITH O
HITHE. ) 2% ICHHENERGSEDR D D, IEEAMT L % 5
fElhid ) RERIIIHEIE T X 200 % RGP LB 2%
DY ALY BN B R GE R R L P JE
FERERHIFRE T . PUEBEEEL 21T o TV A B TIET
HMIMATEE 252 05 5. Fasr 2 b—4 ki
TENEITRE DRI SN TEBY, TENREOFEH L 2
B0 EMEL, HRINIH L 2 vas, EolEERs
HS 5.
(3) EHET A bur & BT
HRERERRAT =AY, BIEH & UOKGEFR, veie, 1
E LA EDETH L. F7/ —PrOEE TR0
FIEAL Y Eisenmenger JE 55 Tl DB REEAL L 7
7/ —EOHES A LN, MRGEICL LT LRED 5
T2 EHEIA MO VTSR B NERR
A& B85 IHRT 2
(4) 7ar A =7 HARETSE
PN EER A 2 W78, BEHIZIZFEREZNAER L 7% <
TEWIT 2w, MY X7 2 EDRGEND, TA MY
YERRAWRHREIZ S BRTRETH 5.
(5) arF—=a
MEFEIZIEL <3 LW, BRI E .
(6) FEHEMRIR
RANDBHED AT LD THEFEI I W,
(7) 7%= — DT FAi
IS= b= DLEEPFIRCT LT EIHLDT, Ik
DEE® % 2 5 EREBZIZ T 7o 5w,
Db, TOEEBEE MR - MEOEIL, EHICET S

X34 ZJRIGEICKD/IN—)LiEE

g oy
BT B
SRS 05 05
FaEpRTEa 08 06
TOYR —SURBETEREESRE 02 02
BAEIX NOT Y SHERTE 5 03
TOPR b R
Y R—L (B 18 2

(Trussell J. 2004 %89 KO {EXK)

£ 35 HAZXKMEMERERCSVLWTEAEIX O VEE
BEZEZDNERE

F7— DR

PH

DAL E

DS

EETEIR
BIRROEENIRDRNDERDBE
BIE (+HBARNMTONTLELEE)
FISMISDBHE

(Swan L, et al. 1997 589 KD {EXK)

HARFA > (2010 4ELETH) 15 2 BB L7

7

BE, REERE, REHEE

a. AXRMIEEOREREE - A

FERM ORI, AMICERT 2 FERERERE D%
T, FERRERIIRN T 2 FHICHES BV E Wb T
W5, HARIZBIT 2R CEREDOHEL 1,000 ADHA
W3 LT 106 A& S, FORIE 1,000 ADHAEIZH LT
41~102 ANTH Y, WS H 2 NEEIZFHD Sz 205
(F£36)7. 2L, ERMWIEEOERMILH THY,
WS H—TldZv (F38)™.

i. REBEER

P RREIECIIEGMORKBEEEFERLTEL, 0
e LR GREE AT 5 (R B8). EHDG
NV R el cldm BN EE T, 8% in situ N1 7 ) T A
Y—3ar (FISH) LY ERELBRILTL2ZE0DTES
Bt AR R ISFERRRE D 22 012 b, BRI R R T
HEIETHL00H 5.
ii. BE—EGTR - EREF

A TVHEIOBIEEA (FgmmEr:, wakstt



& 36 FXRMKRBROKER (KRR FlEE

INRERRPA BPEER Y [BLERZIE *© KE Hoffman, et al. &
(2008 £ 2,654 A) (1986 £ 773 A) (1978 £ 3,104 )

fisrae BB (%) 5B (%) BB (%)
VSD 32.1 56.0 30.3
TOF 11.3 518 5.1
ASD 10.7 5.3 6.7
SEEAIMEER 4.3 2.2 4.7
FERRRIE 3.7 9.6 7.4
PDA 2.8 3.6 8.6
BEHRERIE 2.3 1.8 3.2
=5RFFEAM 2.0 0.4 1.0
REDAAER 1.9 2.7 5.7
RERAIRAE 1.5 0.4 5.2
fepmEs o= MRS 1.4 1.2 1.1
FERAREASE 1.1 0.8
OB R RRE 0.1 0.6 1.3
Z DAt F1LUF F1LUF F1LUF

3) BRNEERSZREFZERDRFAEF, NERRESIWERZNRICLTNDICYD, BEENRIDO ML 2
REUCHBEBRELEE T D EETODENRDOND. KEDRSIFRFEZERDREIC< SN, PDA KBNRIERE. K
Irpeze, EOERR (WDDDELRER) H'E <, TOF, ASD ML, ABENTRESND.

(FARRIBEF(ED. 200327 KD IR

& 37 FEXRMEREDHE

REFER 8%
BELTR 5%
fEEEF 2%
ZRTESD 85%

(Nora JJ. 1991 %9 KD {EK)

X HEHME) 1258 BBRE. RERERATAHE S TW»
DIRBEFESN TR WIEEND L. L O%A, R
R BIIZOESES L TRRO LI (FR38), NKX2.5
L GATA4 BER 7 E, WRERFIZ L0 OB 230
FICEEE SN DIEGI DS B—BIZ TR ERO L1 THD S
E A B AR A /AN

iii. EFTEEF - BIEE (X39)

G VB O DRI RS AR I 3~8 ) 12k
5. O, L ICHHTERFICL2EEYZITRT
< (=), LIROFEERED S - L BRI Y 2T VR
Thb. Tz, BEEREDZ2ICE BoERMOEEICH
W 2H00H 5.

iv. ZERFEIG

HIZMRHN L BREER & OMAMERIC LV BIEST 5 L%
ZoNBHDOT, KEBFOERMEGEE, & AR
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L TR LWIRILTd B 8 2,

M TAERHEL LT oS ERat3 2 [HkEz ]
AR RE oM Ex XD [BATAR] Bd b, BITHIE
M3l SN A T DEEENRRTH L.
Tk SRS, WE OFHEF IR SN D Z LS HEE
GREEFIZOE, MITORE R L CULELRIIFHEITH
HET, BRAZHEFBORIKRES2RET L L 25
LTwa [AR] & BHEHEZFKILZWCHHETS [B
Bl bW BRSO 2 D D . EEE O
B BEIE U B s O RS OIKRITEETH Y,
TNE A LNTE Z EDWEE R A, ARFIZE D TR
MEAE BHlE GE 20 R DL 30 BRI R0G) ~OxF IS
FFhNTWAE S EEEEOERMIEEEOS&1:F
2% 0, s - TR oMK L EE O E X
572012, SRR HE S, SRR - 7
HEDHGRT EN T LEN D S,

10.

Fils - RARADENNE T,

BFi, WPp7IL—vay

FAT B OM & NEHOIEIROFE RIS L) AN E S
BHERVEREBEIFE AL TBY, #ERESCHIEE
2 & B IMATEIREDEAL D 72 O FEFAT ST & 7 B AEBIATHE
MLTwa, F7:, #@ULRBHEZIT Wiy, 20
FMDLE R N EHIRT SN, BB E 7> TV RIERD
Bl v, WEMFROERICEEFED, ERDEOWH
JEDHR ST RWIERID RO SN L. TS DIERIC
L ClE, BUEOBWEM S FMdE, FheltsEz
THBETFEREFBRT T ALERD L. —F, FMETHIE
(2, BETEREREZ DL ODORENELEH SN L
ORETLTBLZENEETH ) Y, @EIE0EYR T
BT 2/NELENEHEORERIZ N Z, FRIERE Rk Z
BT BN DESVRHE O DB Td 5 1Y Rk
HRABEEZB AN I TH Y, HEZFDLDODHIREE,
BRI OFAl, BN IMTEEREE R EDORKE L TH
FoND, OARERERIEDFRE 25 EDH5HDT,
LPBIE & AR T4l 2 [EHCAT ) 2 DT TH 5.

10.1
I REABRYIEFMNT & 43)

10.1.1
EF7 /—EHESR
a. DEHMRXIE (ASD)

EWI A (Vv v N) O, TERiiERy
HROBMD L CRERAN O KIREBEIZEITT 5.
40 W LA Tl OEMBI O S BERAEM L %, IR0
MBI LT, ARSI BT O TRIEILH
BRI Maze TR 2380019 5 2 L AWERE S 5“9 %
7z, HUREEARC L) SRAEEA S 2 BRI AT
LY, HEEEL oS CIIRBEESEE L
V. hEEEEDL R ORI IUESE (PH) %209 4613, Mm%
WA, —FE(LZE (NO) Wh A 2\ 3 IS LR - &
B AR OB IR I MAEEHT (PVR) EOZLE -,
IS % 5 X TR D BN s 2 () .
EUHER D EFITE, THEEZITO A, A T7—7 IV
BT 2479 D% T RET T BB H 5 Y.

b. DEHREXIE (VSD)

T ME# D%\ VSD 2B AR E TR Z sixEh
THDHD, FERIZE L THEMIC L B EERRATTHER
DHENLEERFREEIT T O 5N S (D



(LAwe)) 'V &L Fo> PH 240E ) By arld, BRI A,
NO WA, & 2\ Wi PLREEIC L % PVR O UG
OBEEZITV, LB HIUIIM AR Z 1T o TTAHr 5 2 5
ET B g7 TUT NIEWIEIIRA T RIETIE,
KEPRIT AR L CRIAFLE ZE X, BIERO 2 & 3% »
2%, KEVIRITPHSEAR &% X 72 3IER TIXPHSE T 2 179
(SR . 1AL L 22 RS LT
WA VNTABI IR A X723 2L b HHDT 08 ¢
AR L = CTOBBENLETH 5.

c. Ebstein /&

HEED EOZRRAEAE TR0, —a—3— 700K
e (NYHA) (UHRBES2E 11 B2 DL_E O SE IR R0 S AA P A B
WRZRED EGITIE, TGRSR S S (D) .
BB TIRZERFFRDPMD L HITRKENT EDL L, B
7 Single-stitch 3 ©Y @ X 9 e —F (LTl %, HEILA
B IO E ML 7-DOb—F1t3 % Carpentier i
DX BB TRETH S, L L, BIRITEEAR
ThHEAITFEIR D EIR S5 50 B AR
WX LTWE, B TF—T VT 7L—=2aryeiihofsil
Maze fif 3 %) & STV % %Y f75713, Carpentier
L FERCERILE SR ATV, 2% cone RIS
L CEOREICFHREAT S cone T bIThHILT 125 Y,
d. ElIRERF (PDA)

G O PDA TlE, LIFLIREEO KBRS A KL%
HEZ L, HZe itk U REIIR OB = 3 fa bk
Wb, 0L BRIEFICTIIAIMES T ICBIIRE % 008k L
TREMROTEK 24T 9 Fiikse, EMBEIREEHD 7S 75
B EDTTEDEE STV B Y 72 2008 4E LD
HAETH AMPLATZER™ duct occuluder 72 & & 7 —
FVENIREERTPEHTEL L )R, AR ZER
Jiz % 722 5T\ 5.

e. {BIEXIMEL(

ASD 72 EBEE 0L TED A E A BET A5 IR KINE TR
ETIE, LIRLIRERO F FWRAMNIET S, UL,
40 A LDRETIE, HIGER %) BN ZEOIGREILT
R ERFSEAEDAEMN AT T 5. IEIIRSEZE % 9
BT L WL ) VIEROFEHDNEL, FEVSEW
LERTWS Y BREIIROZEOIGHEIE EFIC X L2
AN RERY AT AN WAL L C =R FIREDM R - 5 72
DEEZHND Y REEL FO=RAHMEAEE RO
B, BEIOTHRAADTTHHNLH | Ebstein £
D=RIEREE BT HIEH L BO B, FFRKMAEZ T
BN EDLEN Y ARLEREOIT 2 Z BT 5 L%
LR HEENEETH Y, WA OEERE TIE N L iEiR
AR E N T PRI 5T, A ED

[ 55

K43 BAHCFRHNTONDEXRME KRS
1. FEFii

(1) EF7 /—EHER
ASD (BB ifsgiEnEEaHeElZz=0)
VSD
BEEHRIE (M2l T2i)
PDA
RENRFFRE

(2) F7/—EPHLER WRiTEAZZ0)
TOF (FhEhAdeAe / FhEhiReHE)
=S
HD\E + FhEhiRkAE
RINEERAL + FBp ARk
{EIERMEERN + FhBh iRk

2. Bl
AERHBE LN ESEERS
TOF fir#& imEniR+EAE R 2
BEEREXIENREEFEEAS
failed Fontan ([Cx49 % TCPC conversion

BRI 40 ~ 45% DI L2 o> TOABHAAZEE LW 1Y &
72, i & & BT REREE S BT 5 2 &b
THY, BEERRSEZE 70y 7528055813 ~—A
A—ARBMDOHEISE 725,

10.1.2

KEEil, BENFHEROF7 /—EHDESR
BN AN D FT ) =B EEBD% {1, VSD %
PRV, S EE R BB IR PR ZR 12 & 0 IR 25/ YT A X <R
HigLTw%. Fallot U (TOF) R KIMAEHRA, 1BIEK
MAEHEAL, BLLESHITHNS.
TLEERHRATOWAEMTY, W= EDEERLEE
L CHREL T B 720BEWAREDTER S, B
R T 2052 EDH 5. £5MED VSD RO —
MR FMEF A (straddling) %> TV LA D L.
EL5DDLEEED 10% T OMEE, KRiBIIRE R
FHi% /357>, Fontan Filid ZET 2 Y.
Blalock-Taussig 5457 % 1 U@ & 3 2 A Nili 45 #4647 <° 1
7 18] 7% Glenn F ffy, total cavo-pulmonary shunt (TCPS)
fti (Kawashima F47) 7 &, GURERMTIICE S E o7 F
FRBBIZ L o TOWBERDASNS T JiTEER~D
RIENMNAE DIEH RO SN D Z EH %L, HifEER~DHE]
M6 LTl a £ VIR 2 &2 AT 88 5. 155 %
119 8800%, RIBFER & A L OE PR, LERMHE
PVR, EZEFHEEER EORMDE L TH LD EETH D,
1t AT OB INE 1T A, Fontan TAlf 2> LB B A
RED R EDOWEFRFEROPEERN E %2 5.
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NSRRI CIREZTETA NI A >

10.2
BFiT x43)
10.2.1
BFihEm &zt
a. [EIIRAEEERE (BASHAZ - %)
HEMIEERICHV O N LIRS ORSREAR S, iliE)
WRZE G BAMT 5 %0 77 2B 2. 2 Ji %2 X v 7~ (transannular
patch) LR RO MBIIRPASHAAIZ, FFMOHEA S
VBRI 2 IR T PH AN 43 AT 2 K R0 IR T 1R
TERIEEIL, AEIREELZLZZEPRINTS
Y 0TS 7 N B AR AR PSS A % i TP kS
b EDHETH Y, FFEHED D VITIA ORI
LHENLET L WEEZONSL. BAMITIE, GORICH
WHNTCABTHIEIRIID AL Z OO EWIFTE, Pt
EREEDALE R 2 Eh D, AR Tpa V7B IR B3R SHE
BFEND W Lt B F—F IV L BRI (percutaneus
pulmonary valve implantation; PPVI) X valve-in-valve 7 &
ANEA S, BRI E 20 ) 57
b. BEHRIIEHNEROEZEREAHAE
DB (2 OB AR PASEIA S0 2 FE AT O EE
FEv, AHEZEAAEAETIE, A SNIaR
(7 VL7 b)) OREE BREOREGMwEIERE LI L
%, HELEELZ & 5 leaflet extension 25E %) & b
WD DY, FHAMIEIREEZ: 2 L3 <, FriEIRiTAS
EIREND T
c. Fontan conversion
1990 4F-LLAT DREHEY 22 47 X T db o 747055 — MBIk AL
4 (atriopulmonary connection; APC) Fontan fff (APC-
Fontan) JEBFH45%E & FIH 3 % Bjork Fontan i Tl
BN E G E R Z £ 72 L, Fontan JEER OBk e R
DN, SHIEAREIRE OF & 520 2 IE B3 8 L <
W5, 29 L7EGNCH LT, 3Rk L 724 RE 2 n] L 112
Yk L CH/h L, W5 1AE Glenn ToAly & F R EFIR-Til BY
DRE 2 AN TIE CRET 25 L KEIRITEIIRY & (total
cavopulmonary connection; TCPC) “\ @ conversion i,
Fontan fEB % 8369 5 & OGN RSN T, ZOIEBIEL
EDODETHELBIL T2 T 2 s DRI TIE
TARSREAL M D LIZLIZRRD S5, DDD Bl— 2 X — HfifishA
HREAEIE % A L TV BAEH Tl FEE Maze T 2558
J5E722% TR UL, WBRANEIRO B E G0 r3E
TR, RERITHENE <, Hiramatsu 5 7 338 A0
Fontan conversion % &t L, FHIFETH 7.9%, #EIEISE
#132%, NEROFEIIL 9% L#E L Twb, APC-
Fontan FAli#572°5 conversion T TOHEIA R ITE, F72

conversion FFDEHTATE I & FEDTEWEHTAELD S
2 768680 = IR & LT, @R AR &
LUBEREIR MR B ODEIRIE & 2 IR ED0 &0F, LF
HIED A PRI Tld Cox Maze %3819 5 7212 RREH O K H)
PRAERT R N TG R E T2 LR ERHITHLN TN
L. ZO72%, L) EFEO conversion 28 B F IO %
NhHLEZLND.

10.2.2

T8Ik, thch7IJL—v3y

MEIFA, TS, BT~ OAEERD
GO E < DAEREBRIEOER E 2B WD 5.
ASD % Ebstein 9§, 15 — By IR & Fontan fif#%, /(-5
WM R FR 34T % (Mustard 415, Senning F4f7) 72 &C,
UDEESIO AL RO B NA. F72, TOF R KIME
BRA T YR % BV 7 ER Tl A ERIR O CE N
HOLIENDHY, FRIEDO—REEZZ SN TS, Filf/
FRFANEEI AR 3 5 FRLE 2 05T 9 2 LB D
%.

AT OELAEFHFIMAEICIEDE, Volz ALERERY)
FIL CH#ET 5 cut & saw i, SEKET 7L —var 7
INA ARIGHT 7L —3 a3 v %#iE (cryoablation) % v 7z
=S8 T Ty 7 BhEIRFERERT, TR Maze T, 115
Maze fli %2179, HERFOLCEWEINIR LTI, &E
WA A OB, DIERCEARERIFRIR D71y 7 24T,

10.3

T

— BB B AN O F A A b AN R L R E L <
Srinathan © @ 1998 ~ 2002 FEDOEESTl, FFFAMTH O T
WHRIETE 34% L XNTWEY —J, Maissimo S (&
2000 4FE~2004 £ DL fiti s WF7E T 896 A, 1,179 FAr D%k
SETV, IRBRIETERIL 3.1% L FAREOR R TH - 7275,
T BT & EF S 7HERID 5 FEAAFERIT 82.6% LKA -7
EHEL TV Py, BTMHOTFRIIETTHS
B, TROBEY 25 A 32 7L TMTsHRED 201213,
INBRHEE, TEERZENEIE, (DIRIVEE 2 &% S /-5 ik
FIWED EEEEZ 515,

11.

IDVEASHE, Bh - DARTSHE,
fHEDRIR
SR LI DT b I IS R T o 2

D, IHERPARTTBRARTH 20T 2561212, B
WS L 72 B, F 7o, BEOMEMUTESRE (PH), i<



BFIROIIE 2 B ) 61213, (OBt (& &
WLAIBIEDATH) DBIGE R L5605 5. TO%E
b L OBEDHEAMERIE LA (LEPEXRE [ASD] ®
LEPIERIE [VSD] 72 &) ThoER, 3 TIBHEN
AWAT SN EIE, IR (TE £ 7213 4:4F) DB
LB, FHEEPEMERIEGEETH 720, (OHkRE
PARTH o720 $ 2551203, OMFERREREONS & 2%
5.

11.1
I 1DiiBHE

11.1.1

FUHIC

FERME BN TRT S 2 DR A/ NE Y% . AT
B I NDEEIZA v BARIIZIE, 18~39 5T 11%,
40~59 T 2% THY, 60 ETIRIFEALFEHEN
TV %2 BREE OB ISR BIC B L <
WS, 1TAEDLEEFT 2 L bomEE LY BIFTH S (1, 5,
10, 20 FEAEMERIZZNZNTT, 68, 59, 39%) . L7-
WoT, AUHOEANEETH L. KREOHE T, B
NERM BB LM ZOGRET & LT, BhEhim
H7LTF =B, N F—, B, PH (MimiEK
Pt [PVR] > 4 Wood B2 [320 dynes* #5 -em™*]) 23T
SN, FERIIBHEIEERER S, SRS A LN T TH S,
2016 4E 5 ARILE, HHETHIAT S 7 ClEfeHE 281 14
Hi, 21 (2B CBEARI [left isomerism], Hi(v2E 144 %Y,
BIEKIE#EA7, EVAHEART® 2456 1 1F) 2%, ML
RN 5 LEBAECTH .

11.1.2
I DTS HE DB L E4E

NI, fEOBIEBUEERE, Ebstein W 7: &S ETH
2705 A CRAELEORIMESKT LG (30%
i), HVRHNBE TE WL ) REE R BRI
HLYGE, NT 3T I VORGSR o7 E
PVR 28 B L CE72356, 2 L CHRANCIILT % &9 23k
FEVEAREENRATTRO SND L)oo 728 812, LB
WG & 72 %, —J, Fontan fiif2 & AR ILERE (PLE)
RHGENFFIRE (PAVF) % F80E L 72E 51T b AR A2 Lok
Bz TV, TNOOAPHEDISE L2 V) HELH D,
B L L ClE, Fontan 28H 7 L 22 \WHLL2 Fontan 2 D
AR PLE, BIEKIMETA O LAEDN T TH S5,
S F SFE R DR BOBEM 2O OAET O .LIE R
DFIGE R BIGEND 5.

1318 MV I —7% EILLEB LI O EAT RO ED
5, 21 )Y =13 2 SREGEPEES ORI A

I #55m

P HEIN & 7 S %W, DiGeorge E R, MERE, £
FEN, B DIRGYE - 5 SUGOSHE DS E DAL OFE B
EEPT WO T, #ILE STV 5D,

AR BB O TN - SiELrH o720, BVIEED
BICRTE R, IR RE BB RE IS E DS 5 721, A
i DM e R R (MR AT s, AEhARE S, IE
Wl IE R L) o720 T 50T, FMLERERSD
W UDIEDSOREEZ 1TV, (RO SE RIS 22 &
AR T A ENEETH L.

BN FER I LBRBO LRI L, MRS, H
FIEBR o DR B NEE R CTHREEL I 2
W& LEBAEDESRIE TE 2w

11.1.3

FERMEOREICHT D DEBEFHT O

Fr— (BEEREE) OFMEAITHOMICE, LI Eny
b (B ) oG, KIE, FIROBIRIIELT,
RIEL TV 530455 (missing parts) Ui <Ml &[G R 23
W 20BN S L, &S, WIS, FREIRKE, £
BOREIRE R & CTII RIS T REIRE L,
T B DR R U A A PR 7 & CIIEIR % A F T
35,

HLTlE, FH—o T KR MEEEREZEED,
IEFAMEI R =S A S XD T RLZY, Ml ERE
IREITIE, R —OREEEEIR % V- CTEA O L REIR% 3
WIS LRE, ERIOSLTM T2 E 2L Tib
LTI RS\,

11.1.4

IBERIDDEHE &A%

MBI ANV —a—) YHEE 3371 ) —
VEEET = F )V, A704 RO 3HZHEHT LA, Fetal
BB E A SO L TWA I ENE L, Hif vy —uA
F U2 ZEMYURERBAERICHHT 25805, 5
RUECIEEDIED) AVUHAE L ) & TR, WILESZ 0
T, fEHEOG, & ICHUARBEREA S AR 2 LA
2w, HENIPLHLA PiE % Fio T il L TB <
CENEETHAD. FAERM, FUBHOEMMIZI SN, 1
MBI CIIABAE SR D FAEFATH  EIEL LTV O T, Bk
ERIEEPVLETHD.

EM S OZWT - HEEE, ADMOER (OHELR
&) EFEFR L, BRHBRIIIIEREN O AR T T,
FERAH S KD RIIGEHRE BIIACE A2 RHIDEE TH 5.

11.1.5

RRIEDTFh

EHo (g, &I, MERE) OEROEL <27
WROTE, JeEL - MEFGE - B OMEELE LR L DRI

57



58

NSRRI CIREZTETA NI A >

EW, BYHEDOTFRICEETH L. - BRIELNZ LD
FEIIHRIEEZ TS 20T, LD E LW HF LGOS A
VEETHDL, AT F VI TE WD, FRTED
L9 BRIESIEDTHAT > CO B EHIL 25, LEIZIG
UC, BIEEBEEL 2 USRS RO T, FROBRE
WBHIZOWTHRRZFEOTLE ) 2 EITRYTH B,

11.2
fifi + 1D\lSHE

11.2.1
FUHIC

NG R M DEEE T, B PH Mg - O
D7 DIEEMATE T, AN RED I & 72 25
Bl L oTdH 2 F7- BEMEHATH, &I
PH %StEfE L CHIFZREO#)G & 2 2 IEFI b RO LN E. K
NFERMEB OB, 4%, MO B IRGIH
BINd 52 FPRENS. FEESHME R LOEET
HAHGER, I CIBEMAHAT S840, s
(IFEF 7213 HEAR) DI & 722 A%, BB R YL
LIRBTH-720, IHEEPARETH o720 3 HAEFNL,
DHTRREOR SR & 70 5.

Spray 5 % Y A3 SRR LB B TR O
BIEEmEA 21T L)1k -> TS, BETIEHE
S KM L RIS ) Eisenmenger JiE B O % < AT
R OIS L 7> T A, DAETY, ASD Z#46L
72HE5EVE PH OB I A AR SR A & ASD BASH Y, K&
7 VSD |2 & % Eisenmenger i 187 o> BB Ty 48 F i k2
L VSD BgiAY bz @Y BRI EIC BT A
LDPUEE L A RO B L, FF—FEDxb
OTRELWOPETHHEIRTELTMETHA. itk
Ll B 2805 Y PR SNBA, Z0 L) RfE)
134 137w,

11.2.2
FHiZHE - (DEFSREDELEHSE

ML LI Dt KR OGN UG L 7\ W R OB IS
O BT, BN BB DG E R B
EEFBD 7, FRAARMDIRESND LHIT SN D6
WG E 2D, DOETOERODLTIE, (CIiFEH 55
AR, MAEAE 55 s A, FTRE A 60 MR & S
TV,

AT, B OEGER ARG O A EDE M
M EL7228, FF—AREPELITRINI L >TETY
5L (DRIBRTIE, 1| A% DIZ 3 DDA L
720) 5, LB OISR ENRE S, FiiE7:
WA RO MIGAHER L TETWA, 72, Lk

ORISR EDAE T #IE, O F 3OO @S
FEEOTHRIVBNWI LD VOT, FIEOHEIZ I HEE
AESL. FF—REOFEINEOAETIE, IO #
OIS RAE T .

Fifi L A D B R L 725 RIS IR A 247 9 351,
ZOREDRFAMETRWIRY, WA LT 2 &A%
PF L, ZO70, BAEREEEIE) i
g, WA RS E 2 A AT I SE R AR 2 AT ) S & AT
AR 690)
a.zAﬁEﬁﬂﬁﬁﬁﬁEbkﬁﬁﬁ~®ﬁ$ﬁ®ﬁm5
i. Eisenmenger fE{RE$

BEOEGE TS LI LIERNETH LD, Tt (1)~
(3) 1R &I b 2L, 2 ELIICIETE§ B H
RAENDT, HISEHETS 2 7 80 09,

(D) ARG (f - EHM, WORE08EH)
CERIESIC Lo T = a— T — 7 0ES (NYHA)
OBERE T L~ IV D555 L W&
- iEgRREE (RS - 7272 LRWHERY) AT
SNB Lol
(2) HERMEOLEAEER
(3) HROWEIML (AL BIIRFERAMT R H])
ii. FHRE - MMEDOIEKRA, SEMBBIRKEEZHFS LXK
VRE

HEEWEREEIT->TD, NYHA LR I~ 1V
FEDBUEE L R WIHAISEI A MG 5.

iii. EXRMEOEREICERE U PAVF

HEEEEFREZIT> T, NYHA LHEBESHE T ~1V
FEDHEEE L 2 W A IS EIR 2 S 5.

b. FHSHE - DIRFSHEDBEGERANRIF

% { OBICHIN MBI T HNLT0 A5, ik
O E = B SNz,

c. RASERMEOEEDIHIEHE - OITZHEDIRIA

| B0 il B Wl 52 4 (ISHLT) O #EF (1995451 H ~
20144E 6 ) 12X 58 AR IR DBISEE T,
JeRVE R 0.6%, A DTRGFSHE O 55 B TR
PEOEERIT 11% TH Y, R CERBRIC X 2 i HE
3% 0 ZUTKT LT, A DR O8I R
WK DEBDOEHD DEAITRKE . 1982~2014 4F 6
A (3356 1) TIXFRME LA 354% (1,188 1), 455
£ PAH 27.6% (927 1) TH 72

11.2.3
B - (DBfFSHEF R

VRO THICB L Cld, B R EE R SO 2

k.



11.2.4
BIEEEEORT > b

GBS L RASE & AR IS 3 FI P A AR T
HoHY L, JERAEARERH oL, kR
WIEATaA FeMfed, Pilifie s ooy £720%
PiA vy —uA F 2 2 ZERPUEE RS A ik % .
M SIS Z O E TR 2 IS 2720, T, LB 0
Ak E, M SEEGREESELET (F2dar
Ya— Wi [CT] 774 FTF) MiEMmEiry, R
HNZHIE T 5. S S RYEE R OML 55 b 25127 5.
B OFEAE RS i & 0 D FEAE L3 <, #33% DKL
FHET L EME SN, L3 4 BUAISEZ 5.

MEEINE K s dr O AH & Rk, S B DR AEA LR
R PAZEMEN A& S =2 %5 (Bronchiolitis Obliterans; BO) 73]
T, EEHOBLRICHE Y, ARk GEEILESHE
L, HEOMREREIIE (& o—%md) e
W B IR = 2 — DS RICH T 5.

AT A FHLORIZ I L CEGEIRRA L, Al
IBRASYEE L722s, (O RTL & 0 b B O ERE DK
Yefie, & ICHEYYEICRRT 20 THEEEL T 5. Bl
IR EA AR D ) SR ER SN TV AT, LK
DHROFAE LY S BTEGEICRA L3\, =@z BO
EoT L, MBYYEDGERRMEDS SIS 5.

11.25
BRFRRAE
a. ISHLT LY R FU—DREE

RS REEE 2013 4R T3 46 HHITB X 20w ) Jlifshi
Fid 2013 4E I A MTFEAE 963 £F, MifliASA# 2,930 1127 -
7o WiRHEE D 1, 5, 10 FEGFFRIE, FIRHEDS 77.7%,
46.9%, 22.2%, WifliFEHE AT 81.5%, 58.3%, 37.8% TdH -
7z, FERIE, 30 HUUWNTIZIERERI 7 7 7 Mg e (1%
IR & Te) 25 35.6%, FEYYEDS 194% TH-72. 31 H
Mo 14T TRIEGYED 374% L EBIICE L, 1AEDIE
TIZ BO 48 26.2%, EYFEDS 223% T -7z, BRI
OBIZHE D Eisenmenger SEEHECTH - TH, Wi
OB IIMOBEIZL HNRETH 5.

DD 1, 5, B LU 10 FAFFHEIL 62.8%, 44.5%,
BIU32.0% T, LHRFAE - HIFAEIC HRTARRTH 5.
MIEIET D% AIMHREL (30 HLN) 1I254L, ZOJR
&L Clis#at¥ e A 4 (primary graft failure), J&GLIE,
RE OV ERE: EOFAMER A HIFH NS, T4 DL
BICENIRAIZEEHE L TETWDLAS, ke LT 30 HUW
DIETHEIL 21.2% TH 5.

b. HHEDRIE
DHETIE, 2015 4 9 HAK T TIZ 288 D ML fiti # il

[ 55

(it 150 #4, Wi Bt 133 1), 181 fEd AR RS A, 2
HOUHGFREERHEA T DI TV S, 2D b, bAETY
MR 45 =G % A B L 72 Eisenmenger FEEHED 1 A
VLR 3K i S 72137, VSD, ASD Z 7-(38)
k& B (PDA) % 4 fBf L 72 Eisenmenger JiE 5 HE 128 L
T, LPMEETT B & OSBRI AL Al & 72 (AR oA 0l
BERHAT 10 DL EE SN TV D, FR ML B TR
DI Z 52 72 HAR NV e,

11.3
fHENER

DR R AT RED M TH o 72720, AR O
BRI AN T0E (VAD) O & 7 57 > 72748, VAD
NI L 727280, ST O/ & 2 EF Tl
EXCOR® 25, 1A F i ff (BSA) > 07 m?> O B #H Tl
H-VAD™ % Heart Mate [1® 23355 SN B L H 27> TET
VW3O ERNTY, BIERMEEN, BEPRAEz L
DRI VAD 255625 SNTHEFIS S STB Y, 2016
AEI21E 1 AAY EVAHEART ® 35 1 LB EIC 2 > T
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BEEHMMERICBNT 1y AMMET 2, L IdH
BWMEZ 6 B E2id 52 L FE S5, /NE
PEER AR/ N IR BRSBTS L ~OV O HIRE &
LT L BN REDEBEORFREL BRI,
NEEDFLR DIAN R REOHB L VL TH 5.
LA 2 NS R DRSO 72 HE 208
WREZ LAV, PEERERNAHE, NEEBREGFE L DI,
3 AREOWMEZ LEEL T 5. #HEO 3 FEMOIEE
R NBIEBRZR O D TERMITRETH Y, KED
HMEIIZEFN TR,
LAV 3 0 AR O R & B MR RS WG i
THLLNV (EMELNV). TEEREGENFIE, /NETE
REEL DI, TNENOHEMELZFIEHIS, HAL
KM BH PR IS BT 2 EREOHE - L E L
5. BEMEFMEE LTHILL, 7077 AIZED W
THFITSIN L.

KETIE, BN SE R A OB B K [ 5P [ 528 R
(American Board of Medical Specialties; ABMS) (ZX 1) 20
& HMNEHEFIE O subspecialty D 12 & L CERDHILTE
D, PL—= YT ONELKRERREFHERETFES
(Accreditation Council for Graduate Medical Education;
ACGME) |ZFEWI &, 2015 4 & 1) HMERERASBHAG S
T2 ™ ARy, WRHEB L OVNEREEE $122
SERO—EERRIHE (residency) % #¢z 721%, 3 4EMOE
BREFNARHE B LOVNEIEREGFE L L ToFEM L —=2 7

[ 55

%, FNFNOEMEOEREEL. ZI0b 2 41
DRNFER LB BE T 2 — A 2SR, PR E 5
F5Z 825, FMENEWEHRNETH Y, HikL7:
L)L 3 A 5 Y

HARIZBWTL NV 3L T 2HEM ML —= 2 7 &AT
VBT — DS 7 IR DOFE LT, BRI G
FREBEZIILT™, 1) HRENEHCSROENN D 2,
2) BRI ORISR BRERE AT 1 4L L
FET 5, 3) ANEOGIRIMENEED 1 AL EEET 5,
4) AR CEBHEMICREZET S, LIS HRE
BEOEINRDH D, 5) SR EED LS 7 — 7 VIR
TEENRZWT B L OVELAABA R, Sra—Rhkl%
YL T D EMAAAET D, 6) BRI LEEIH T
B A IR D S, T) MARILE (MR) %
=kota v ¥ a—siiEEE 3D-CT) % &R AR
BEOBW LGRS E RS H 5, 8) BEDIZ S
G B B R RS B 720 2R, KR ERE, AR
ICU 25T\ 5, DLEASEBEN TS Y,

B2 N -2 JHAEELTIE, E4 TEL6 O
Bl EDREEN TN S WO i R ESEGIRUC
BLCIE, BARNAREEIEHEDLEZATA FI4 L
THREN TV, FL—Z U ZOFHML, o FE
ERIC X SIS, BEEDSOZFE, AT A, FEBIEEEE
TLErTF—ary, BVTTRAXY b REDPSHERE
N5,

—7C, HEPEEMRE B E MR A S OBER
EEOREL D ILETH L. BUE, BEBERERR~OEXR
POEEOZWN BT 2 8B TGE), BALRME R EL I
T — O, BHEMNOREEB 2 EAER SN TN 5,

15.

BT, mEIckT3ERm,
P AR

a. BITIcOWVWT
i- ﬁﬁ@ﬂgﬂ 7,13, 741, 742)

VR & ATRT R B B OLEIC LD, 95% DR
PR BERENRANEANZ L ENEXDLH12RY,
R R BITAETEIC D7 DfEEBIEE, & ZIXGELE
REEBRTHD I ENL, BIE B0 TH L BT,
9 L7z, BEMD OB A DRI 2T TlE, RFA
BINORIG, BEMEOGIHE - BIE, =R ISAE
Inisc & 29EREEAL, Fhany - LHERRREZ &, NIRRT S
WEOEIMENEL L8 A. F2, BEIWNEE
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NSRRI CIREZTETA NI A >

ETe: - |
| RRBPE NEEREEPIE

BALEREVEREFI N —Z=2 0 BAZRME DR B EFIERS

0% 14 0
AR CVREBINETHE
EIPKERIRE, 02, FEIR MSIMEE (PH), HREESE
(18~241R) ARHE
N
BIREZHT SIPHRE DViE EhinE / O—7—hk
258, HREELE 9~1218) 31A) O—7— k
@nA)

4 RAFREVEEDSFINL—Z2JDEHICHEEEZ SNBDIHERE ()
(Warnes CA, et al. 2008%, Warnes CA, et al. 20157, Murphy DJ, et al. 2005 %", Stout K, et al. 201573,
201479 KO 1ER)

Baumgartner H, et al.

®46 MAFEXREVERBOEFIHEFHTO NL—ZVIAE (F)
1) RASEREDERENRZIEBEE EDICHHET S (18~24 1 F).
2) EHBEDHE, MASEREDERBOARSDE (D2, TEIR MaElME, OIVREDOEERLE) ZR0HD 9~121R8).
3) RE@OII—E CT, MRIFEDERZIICHEDS BHnBLULE).
4) DIEAT—TIVERE, AT—TILSRICHEETD 2nRAL).
5) MAFZRMEOEBRDEF GRS IOMBEREZRERTS (1 1BUD).
6) ARIER/NEERERENEBSN BnAML), WNEROAY T 7 UVA(ICSIL, DII—POENT —TIUREICIEET 2.
7) IWEHERMEREAFHRRICEESN BHAML), RMPHEEREOERRMELER, DI I—POELNT —T/UREICIESET 2.
8) RALRMOEEEEDEIEEE T EIMEERAICREL, TORRZDNT B.
9) HIREEDEE L ZDRODBBHRZRIRT D.
10) HBERPODEBENNEEED LD FEEONEEEZRRT D.
11) WAFERMEDRRICHD PH REZRERT 2.
12) ASEREDERICEHT D REIRDZH CIGBZRERT D.

(Warnes CA, et al. 2008, Warnes CA, et al. 20157, Murphy DJ, et al. 2005 7", Stout K, et al. 20157®, Baumgartner H, et al.
201479 KDOEXK)

FOW OB R BRI 52128, BE0H
DTS, AEEOE (QOL) DI TFIZh2%ATh ™,
TG R IE L E R A IR S AW b b 5 .
INSITHIG L, REOEBELIRMET 2720120, NER

i, BITEERICOVTOE - BRI
(A7) ™

2002 IR EVNERA S - REIRER RS - KEN
FheA - RENFEFEA AR EZ A S/ME (children

E7Z2 T TIEIATSTHY, TEH - FEM7ZF TR
COBEERY v 7 OBEEDRVETH L, BITIE, BAER
HETIEBERADIR L Bk LIE L, ARSI
ZHTHEBETH Y, NEIAD»SHE B EREBIZBWT,
HOWLEMRERERRKBIENPTREEELETH
5.

with special health care needs; CSHCN) DOFATICE T 54
FAHZSEL™, 72 AR/NEREE D 2014 4£12B4T
MOBEEET LT —F 0 77 V—T128 5 [/NEHISSE
FREEZET LEFEOBITHIERICET 2T 23K T
WE M IO N TV NEICHEL, RO
BBV TOBITINIZT 5 EROREMITEZ ICH D,
EWVH T ERERNLEZ HIWZLRETH L. BT
ZHEOHML, BEOFEICHILT, #EnTRERER



T AZREMTHIEICLY, BABNSEL - EE DM
ADKRPIE LT, bTHIHRRKBONEHETEL L)1
THILETHD, EBEOBITICEEL L, BREOMETS
T CHEERLRIEDE T 2 VNSRRI OEE 2 I Lo
LTI, BERADERRHEINIIG U CRLFE - kT
L, BORETAHANENTW ZEPUNETHS. Z
OEBOI-DHI2F, %20 CNERD L2 (BAZ
WA, MEOEROIPNTFY, ZNENIEELTLT
TU—F & HWTIREOZAL A ISR, ¥ — AL A%
ESEE RS 53 AT L% VE) BT B LEN D 5.
iii. BBITORIK

EFREITH, BITIZOWTOERIL 5 FERNIZL ST
RELEDLSTETN S, EREHFNFHEOLRIELEEZ
FENOZMAEE S, WL OO, - 1 - EE % T
ZNEIVMENC, TEBREZRNEHE - /NEIEBRERE O E)IC &
LTN—THROBENIEE > TBY, IEREBFNEER
T OB THBRAERIELEE S Y b =7 PIER ST
VB T A S B2, HEFMEMEROTFE L, b
VEIREE - ISR ARG, - 2200 ) DU E & ORI & »
N — Z AR, A L— X BATHIEE SR & B
CENHIFEEN D, LaL, BITERIZCBWTIIHALD
LI TH B IETOKRETY, WEZNBIFEEICBIT S
B EE OBIIBEIMEIICH ) ™7, BT L AR NRE
Pl - BHCOMBRIIGRZ UL T BB L H L LM
SN BITIZIRE LS OMEDP SR TV A, B
FEOBITIZBWTIE, N—FHZTTE%RL, BEOIY
WZHDL 72 DB R D R L EZ 5N T 5.

I 55

BEASOMELBEL V)R TEWCTEY ™, BRELE
B SHIHBLOERED D ETHEDLN TN I LR
VIETH 5.

iv. BIFICOVWTOERE (R48) ™

BATERHE T AR IIEREM, BEm, failo 3385
RTIZHHY. ZhoH0HEE 2 ) 75 bR —E—4
I SN WS, BUROEEEE LG LT, K8
THREL IR DS DEBEDILEND. BITORIID/20D12
1%, BITT A0, BITICOWTOHMERZE Y 3> (K
NEOEFIIWASGRETIT), &E) 2BHEITIRTI LN
VETH L™,
v. BITHH

BN L7222 /NBRBE TR & el 5 2 L id, B
EoTHEREMIE > T &S E AW THENZ W
INEFIRTIET T A Ny —ICT 2 Bk MG 720, &<
2T T ANY = ZBUKIZ 7 AEED D, FRIRRPBE DAL
bR TRITO®RMEZ#EO TN I ERRDOLND, F
72, PREZHOERBIINT HEMEZ LA, MR
~BIroMc oy 777 L CLEH)ZEH %L
nzze PV KAICHART (15~ 18 EH) 12 TE %
DBRDOWTHEEZL LGELTHBLLENH L. —)
T, SR OEBO/NERNITT AR, 4T
fEICY) LI TERVEEL S . FBETHNZH D
13E, MALZZ#EIE, BB YRAEZRRAL, aiHER
RIS DRI % HN B FEH S B, SEIZEETHIUL
HBHITE, TBAOEREATRS, FEOHMOEEL ™
FHOREE S SMEE 2, BITOREICRZY) LW,

K47 FEREVRBRONZHAD SHABNOBRITHERDEFNIEEZ TS

BHOREDRA BITHERICHBV CFRERANIOREEDN DD

FIICRIDEETHRECHIE  NEERSGE - BREARIEDREC K DZ2EEMT

IR DEER ANBDRAICKDELT DBE - REE - FRERRICINT D
(BARNREZFER. 20147 KDOEXR)

xR 48 FEXRMERBRDINEEN S HABENDEITICOVWTDRRE

s WABERICAITcEERE

* BIDDHDHIIMIE - EIRGEARIEDY 7)L—

° AZERIEDERMECERERICT DA - RROEE
o NERHERERE SEREARED Y — A L A&

° WASERMIVERZZ2F T DMEERDRIL - R NI —J%ZED U2l AT LDEE

* REDRIFRPEEREDHER

o INRRIEICHIT DAY v TBDBITNDEHDHE—

o BEDHARMBEIDORHES DR | HBE - MBOERILTT
o W - HEE - BEAODEUVIDRR

o RBHDIEZHRE - MINES - HERE(COVCOEREEDHH A EDNE
s MAHIDHARE - Bt (BRER BEERNE % ERERESE) OMASIUABOHE

o REDDHERERDRARDER
(FERIA—EBIFDY. 20029, HAVNERIZR. 201479 KDEKR)
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NSRRI CIREZTETA NI A >

R LT, BATHIE, RAOEIE WEHRANOKTEIC
Lo TRESEGENA, F/2, NUEREBEDIEGI S
b, HIERFA TSI EIE [RIETH] L) R&FbIC
BT ENHDH. EIIEEEEORITICEL T, B
FHMATFLIRNG & W DANFERAFNEHE D R T s
HLL, HWICBENE BT AV AT LAORELR L
L CHE 2 RO T RIT U R S,

b. mRICHT BIBRE

BATICBWC, BEHBIIUWHETH L. BEHH D
I, —EDEMICLLDEFFESTTIDDOTIE AL, IR
T oz L EMD, ZOHER L BAEIZIG U TT) R E
THhr™. —hHT AEHCHBICERSNTEZZE L
TWALERET, BEEHFIL [WEOWHK TH L Lidfme
Bl bhroTnb] IRBIZHY, BEFEZUND [£5d 5
EbhoTwb?Zs) | LRI ETHL. HKEK Tl
ZLOMH, AKR—VORE, TRICEEYRITTOEE
DIEIR,  EGE OAIE O BARI 70 FIRR IOV TR RS
AENEEND ™Y EREHIIHIIL722oB DIk > TV
ThH, M RBIZBWCIZEFEOMBIIZN LY
DN 2R LT, BE O - FEOERIIIG U
L & BURIE ORERALEETH B 7,

KELLER 2 (AHA) OJe RO SR IT I 2B
4 5 scientific statement Tl&, EHEEHF I DED S04
FoTVBIEDRENTEY 7, HFFRKEDT- LI
b CHMEOBIT TS 5 A&V LT (SickKids @
Good 2 Transition Program ™" % British Columbia Children’s
Hospital ® ONTRAC ™ 7% ¥). %72, HATLREIT 70
75 AOVERDHALNTE) PO, SERE S & 1Bk % 5
LT WHNEDLIHO T, HAICHCORKO I % 7D

TV EINIZTRENTVD S, EBROEFEIY; O
BRI IEE > T,

PR A RO HWFETIE, DITOEEZEHICEWT, B
WCELHAE T 4. BEICHT 2 DA o R 1o
AHEBERIEETHL . EYRZIE, REIR - OR4 - H
Fli 72 L1V THRINAHEICHIG L, QOL & EAFIZ PR
DLOIZHWETH L. T2, ROIFIREAL, i
LIRS 7 ERFEIED S R SEN D Z LDV EH IS,
AT FOVEE SR ARSI OWT, BERS A H - T
BUENRH B S50, WIREECGRETFZET S
LTI RE S EETH L. BREIIESZICL -
THRLEDD, BUTEAE—YAOBIAE L 7 5
HENS, TETIIEORES FITIZ 2 5 EREED S,
Hr DK - UK 3 2 BEAGR 2 720, TH L7z
AT EO BRI e F R @ L CHA T IRO L E o NTICT
BE v, MBEED D L5120, AR OZICE
RETCEF—IN—V VR RETIUENDD.

c. AREHBFH

INBHI S DRI B TH B 7280, BHIZINFEAET
HoTHHEEBFOBGHIZIE L2RAOEFEE LT 5.
ZZTO [FEH &, DS OB CTHE R %
FZEHPOFREBMP SN T W2 &, BRAE - BRI
BT AHIBRHA - G A L CEIR L T2k
%, FEHEZLEEN BB, WO TEEASDHS
DIFFEPZEL, HREMEEI2OIATIDDLET 5.
CDIAIVTE, BEOBHEIILET, HHWIEIEE
& S TRRD Z L3 AE FBIER A T OB I &b
TH D E XV, EBRIZ 1585 18I AR L &%
Abhn ',



I & (RR)

=]

1
IEF 7/ —BHEXRMERR
(KIEER, (EEE)

1.1
I DB

RRMOHEDO I TL - & BHEHEL
LT A REFHAIZ LY, FER, BHIRE, BRESELR
B TR SRR IR R R i~ R HERIRFLI B
TaEGFOMTDSHAT SN, WREREHOFZIIETTH
5. D720, RAMIZHEE 2 501%, FLARIIZEC
Wi 237 N2z 2o 72/NVRIEOLEHIR/KIR (VSD) 72313
EAETHL, DFY, B VSD BEOMIEMIL/NKIE
IO N, ZOEPHETH DG ONIRSE S HEIE,
FI#ER FRI A D KEVIRI IR RENIR 805, 2 N LHv
INTHEIIRIERE ZLIC R SN BIETTHAL. L LadD,
BRI, BANEEL L CREROP I Lo BELLE
TE L, Eisenmenger FEMEHE - (FIE) ifi MR 12 il 55 1000
(PAH) &V o7oiiZ R 520 H 5. 72, BHEM
BTHoTY, BEMBEIRA - 8D L IR AB 3
(FHR) 10 PAH B#HBELET 2 77,
a. MREISFHSEI S TRIBLETR

VSD i3, T4 TIERIBILOFBALIZ &
(F#ESR, Jo=F80, M@k T, = BB, mPEHRT
[doubly committed] %! - Wi KIMETE FH), 2) ks (5
5B, BEJEEER, 81 TER - conoventricular-junctional 7)),

3) HERAL CONBHELALZ &), 4) FHPEERIED
4 DI NG.

ARNZEDT27 Y7 Nz sk T)
RIS NZ DRI CH D (30%). it B P SEFR P i
ETRAED - DREBHRIC TN U THE L2, Whbwb
FeFEs (malalignment) 12 & 2 K48FLIE, F#EHREASHT
FNRALT 5 LR e O KBRS =%,
ARG 5 L inhipsskze, KEIRAAEZE (R %
ate), KNEWRMEZE 7 & — Bkt B 2L U 5. JHEE

(30%), KiH

1) A=

(&F)

BINZH o L DLV ODERRERIE (5= AL AR A
=R & FHEE D &\ W72 AS B8R, R[S
KB & REIRF- ML S L ATERICH E Nz E05) Th Y,
#50% = 5. £72, HtEERIRL, L a—FEoE K
(MESUE TVt GIMESPY: IINUE Z7 NSy (R Rp il el o€
7205, F0% I E TICHABSET 2.

Filik i & e 5 DI RIBILT A X L& HT (PVR)
T, KIBFLOSKEIIRA IR & 5 (KRIR) &2\ I3KE)
WRFEEED 1/2 F2EE (WhRAR) TUd, AREMIIAR, AR
FHER, WS IMERE (PH) O7zOFL RN FM2%7H
N5, MHPOBBTFM5EN, 2a B X% LBk
I RYZALIZE S 2 L 25%\ (Eisenmenger FEMEHE).
RERFEAED 1/3 LN O/NRIEIE, A2 - EIRED -
A, MR (Qp/Qs) < 1.5 (Fi#s= 33%) T,
WEERICEE L, BAMSH ORI OTELIIC
Bl D OD— M TH 5.

i. Kﬂlﬂm#i&mt*ﬂﬂm#ﬁﬂfﬁ*ﬁ 7637760)

Hf’ﬁnf'qurﬂ?@ﬁ TEFRICKBIRF N T 509 5.

(ZKEIRFE D—ER (%’7< IR 25, KIBILICIZED
K (CREMRFEL), 2L, BRI HESD & KENRFA
ﬁET R U5, MR, DoSETIEB AR T4
VSD @ 60% 23S 505, KEPIRILEIETHE 191 KABSL
AN C— RIEEIROW &3S ), KRENIRAEFL O &
RIBILORE S WIS 5 2L EETH L. K
IR, BEARESRIRICH EBEL, £ <% malalignment
BURHRICHE D . ISR AR S 05 2 KBV IR, I
TR ERTERD AL L T 256 KEIRF < D
bODIERZ L, KREIIRF AP EIEL 2D DD 5.

EAESEREDO KBIIR T PSHA A TIE, VSDIZAEPFL 72K
WRAEME > SRS 5 Z EDUETH L, S5, MHEER
RIAE, 7SV VNTHEIIRE, B E G52 E08H Y,

FEEALETHL.
ii. BERLERE
VSD [ZHEFHBERZEZ M) 2 EDHHH, ZOERIC

X, REZEREFRE, AERMBEASKE RN 2K
PRI, Efwﬁﬁﬁ'ﬁﬁOD SENDHITONL, FHENR
R O5E . HENEEAELEARDTAGE AR R DR
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NSRRI CIREZTETA NI A >

HEBIZ o &, = i (double-chambered right ven-
tricle; DCRV) & 72 %. 3612, DCRV % F 72 malalignment %
P9 VSD 249 T EA%

iii. Gerbode Rif (RRERHIREREICH S EEHGRERER)

VSD ZSHZARS L T CGRAET, =590 —Eps Ik
IR E 22 ), FOREREO MR X M3 A L )2
BELHBEMEE L 0B D (Gerbode KIH). G
MR 5 R LR & A2 U CllAS B RE AN e D BRI & 22 5 2
EbHb.

b. ERFRPRR
i. ER
ANVRARI, DHEE DN S B RERZ <, EHRHE

ARICEREA 2, PH A BERECIZER S EC YN A L
BHFT ) — X% B L HYE121% Eisenmenger FEMBHEY
ERD.

i. B4R

(1) ## - s

IR TlZ adl, vIREBIZIEH THAHZ DLW,
IAEERBO DL EFRMT 5. IR ONvorT7q 7
IVR) BRD DAL, KEMRERIC X 2 KEVIRPISHA
EOEHEERT L. ANRIBILTIE, $3, 4 hHE
TR A VAT 5. JRHRRIETE, 28 2 MRS
FERRIZAIVERRATL, & XIS, S OISR
B, PURIBTIIAER, BEhIRIAE) 2 i3 2.

(2) W%

& DL E OB IR Tl E A% T i o m st
NI (Levine 3~4 D Z L 0%\»), T-HEEK
FRTUCIIME LoAR 5 2 ~ 3 WO O PLIDUHERIHE S % RIS %
ZENL, REEE T ORI, B E R AL
B PLIE IS 2 TS 4. A EA 2 5 &, 05
I I & SAKFA 2 P A RS 2 TEE 55 (R
fEmEFPez2). PH & BECIE, 13, 2L, MBIk
PRI S 2 AT 5. PVR SE< b L HIC, PE#E
A3 L, Eisenmenger FEMRE TS 2 5807,
MR B B\ VIT I EIIREA S8 & O MY (Graham Steel 4
) OAEMEINT 25605 5. JaHREEICREIR T
SIS Z G0 236, Sl TlE % <, LIGE
CPRRF IS A THECS 5. PRIRIIMES L, SRR CRENR
I IERE T 5. ROETIEEIRERGF (PDA) L8720,
I FOHIE Tld % (PDA EERME T I HF A E—2
b)), VSD I X B UHEIIMER X, MEcixes 3, 54
IRI2SRGETH Y, PLoREE (KERTPAEAS) 13
BB 2O TS RMEA ThH L. F72, FAI/INRIE
PRAETHIENHY, ZO8E, IR IS RIE
LB, MEASE 35, o0, PHERIIHT O

TEHL 5\ 33854 (late systolic accentuation) %7952
Wb,
c. REMR
i. DER

WRIEBICIIsEEFM 7Oy 2 2R H D05, A
FRAFREZDOL5EIEPHOFEIEET S, K5
BHITIE, EEFEAWTREROSEE, AER-
HHEHE (Vv b)) BRREIRFMSEAEOFIEL EET
5.
ii. B8R X #%

RIBEB) - BEGIE S, MMERZOIR (PH OF )
Rl - EOPR (EEFEEAN) PrlEET 5.
ii. DI —

KIBILOWGHT, K& S, FAEOT, HiE & KBIROE

SN2 EOBIHEOHE|EHETE L. #T—FTF
BERMHTHZ L1280, £5M VSD, & IR IE
O DITZ 5. R IFEET A 2 &L 6d
BB, FEFPHEINAI SR L 2 b, SRR
H-IEEHC 7 5. BREFIRERABSA SR OWET
HET 5, FAEE.LLI— (TEE) &, =a—71YF
TOENEETIIHHTH 5.

iv. (BEIER) E2OvE1—SHEIRE (CT) BE

TEEIIREFAN & [JEEC, OB Om % TL 5O
KIEATH o & O IEREICHIE SN, FATEILFEMIC A A Ch
5. LEFIREKIE, PDA, MiffREMET % EDOEHORH
S R R T & 5.

v. DEESHBE (MR &

RABILOBRRE R D132, MR (Qp/Qs) @
B, A - AROBFECHIEEL T 5. £/, KB
WRFESEA A % B o IR O e B2l T X, JT4ETlAIR
RECTATEIOFEMIC D LHE EZ ONIMETH S,

vi. MR YF

PH & BERE DG B O 720 H & 2 0, 18P e
PH JERYID 729012479 . — T, A& m ORI
fRBIR S22 O & BFE O AT L OFFHIC B TH
5.

vii. DREHT—TIVRE

FRRAEEM CA B2 M4, PH, OARE, FBUEZLR &8
FebNAUR, B - FAREIGIRED7-DI2T).

MEk, MATESREGEM (1%, Fick #4124 % Qp/Qs %
DAEREOWE), LERLNEERE KT 4. PHFEL,
—RLEFR (NO) - ik - =R 7T x5/ — )VERIZTHE



BYIR O Wi % B S 5. EEIIRE 21X, CT X MRI T
OFHMAAA 573 %6 7 EWBS U CTitif T3 4.
d. Fi&

—MEEYIZ1E VSD DIEREER R IR D 70% 15 44 H 2K FI8H
FThHEEN, ZAFFEM D) BIZEEL, 2~ 3 R LIRER
FHER I 1293 5. BBRIILIEO BARP$HER 1L 6~
15% & & 17770 Neumayer 5 1 F 2% B #4 2 10%
(0.8%/4F) T, MRS ETHorzeHE L2, Hig)
DR T RIRL RO KIBIZ DWW TUEFEARRICEISE L e &
ST 5.

Qp/Qs < 2.0 B L W IEH MBIIRIE O KT VSD (/IR
) X, RACELSAOEH PRI —RICAT LS
NC&72. Gabriel H5OWETIE, 222 A CFH304%) %
KGR E L2 74 SEM ORI FBINEILE T, 95% S IEE
RTREHE L, ABEGBRRL T2 LB L 325 6 HEIXN 1%
LR TH 727, —F5 T, Brompton I i grown-up
congenital heart (GUCH) #}k% =55 1L7- 188 A (17~72
W, P22 ) ORGETTIE, BSOS 21 A
(11%), EZEHKR, CHERELT, LhrEy, OAERRRE
& 25% ICEPHER RO 7z LR R EYIR A B8
AREm Iz 20 NMUIEFAAT 2 % Sz, BN 5
FEOERERMAVCHEN T EL ) D EE 26N, EdRE
T RRIUAE - DEIRPRREIL T, ANEIRIEE LR LR 6
TV 2T NRIBTY, AERDS, Bk O
9%, S, NERZEOEELREGIHELZT S35

tnsd s,
e. R - EHIE
i SEIRARERD

JRAREBRIBICIR S 37, 2 LTI Th o7z L Th,
BN DR Ts ) 7 D70 @ 2 OFHIRET
3, FREETERGE IR 58 248 1) (335 B IR GEIR D 4
BB ZE T 5.

PH #2973, Qp/Qs > LS OB KRB ALNLY;
BE, —AVRHIE e Z RS 2 T T

Eisenmenger JEfEHEIZE > T2 PH (Qp/Qs > 1.5)
RO, BRI W% 520 2 A X Tl 2 Z 58
4. LT, PAHBESOIEFIAETTHEL 70 - 723U
BWTIL, ‘treat and repair, O F ) FIEGHEIZ LS PH O
O Pa =)V MIZHEASILOMSE T 1T ) Lo zin R O e
MAHROND Loz L Ladss, B2 SRE
ATH Y, T - Ao FEia s & Ik L 72 FA#iso
Wl 7 B I AEAE L 22\ 720 Y PH A BE DR S K
R ESEF DFREER S R B~ D T 2 )V b EART
H5.

Z O, FI#EE (—EBEARER) KIRIC & 2 KENIR &

Il &5 (RER)

i - AN T, ETHOS AR, TS 50 mmHg L
ORI T D DA I T R T 5.
i. i EREREE

W) 72 W BSE AT % 1T - 72 VSD O 1213 He iy it
TH5. 1280 AOREIBIEER T, 25 EAFEIT/NRIA
T 87%, FRAAN S KK TIZZFNZN 86% & 61% & \»
DA B B T

MIgHTR PH O \WIGE O/, BB OL2H 7
W, HREEEDL EOAE, OB R - OB MR 12
CUERERHI 217V, EEFEEA1TS. PH 2 1E) B4,
WL EOBHAOSINIIE R, B ERAOMBBEGE T
Mg 5. FLAEINCFMRATTOIT, IR
ED0 , NIRRT R D 2 W B,
Vo5 L DL 2\ AS, ATRTIC PVR EAS A LT
WA, EEICEN TR D BHALICZ2mE LT
PH % 3ET W BN D 5720, HEDPLETH 5.

1.2
I DERRRIA
a. MREIFHISE SIRIBLEIE

DB, FSAEERC—RPRE 2T & R
PSR SN, LETHKIE (ASD) 1, Z4EE
TLEPRIZRIBILZEL, LEL NV TOERKE X727
RETH D, IR GEE T, KEIIRZRA 2L
Lo DL ALNDEAET, 40 ORI LR
D 35~40% % 5D 577

KABILOTBAAC LY, ZIRFLRIER], —RFLRIER! (5
FEHIERIEAE SR L FFE), #IREE (REREE - T
IR, EFIREL S NS (BB). kLXK
BEISE LB L L, WERAEIEENLTHD. 211
TLEWIZE . AINRIEFLIZ BRI DS VDS, BTy
10 mm PLEOKRIEFLE S OREFITIE, (3L A HRAHL
tﬁ“l/‘ 777—780)'

LDERE#EO M=, KIBILOT A XL LERER
#OFEALEDIYTIAT YA, PVRICESTHESN
. M e & QIABERF-2Sb Y, s A2k
5. EEIE-GEEPTEERTH LD, PHOH#EITIZL S
G-REEOHBEASNL, —J5T, I smE, &
BIRERDOEIIME I EEI L TI5A TV ADKTFIZE -
T, E-HAEEOWEMBASND. Tz, 40 B0
B / OBl e E OAREENRFEAEOBE DS L, FHEED
EALICB ST 5.

ASD D#530% 75, A5 DERELIREE AT 5
(F49)7". BT HINEOBML, RELTI LRV
INEEPLETH 5.
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NSRRI CIREZTETA NI A >

(Y

(B)

©

(D)

TEIREROE

B 5 ASD DREIDAE

b. ERFRFRR

i ER

ASD B#E D% 1%, BAME TIZE A L BIERIZHE S
T5. FRBZOERIZLY, EERO/NEIICER S
BIEDLENH, BAMNZ > THOTIRENBRER D
FNTIE ARV, FERE LTIE, B, B81E 5957 8h
%<, LEME 7 & OREIRDSSFE AL TRERDSHIT T
LIENHD.

i. BFARR

TSP RClE, -GS EoER T, 115
DORFEEMEGZE, TBIIRFrE M ORI K 2 DB
MRS % BB /A% C, MR =Pz L A daR
R VA (6 Wi v QL G e
c. BREMR

i. DEH

HRETH D 2 EDL VS, HAELIBEIIZE 0B
BEET5 AwsaMTay s, i, AERK%
EDOFIRANBALIND.

ii. BEB X 4%

f—Aifaga )L C, MBIROIERICE B EHE 2 50
Zett, HEROIK, MERZ O EBALN5.

ii. DIJ—RE

WHEE T o —3E (TTE) 1%, ASD OW{§Z Mz BT
FFIT T REMATH A, TTE OW{EA BB, TTE T
e S PR 72 /1N R R AL <2 i MR B D 35 W, i R o 9 5
W EOBBHEDBR, BT — T IV IEIRO MG EHI R
E=¥1) 271213, TEE 2B 5 9 78 78

(1) KIBILOKH

B AR UL, T Tu—F, WEhET
O—F 7 & CEHliT 5. CRIUPESClE, RIEFLE S
=LA ATIC R 57280, Fay T 7o MIEAT7—F 77

L REPAEES

kS
IDBEHRRORROIIAECRIEALDFET B.
D 75%7Z EHB.

IDEHE NI OBEZERE LICRIEADFET S.

2B EERRIISES B D.

ZDMBIBARIRICHR (JU T N ZHVDBIEFERZESH
9.

LEREIRRABLD_EAIIIEE & AR ABBD MIRIBR(C
DIEEND.
ENIRARRC(FE D FERIRE AR S ZH D CEN'DD.

T 82 [C RIEFLZFR8D B F /&S 7T unroofed coronary
sinus (BIRODBEVEEIE) SBULS.
FEREIRERZH D CENDD.

& 49 ASD [CEHTDIRE

o MhEPARAIRAE

o BIEFEBUE

e BIERILT b (—RALRIBEICE )
o fiFfiRERES FERECSLY)

o EERERER (EaivEilcz))

(GevaT, et al. 20147" KD {EXK)

7 NeDENEES L. 1T K7L L THIT 5.
FIRIA R I Mg feig 7 7 a0 — F CIERIESLE Bk L d
V. BB REILRDASNBIZH b S RIBILAH
TRV, FREIKBILIVNS WA, FIRIEL R i
MR I DA% BEvy, FERRYIC TEE R Athod MR35
FHATT 5. BETIE TN A% T2 7 — T IVIEEEDS
BIND 1 DEoTWhTs, TEEIZX > TRIBILOY A
R, I, DA OB &% EMICEHIIT 2 DD
5. G-l RGO MO, & ERHEIREEO G HO%
Wrici, AR AEKEHVEERI P I AT
I—DEHTH A Y SERER, R RO I
FEG] 722 &C, ASD RIIHILBATIC & 2 G- Ak ¢
WAHLZERHY, AV I TANTI-ITCEHPIRETDH
5.

(2) GZEATRT - PH OFEREE

Fib - BEOIK, FIUIHED =5, (LERREO
FFEMEER), SRR Y Z PV IRETRIC L ) SR
- AR S PH O HEET S, 72771,
B BYAR S 72 R <1 sk 22 & & BF 5 2 A 0L, A ZE N
B =IEIRIGEITE & 72 57wz, EEEETS.
(3) Qp/Qs MM

HEF I & SRRSO MR & 22 ol
HEBEPLEHIT 2. 72720, ADOHE, HERIEA
PHIRICH TE 2w L, BMENREVD, 2%



BEIZEED L, HOROIEKRDASNIUTHE B A
I B EEZBINA.

(4) BPHEDZW

fEIEF NS 7 L 7 DDA &1 X A EMEF T, i
BRI ASE, I IRE R E R IR Z ),
e EREIRER (BEIRATIZZ ) REDABHEDD
Wb HHTH 5.

iv. CT

HENRRE G HOBMICEHTH S, S HIZKIBLLRN
FIRRE T OB OEHTH S, 72721, dEHlxfl
H$ 52 & RWBOMEDDH Y, BISIITHIRED S 5 ™
v. MRI

RIBFLR B IR R OBMCERTH L. £72, H
BIRRPLERREO T EAHMIID WRET, FilT) A 7 Rk
BIEIC A b 5 HFOFHEICEHTH 2™, EEIELT
L b EETIE R\,

vi. DEHT—TIVIRE

PH RO B PHER bR W RE T, IR RS
BT ENTWEEE, WRY 7 — 7 VR L2
FLOLIETIEI R 7 PH A4 0:61T, PVR OaFffi&
T Sa P SE W B |2 & A I E R O Sk OFFmIZ, A0
NT—TIVEEIZER TH L. F72, IFRENEEZHC
T RIERSE LN WAL, Qp/Qs DRFAM=CATEHIR
TRTLILH 72 E OB BHEDB KT O 7201 B 7 — 7 VRS
DFILE %5, SHIZ, FELfEER T 5 OB IREED
TSRS A, EEIREE OIS L 72 5.
d. BAFE

HIEETIXZE A L DEGITIHERIT AP ENE720, H
RFHBOT— 1L 1970 12 Y. 207 =512k nk,
20 FE COHKRBEIZRBIFCTH LY, 302 mE 5 E0A0
EIHBEML, TOf%, SHMIZEMFFIXMKTT 5. 60 5%
PLEDIETHRIIAE 7.5% ERESNTWAD. F72, 60 EhA
THOTHRERTHITIE, 70 BEEEOEFZRIZR 95% T,
80 /TUEHI 50 ~60% 7%, 90 & TEHY 20% AR L7277
e. Ak - EIE
i. AEaE

(1) LEAME R 5 PEHAE

DEAENZ S L7236, 150 e Pust B~ Chsti®h
AL, OEMEN I 2 BiE) B L ONhugE B B
LTid, HAERSRY SO [WLEMERaE GEY) 718
T4 (2013 FEYETIR) | (295 T,

(2) PH (2R3 ANEHGE

1 % 4.3.5 CHD-PAH OWFHAHEDIH (p.37) 2SO L.
(3) BGME LRI 2 T TR 3% 5

ASD HUMCIIRINE LR D) A7 L bz,

Il & (KRR

FEAPIR SR G-I TH L. SEHEHE L 7213731 &
B 6 7 HENE TR 2175 2.

(4) FASEAMT 2 OB IR

it 6 # AENEPUI/IMEEEZ 3559 %.

ii. ASD BASHffiD®E (F 50) 1%
HUARDIEREA U B L9 0B Bl k& % 70 AIEHIT
&, LEAENR, EEIAREOMT, PH O#ELT, =525
PISHAREIEDMEAT, OAEDIIELR &% T35 HIT,
FERAR CTH ASD B¢ 051 %Y. ASD B
FHAMTIZAE, AVRHI P SEAR & BRI TN A AP ST DY B
0, PASEMTOBISHS S DA I8 LD T ETIHEFE LT
)T & D, 2010 ERRMCERE S (ESC) SR E
DEBTA T4 2" B X02008 4F K ELOEH T4
(ACC)/ KELUER 2 (AHA) BNFERMEET A BT A4
¥ WHELL, ASD PRSI OIS B A HESE A RS
IEROF I 202D 6T, HF - AEILKZRDD L)
AEERE-AEK (HZE2 L TQpQs>15) #idhY,
PVR < 5 Wood H#. fii (400 dynes- # -cm ) @ JE #
(EEED) ", KEILOKRESIZhb ST, ASDIZL D
Zy Sk ZE R FEE B F 72 AR AL 28 R AR R 3R I E
(orthodeoxia-platypnea) %SiERA S 7-iER] (GSE) &,
ASD FH$EAfT OB CTH 5.

PVR > 5 Wood H.AZ (400 dynes- # -cm™) TH-oTh,
BREIARTE / ARBIIRE < 2/3 F 7213 PVR/ AR < 2/3

& 50 ASD [C3x9 2 AT D@

>

1. EBROBECHDDET, BF - GELAZRDDLDEE
B E-AER (BZELTQp/Qs >1.5) h'doh, PVR <
5 Wood EfIDEEH!

2. —RFALKIEE, BECEL, WERIUEILCK I &N FIHIEAETMT

3. BEWNTI\A ARHEMZTDHE, MREEZmEC Ui
T, firEEEEmlc UICEMDETI

U5Zla

1. RIBALDKEI(CHHDEF, ASD [CKDEFTREEREFRIE
BIE o (AR ZIRMHREE SR IE (orthodeoxia-platypnea) HY
SIEBAS NESI

2. 7\« ZEASEMTISE U fERE (38 mm i CRIRIUA DEE
BHY 6 mm BLE) DTRFLRIBECH T B T/ \A X EASHAMT

3. BIFMZET DL DBEHE (FEHEEL EO=50FERP
BIEFER BoMBIERESEE) 289 DEAFE
T)\A AEREMT DB S IE VW EREZ B T DA (S I D AR
AT

(O5Zb
1. PVR > 5 Wood BT > CH, MBINRE / AFERE< 2/3
Ffeld PVR/ AIMEEHT < 2/3 CE-EREIEH RIS 1 AER|

OS2
1. JFANERY PH CE-AFEHEDEVES]

(Baumgartner H, et al. 2010'”, Warnes CA, et al. 2008 '*¥ &
DER)
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NSRRI CIREZTETA NI A >

TH, ke LTE A4 (Qp/Qs > 1.5) AL
SEG) (SR L. ASD HSil I EEENL. 512,
PVR > 5 Wood HifiZ. (400 dynes- # -cm ™), Qp/Qs < 1.5
DIEFITS, Bk A L3EY B Rl AR 2 1 SO
MWDdH YA TTFFMELT) '™ 2 R Tid, b
PEIRIEIZ L B E1T>729 2°C, EAEPHHITH ASD
BB AT E BB S N B EEBI DS S CTWB A ™ Z0¥)
IR & L MR TIT O RETH 5.

EEBEBET2A80 L Tna e, Mgz 2 eick
DIELAEIZE BN olllE X723 2 EAHb. DL
ZAEBICIE, 7NV — 2 K B — B BB T A b R AT,
MATEREZ HE L7z 2 CHISET O 2 g T 5.

—7J7, FEN Y PH TG D R WERITIZ, ASD
FISHAT 24T > T3 e B\ ((CSD).

iii. SHFEIMIERSHATDRRZIN S\ A AT (F 50) 1%

AEHYPASEAT IR O AR TH Y, FAHTFELTEEIL PH 7
EOEPHENZRITIUE 1% I TH 5. EFHRLRBITT
HHZEDPHENT VD, —F, BT —T IVIHEDHEARIZ
X0, BETRTRILKIERITIIZ L Od, BERITFN
A ARASEMI AT R T o C & 72, EERABHED 1% LT
T, FHUHEHIETRD T TRV /20, 38 mm A
TRFLURAERIC, Bk LSO B FREEAY 5 mm LR d A IER]
T, 7N AMEMPE — BN E L >TETn5
(ESE) " "7, 38 mm Ll EOKEWRIETL, iDL
A OFEFERRT S mm KiFORERI, ZDOSILIERK E %L
BEHEEEE) bl HHLTEREOL DI, SR
BT OBIG L 257 (CERE), 7 /31 ADYERHA
DOHEHRNZ L) TN ZHEIRDBISAHL 23> T ATREMEDS
HAH, —RILKIET, IR, EEIRFEE ASD 04
@ZZAD), - RILVKIBENZ BT L R B IR = i 2
FPEERE L E =5 e, BRI 2 Lo L CEFET:
WALIELE Z St (SR &, YVEHB ST
OB E %D, L L, =R IR AT ASD
PSEIT DA TUET HEB D H Y, ZOTAHEIIZEI L T
RO AT B 010 Y,

iv. ZODOSHEEICK I BFlHER

AVERT) ASD FASEATHEATAEBI Tld, HEEEEDL Lo =55
WGV RS T 5 ZRFTERAT (), L5 A B)iE 5
x4 % Maze T-ii7 (CEEB) 75335,

F7-, LEMBI A ARERITT /N A AT OIS &
% BYaE, TN ARBENC A T —T VT T L —T 3
CEREBRET LD, TN AMEMBE TS, Ta—-FA T
TLEHRERZITV, &7 7L —a )i TELE
DHEEDHHND Y.

51 ASD B 7+0—7v 7

USRI

1. BREETZ R A [CHE > TH ST UTREBI T, KITDREZS
HUCVLDERICHT DEIC1 EDT+O0—F v F
1) PH
(2) DBEAER
(3) OERBEET / A=HBEET
(4) =P/ BEFER
(6) ZDMMDIRE

2. 7I\A AEASEITHEITE. 1 h B, BH B, 1 5%, LIEF(CH
BTN D #O0—7 v 7

3. TINARICKDDVERZREDATRE (M - K- V3 v Ik
&), TINAABFEZZR DR (BIEPHFEREE) hdHD
NIEADOR2EH

(Warnes CA, et al. 20088 KD {EX)

v. ASD BiffifiDERE (R51) "

ASD HAMSEF OV EHBASHM ORI T AT L w2 L1k
HMHITWDAH, AN T4 2 fif7 L 72EFI T, PH
REEBET, OB, hEERELL D=5 i R
BT DGO <, 2D L) BAEBNZE L Tlddrk
DEMW R EPNEE 2 b, £72, AT /N1 AMH
ML ZZEER b, TN AR, JEPHEO S AZE
L7570 Z DD T NA AIEIEEEA ORI A PERED B
5728, EMRZREHPLEE 2D, 5 AZELIZ 01~
03% OFIERLWE SN TVDLD, £ DEFNEFHE
2R LN DOIIETH D, BRI & OIERIZHE
BELAGHS, M CERTE O EIZ OV TLT I —HAs
Tz AT

1.3
I EEHRRIEA

a. MREIPHYSHE, TRARLEIE & /NVEEASER

B2 IS % L D ZE R R AR O K FR 12 B 2 o
FHERAMT ARET, waflt Reaflcbhnd. 5wBa
AN Isd@ s & il syt L, JEEER 2T 5
AT, BEMILAIShANG. ElEERITR
(7L 7bh) 261, BEASRTAELD. 2L
VSD %\, Rgaflidthbiv, 2eflidlRof 5
EALIZ LY, S5I23 20HNI5 SN S (Rastelli 45-4H
A~Q) "7 EEEMRORE IR & LR
OREIRAET 5. 72, GEAVUEK, L=ibEysEs
EOEPOF I L VIRESMBEI S NS,

PRI T2 E 2§, SOk Rz
PIRED &Y, HIRRIRD X T & 2 s
B OB E 7 5. % ATZEBRRENN & & & B B AT
2479 . FEEEIEGITIE, Fontan BT 252 b b
5. ANEERMOFMBEREIIRETH L. HEBRETaY Y



2R L CTUER—=ARX =D DREARD A TDOI S, —TF5, Tl
BEFOEILNELL, EEMOATITSHTAT > ho—
VIREEZR A, FEHLIREE & 2T b s Y
AlTiE, MIERERE ZET 5. $72, BEMGEOMER
W HDT, /3y FiEER G SV L 2 WEES LR
Thhb.

b. ERFRAIR

i ER

LDERME), BRE70y 7280528 0H5. gk
RIORTFABIL ASD & K HRFMZFIET 5. MG &
bISEBNHARERT, B)E B, SEESBNS.
BET Oy 7IC LB RMEER D 2L 05h 5. Eaild
FHNZ PH & B=E st s 5720, KFMroRiis:
FRIIENTH 5.

ii. SHFR

11 & O & 52 M55 2 & Do o LI BAE S 2SI S
5. 1M O B S R D DA, PRI AE
BT 5.

c. BRAMR
i. BIEBXHR

UK & M FE R OREGRSA S, HE OB E I
TIIEEIRE D 5.

ii. {DEH

Fedhimtr, PQ MMEOMLE, AERGM 7Ty 7 HAS
N5, ASD & E7 0 IEuRAL 2580 575, ZOFT I3
B CRMIMEA S, 72, EEHEKETIE, MithE
BHlcEeREETuy 7 2B MG H 0, EHN Rz
MADTF v 7 PWFETHE Y,

ii. DII—E

LDEEZGEOTM, K& S, BEREE KEEZETO
A IR T & B, LRERIYRERTTE £ O L5 — R R KR
& VSD %Gl T & 5. JHElTIH CILEES, B pIpRER
W, 2LV 7 VOREARHEiT 5. E=E - i ke
e, REMIER, FLERIERE, BEAIEE BRI
OREOFHiDEETH 5.

LT a—FECTLHNBEOFFMA T RER 2 &L A%\,
TTE TR Z DD N G203V %06 3H 5. TEE
BT ORF ORI A TH 5.

iv. V& MRI

LEFEEB L OEZEREROE =M MRI 25E
THH™. EWEEFRMTEE 60 mL Lk, W5 50%
Pl b& wESSROREL 3 5 5,

v. DEHT—TIVIRE

LDHJEEE, PVR OFFHO HWCTHIS & 2 5. LRk

BT, ARRAB»EL, WML MET 52 812

Il &5 (RER)

&% “goose neck deformity” 734515,

d. B

i. FEFIE

RELRIOHKERL, BEEORZEFERE AT 256
BN TIE, KRERTRILY A T D ASD EKRELEDLL %
W LS gt —EROSEG T IR 2 AL
PH % 2L, HHEUBILEAEIROEHSELL, Tht
EDICHRIZOIRESEALT 2L HALNE. KIE
DF B, BFEMVRL, HBIRERORE M) A0
JEDOTFAAED 20, #H O ASD IZHE L TR R RRTh
%8080 s RO, FEEMNR, PHZREIZLD
EEOUAEEMED 720, BEIAEAEEL S,

i. (BEMEE HeRATE

DB EM RO T RIS ILEI BAF7275, itk oE5%EE
I SSEE R LG AR S 5. itk ENERINL,
55 i, KBRS THkZE, BE7 0y 7, PHOH#
TSI EGTFRIZT LD PRE N, GEREET
Oy 7 5T 2 2 LB 5. itk oAbk
FEDZ I EFWETN RS T BIEHEOUUTI L > ThEA S
Nz g bt BRERMERERSEE A2
LERREA S, OB &0 R EAEENROBEE S E .
F72, BEBRETOy 7 PERBHICHET 22 E0H D,
EERWERBSR Y LEE 55, TNTEH LS, itk
KERFA TIRAEDHEITT L EDH S (5~10%) 57,
e. Ak - &2
BEPRKIBICN T 2 HFANE, EREERINTLD
DAL o L QBHEATE L, LB HEEIA 0k 3 5 FFAl
MEIUHEL . BRI 2RO FHE L
T, ZBBEATRRRIEEMT T 5 Y ERREER
FOMENL, FIEEZZT Th A TR D HIEAR L1322
BHY | FAIER B S AN A 0 T FE R TAREIE (3R
52)% 2 BE | CHTMOBIGE b 5 MY sk sk
ZZOTFAEINNE, KEIRA THEOTM#EL (1 F 1.6 /£
SRR R O RBIIR 22, TR, A gk
%, KEIRAEZE [p.79]) #B#I127 5.

1.4
I BRI

a. FREIPHRECRIRER

BIIRE NI EARN RS 6 SIZHRL, KBRS &
FEMEINREN R 7% CIE TH 5. WFIIER1~2H
THASHT A72%, B LG EICHIIRERT (PDA) L72b.
FE-AREREEET, MR oMn s e LREE AT b7
595 AR D PDA I3 A B LA IZ D 2.
B L EIARREALIZ L0, A O BIIRE R KBRS B R
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NSRRI CIREZTETA NI A >

#52 BEPRRIEICSITIEABERERICHT HBF
DE
HesE
ERBEHRFN (U - BiR)
@52 (L~vs)
BEROEEEAREREHEET HEHT, LVEF > 30% D
1Ba
MEROEEOEABEEAEHEAT DEHT, EEMIET
(LVEF 30~60% &F/cld LVDs = 40 mm) Z&382155
BEOEABREREHEET HERT, (LOBIECRILITEE
Fenziga

5321
BEROEELAIEEFERZHE I DIEHT, LVEF = 30% D
Ba

EAEZEREA
552
FERDODEELAEEFERZE I HER T, EEENRIC
NnNcwsd (LVEF > 60% Hh'D LVDs < 40 mm) HY, AFEAHEL
WY BHEENE< BRAERDITREES 5%, FHIETE
<1%), RREEBLMER CHITI HBE

HEROBEEEABZEMERZHE I DEST. E=HEDRC
NncWad (LVEF >60% H'D LVDs < 40 mm) A, FEmMH
MINT AR N S <, FIFEDOBEMBIECIFZERD PH (I
fREARmBIARE < 50 mmHg) Z&RH2DHE

@GS (v~vc)
PEFOLABEREREET HEHT, MHOBILTHDITE
SEHTENBBE

(Nishimura RA, et al. 201489 KD {ExXK)

WAL ZEL, AIRALASRRD S 512 89

b. BRERFRR *''%

i. B
FEEREAMOR NI H T LEHE, #E, TE
WRTH B, REED LOLE-HEHTE, S1EREEIN,
BiE, W L OEIRE BT 5.

ii. SAFRR

i e L R 2 A P 2 I 5. AR
Db E-HERER T, DOSROIERI 7 » 7V R K
R (bounding pulse) %75, KELfik% A9 5 PH
EOFBITIE, SEBMHEE AL, N EOTIERGELR
CEBHIMEEA Y VA RD D, AT LD TR DT T
/ — ¥ (differential cyanosis), & JNDIEH F5 1L AE D
Eisenmenger fEEREI A TH 5.

c. WRERRR I 0

i. B8R X #

BHIRE OFE-TGFHEEIHE, BUIIERE - AEIKIC
L B0HK, MEREZ ¥, FIMBIROILTEA RO 5

Na. A TIEBIRE OAIKILEL RO HNLA.
ii. DERE

/NEGH% D PDA TIEIEF TH D E0% v, DL
OB EKEE /T DM TIIAESIR, LEARTT A
RBOLND. HEBETILOEMEIOSPE, TN TR,
PH A BtBITIX, HELKPLTMELRIFRDOSND.

ii. DIT3I—

PDA OJEHES L O MATENERZ KA RETH 5. HEFEREE
D EORE—FHEEIEGI T, £ - ERIEKE2BD5. 7
F— 75T, BIIRE D S FRHEIIR O fe—5 5 L
RSN D, HF N7 T2 X B BIRE T E A & i E)
WRIEASEE S5, B ORI PSR S HE T,
WS DI EME L R B0, N EREELH
5.

iv. CT/MRI

BIRE O, AIKILORE, A6 52 OMmo. L
WEOFME1T). MRI CTIZMBIIRE R EKEZ L, 1
ITENREDHEE S THETH 5.

v. DEAT—TIVEE

HHEETH L. PVR OFEVEFIZIENEER, NO R EICL 5
SVERMAE R AER 2 AT, Bl P2 A o W] i %
IS 5. BIREAZERBRCHARPE ARG ELH 5.
MEERC X BBIRETERROFEM R IEL, hT—TIViE
OO TINA ABIFUNIETH L. HEECE G T
*H T HIERICIIEBIREE 1T

. BBHE S s
i. SoMmEDFLE

PEELL Eo -1 % H 3 5 PDA TlE, 30 AL
M, fo LB ORINA S ) - MY LR EAHEINT 5.
F /oS DU C/NEIIC ISR TH - 7R, B
OEEAMICED, WA o Pk OAREE SIET A1)
BEMED D 5.
ii. FRIMEEAZEMRE

KRELFED PDA T, JEnT 80 2 il S PAZE IR A %
EHFT 5. PEEUT THo THELOE - BEAMOR
B, OMMEROBEE;ER T L2565 5. PDA D
Eisenmenger JEMEAE T, THOADF T/ —EZFED,
MPRGEIRIEEE vy, £ 72, RiloF7 / —XIli s 4l
BPHERH LAENFROHILS.
iii. S ENIRPIRR

BIIRE % B 5 A M ELIT S 2 0, G EBIIRN IR 4%
DFSE) A7 ZHINE 5. PDA 2 X 2 G R AR 55
WBENLAEIHETH D25, Wtk DS 2 L 2 &b
OT/NELBIRERIE (silent PDA) 12 SIERIEDH 5.



iv BIIRETE / FhENARTE

BRI, R CRRg R, SLVRHIOBA BRI R, A
T—T VIS NVERRZIIEDLN L, FffiRE R
Marfan JEMEHE 72 & OB BTS2 ENHH. —
. PHICABET BIGEIIRE I, SRR FRE, B Eh R
B, R ERELS.

v. TEOR

EEE IR OB O A IR EAT 5.

e. AE - E1E

i. ORISR

() EEFERAMITROZRV/INE 7 PDA EF D, ERIY
IRERBIESET L ENEE L. AT =TT INA A
2 & B ESIER S RIFHAAHTH Y, EEIEDS
VHETH 5.

(2) G-fSEBEAL O PHEBI T, B RS UET
&V, Eisenmenger FEEHFOEFLIZHEL 5.

(3) EYMEBIIRNIE 2O F L, AT 6 » A LL R
L, PORFEEDORVIEFIIAETHL, T,
silent PDA JEBIZ & PRI F Lo,

ii. #&hF—7IVRIEAET / SVEIF

<1> %ﬁﬁﬁf@iﬁﬁm 525, 812, 813, 815-817, 824-826) <§ 53) 189)

ESEIR OO UHES & BRI 2/ & R BIIRE T3 BRI %
DRI, L7225 THlinE OMSHEII A TH 5
BBV 7 — T VIS 2 a4 5. $72
BRI 5 DEEA A7 > silent PDA & BT O AR 1 1%
IHREC 72,

PH - MM PIZEMERZE = & 0F L 72 BIIRE <1, 2l
MR RER CI IS O W T O EFTS. LaL, &
TR E R I — SN TV WIS E T 5. Bl
AT OBl M IEIRSEGE R S, N D I O
FHobEFn, 29 L7EBICIXBASEBZ LMk L 727+ 0 —
Ty TINLEENS.

(2) PAsHEEDER

© WA PDA 1Z, BIIRE OAIKILLEINRIE % &

WEESTEARRD LN L. Elind ClEEBIIRE B2
figi 7 & LRI AR B E S BN 5. L2255 C,
AAEHOBASED ) A 7 H3E <, RIS T — T VIl
PASHAT S Lo,

@ DTFOBESETH RS s .

- FiliRLEE T MO LEEIZEDET S PDA 1K
5 % [l Al

C RN T — T OVIIBASEAN SR S R BUIREERE (JE K
WEIIRE, BIIREIRSCEIIRNIE R A S et T R 1k
I EIIRE 7 &)

- YL EBIIR MR 5

Il & (KRR

& 53 BREEAHHTOBE

 EEREBEMRZRDDHD
. E-EREEEAID PH ES)

|I\)_L

1. FERDLMEZIE T &/)\ S S ERE

1. MEZEIUZVERE (silent PDA)
2. WAAMDOEKRIIRZE I HEMNT, EMMMEBIEREER(C
TPVROEAL, A-BREICEDEE

1. A-EREEM T, SUEMMEBENRSER(CRIGEZRDEN
PH fES]

(Warnes CA, et al. 20088 KD {EX)

@ EH T — T VIG5 825 820
AMPLATZER™ duct occluder (ADO) (Z 2008 4
WCPRBRIDGR S A, B OB SR 2l 72 L 7o ftiRk
THATREE % o7, ADOX, TNFETIaAIVER
ST H 72 3 mm D EOKAEE HT LEIRE
DEEPOHEDHMEETREE L7z, BIE, 2~3 mm
PLEOBIIREIZIZ ADO %, 2 mm Kifl2ida 1 Vg
et 2 8RN % 2 &A%\,
@ 9*%/1’%%]: 811-813, 815, 816, 827)
BIIRE OIVEFFAT LIk T d B IS BERTAT 25T
n, BOERE ZEEIFEHSN WS, KCEw
BRGNS D A IRKAEASE VB IRE TGRS
K7 7200, AUl 228 FRIEAM THh LA,
f. PEURHEE 57 81 5. 89
HEERE DL EOSIRE 2 T AERNE, 9 o MR AT S
BET A TREMEA B 5. =2 —T— 2 .LlEHES (NYHA) 1
PEREHE IO EEDL b, e BRI =R (LVEF) RT 6, 04
EEABIOFIRBEEL) 227 D5E, IFRRTOEE) L
LS, RIGEGICTILENN R BIRS L TH L, R
WAL BIIRNIE KO PR O LB TH A, PH GBI
IR EII S CTH D,

1.5
AEFRLBRBLRE - BETFE, FIK
B, RTIRE, RERE

ICZPERTEIAR Az, BRI 2 B¢, BETIIZ
EAE I — VLRI CIHIETREE o072 LA L, A
IIZ BV TR RORERZA LA IR L CHIk§ 5 2
DT, BT —TIVIEE, SRR OmMEO T 7
O—F NN EEZ D, BT —TI)IViE#E, JIEHAE#EE
DIt DMFRARAE, FIRZE, WROSANEE T 205
5.
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NSRRI CIREZTETA NI A >

151
A= IEE
a. BREISHNE & mABEEIE

HETPEHE (DCRV) 1, HifRE##H: (septomarginal band)
MOHEEAHBEH IOV AEAEE L, =AM
T FEE (high pressure chamber) & it & MK £ JE (low
pressure chamber) O 2 DDOMEX T HEEETH 5. I
KMWEDRBDHE 1% OFAEFRLIRTHENENLERET
HDH. 70~ 80% IZIEERER VSD 25 0E L, SEMEICAET
2 LWL Fallot TU#E (TOF) L %740, -}
B ORI RA R IEE RO 22\, VSD IZ/NRIESLO
Yia it {, RIBILDFISTHRHEHRI CBE SN TV S, B
RRABHL T 2IEBl b 5. HEEAPEOEE A S IEE L
7ZOHBEIZE W EDN T D, KEIRF T (k) Perer
BT aIEDHY, Wik (B) BIICZ»BEEILL T
RIREIC 2 B 2 03 5.

b. ERFRFAR
i. AER

RS L 7285 3RS & o CHL e IR S A1 2 72 3 5 il L
LIS TREROFEBIZE WV, Lo LI EITIETH
% 5% 80 VSDII/NKIBILTH B 2 £\ 7, TEBEE
TOE- I BT 7 ) — OBz IR TH 5.

i. FEESPARR

B 55 2~ 3 FhENC FRAEMED K & 2 DG S % BEECS
5. AERANESEIENO M D 2\N T E D%\ 7
O, BEEP SEEAOFRIN M & 72 5.

c. WREMR
i. B8R X #R

R AT R,
i. (DEER

AEERE VIR, VI TTHEAFEME LAY, HELT
VDT LA E S p Y
iii. DII—E&

HRENEFEHROHL, VSD &6, iRk s
PFORERLEIZONWT, oL HBMIMICEN TS, =
GG O FEVEDIEHEE D TTRE T . Ll 77— T
WA T, AENTOZERRIEEZE L BEErSDOh=
1R CHERREEY L KR 20 5.

d. ak - s

A D3 TTE CHEZES 50 mmHg UL E & 7R354
SNRZEDHIUL, FATGEI RSN WS
BIOGHBERRIENZFHTH 570, IR A & R
D, AT—T VGRS TH 2.

e. Fili
ANTLOHTFICHEEZYIRL, 3 =M CHimRaE

LA AT A IEEM R YR T 5. £/, BE
L7bHEE 2 &% 3 L ICYIR T 4. B30
WARERPIET H7-0BE L 2V I ICHETRETH
%. VSD 3P 5. REMEIIRFAH DT 70 —F Tidsk
72 F T2, BN L2 TE RV, AE
HOE R LIRS T 2361, RO Tz b 1%
SENDI20, FHEIRA T D4 EHuEE & HEYIB L TR
Bk a2 L2, o8y FIC X A SR MBIEA 217D
CENHER NG, BEUBICL L EHEY BRET HLE
v, FITEGRIEEFCH Y, s L S NIzhE
BICIRERIBIIDFTFE L 7D 7\ B0 B,
1.5.2

FhENARFIRE, FHTHRE, FLE¥E
a. BREIFHYFEERRELETE

M EF 2D R WITEIR 4% (pulmonary steno-
sis; PS) &, SR LIEAD 7T~12% %= 58 5. Noonan
JEBRRC LI LIEEBET 22, ZoOBAIIEERFTH L.
FUOVEIIZZ8E 2 BAER CldA SR 2 fE v, BRI
HEEe D R~ PSR AR I BEAEIR F 7213 BRI O SEIR
THMIET 575, hEELETIHETHEOZ L35 5.

FNE IR ORZE, SrIkERkzE, KN E) IR % LA
DIERMEEBIZEH L TASNS. F 72 Noonan JEMERE,
Keutel JEfE#, Williams-Beuren fEBEHRE, 25K MRS IE 5
B LA PET 5.
b. &% - 18

IREIIR AR Z21S, T RIEEGEDY 25 ~49 mmHg D el
1£20%, 50 mmHg DL ETIRIZEAEDN T —TIVA 25—
Ny Y arelBed 2 EikF I fish-mouth £EZE
Ex BT 5ILNL0A, LRI RE . L
Do TNN— RO L VHEIETHY, H—ITHERSN
BIHETH L. LoL, MATEIFEIRAEOL KL & E
ZBIENZ XD 23— LR SR 2 Z L3 Y, RO
Friit b A S5, Noonan JEMEREIZEL { AN LRI
BT R FLA SR INAG E T IR IR AT L T BIERIT
&, BECERZERRDSIEAR L, A RO 08 H ), F
W X D BESUEEE 7 D, FEIB & 5 VIS Bl %
1%, LEIS U CHRIRILARE 1T

Fr BRSO T, AELEEE EAPHEE
M2 50% B 2 5 & 9 Rk zE, i > 777
7 A COMFAAEENBOLNLYGE, AT~ MEiE%
Bt — VIR P Y B B AU F ok
KILHMT % 53 4. Noonan JEMEHEIZFERD L5 Ik Sk
2TI, 2NV — IR L v

T =T VBRSSP FM A ADBIG, 514 I 712onT
FHA T A BT 4 30D, BN DR 24 (ESC)



DRNER M IEET 4 F T4 VISR F D5 T
% (&R54)".

1.6

EEFRLBREEERR - XBIR=R
FTRE, 7EWRE, KEliRiEE

1.6.1

KENR=RFH
a. MREISFHGE S RIBLEIE

KENR 529+ (bicuspid aortic valve; BAV) (%, m AL
IZABEND G o EBDHEDOEHWERMELERT, £A00
1% % %, BiE3: 1 THEIZS W 10 B89,
95% IZIFRORFHB AL, HEREEEROBE LTS
L T70b oL b4, HEifE (raphe) &\ b A RPESSEA
WEOTEAES 250 KBRS FE N R RIESE (cystic
medial necrosis) DT HAAFRD S, MERED T 4 71)1)
VAEBREPL W ESMLNTED, KEIRILIE,
AL, MBEED) A7 BEVE SN TWD, ZOFTRIE, K
IR FEPASHAN A % BAIE S 2 L IR, RO RS AE,
PLERRRE, EEIRER Y BLS e, IO oRERT
REIIRIEGR &\ ) TERER R FE B 721 Tld R £, DFERBER T
e H 727 R, aortopathy & L CE S 25N L9912
ofz. TOWIRMRZIL, HITPRZERILE (post-stenotic
dilatation) &\ MMATEYREF IS CHRERETII RS,
WY B RBIIREER R 123D b D TH B 1 978 g

’

9 4R R 2 & RENIR AR A DHEST§ 2 B0 082 Dggzs
DRENRFPAIA % EMETLHED D D5, KIREE
EROHLIELZL, TOMFELTHLI LI, B

DAL TR 2172 5 TLEETH 5 ™,
b. ERFRFAR
i. AR

MINIEIER TH 525, HBRUEOKBEIRFT 22 & 7,
FRIRDHEST & & DIZHETTIK, FTVEREIFIRREE 2 & D LA
SRR, B 7 & OO RIAER, Rk 27 & ORI
JEIR%T BT 5. FIBIERDZIRICOL G H 5.
ii. BAFRR

B 4452 2 ~ 3 BRI fei 2 & A 3 % ORI BIR L A2
BN S NG, KEBRAFEAEE AL TnD L, B
e IERRIMES 2SI S B . Shze - BISEA L2 A
BEL WA T, KBRS EIEA B 2 356 (2T
KEDIRBA TS O A e AR IS 5. W b R0 SR
HINZAUHINEN LT DB 5.
c. REMR
i. BIER X %
FATREIROYER D780, 4 1 ST 5.

Il &5 (RER)

xR 54 AEFHBREBWRBOHNT—TIVEES KUFil
TTADEN

HED IETVR

L 95X DL

RITSBRAREERZE> 64 mmHg (BRAEE
4m/B) DBE, AEKENEETHE
BITDOABELEIINE, FERICHDDS
TEET D.

FENARFFIRAE T (&) UL — > s R 2 2R
9.

JOUL—RURMTDMEINC, AR EIR
T HAME—DIRIREE C b D MAEIRIEDEE T
(&, AZRUEHE> 80 mmHg (=XRF
TRRE> 4.3 m/#) THFMZETD.

EEZE< 64 mmHg RisDEETIE, LIT
ZROBDEEICTAZIREITD.

- FhEARFCRE T DR

- AEHEDET lla C
- DCRV (BHI&E T

- ERIEAENR

- ASD Ffzld VSD 7Z 7T UTch - EREHS

NEFPBIIRIRAEAE C (&, FEIRAEZER> 50%,
GEUEEAE > 50 mmHg h'D /& el hf
EREEDFET 55, ERZBHTE
BZIRETT D

2010 £F ESC ALK IEDEEHA RS A VICKD.
(Baumgartner H, et al. 2010 £0D)

Translated and reproduced with permission of Oxford University Press on be-
half of the European Society of Cardiology. OUP and the ESC are not respon-

lla C

sible or in any way liable for the accuracy of the translation. The Japanese
Circulation Society is solely responsible for the translation in this publication.
Please visit: www.escardio.org/Guidelines/Clinical-Practice-Guidelines/
Grown-Up-Congenital-Heart-Disease-Management-of

i. DEE

FrE K, EAEGITIENEEEE T ST-T 21k (strain pat-
tern) OFTREZET 5.
ii. DIJ—E

KEWRFFOFREZ BT 720120 - & b HHARBTET
HbH. ZRFOBWL MEEOALE FFHRRORE, fEAL,
AIRACTRE O, JrOmeE, A=, A=k L
% - KBIREEGEZ S L) RREOIESR, e O E DS
ﬂ‘ﬁlét 7;:%) 116, 835>.
iv. CT+MRI

KENRETIERKOF ML AT REIRE 2 &, REIRIE
RER AR 92 2 LS T &, AT REIIR A LIS i
MR EAT OB % HIWT BB TH % 5.
v. DEAT—TIVRE

AR TOERAELIEL, EEETHTE TS, M
FRAIC L ) KREIREEZ 5+ 2. &R CREDOBH &
FEREEZFHAL, WAL IET 5. REEEEIRER
DY A7 35720, 40 KLU LRI LTI, Bk
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NSRRI CIREZTETA NI A >

ERHIT) 2

d. BRAFE

FRRRZEDMEITH RN &, RENIREE R RE IR REED & Of
HIEDSEW &0, HBRMUEREIRAHZE LD O AR TE
IEARBE SNTEDS, THEOBW, HREOESRIEW,
A PRI EE AL L CO#E B W ET 5 MENEL
HOND Lo TEF M,

e. ol - I8

B WL RENR 22 D AEAT 2 P $ S W RETE DS B
M0 KBRS DEITIEE ) L b2, KB
DRIEE R EATREIIRDIERIC D ITFE 2T 5. FATREIR
FED340 mm LLEH BB A1E, FIZ1HCT b L <1d MRI
TRENROFAG 21T . B4R, A5 F > OMHHARE)
IR =52 45 1 O R ENIR LK % B0 5 2 W RE M4 & 7RI 5
DIEDHREND Lo TE ™,

f. Fil

FAIRAREDBRE R FHFEZ I L TUL, »NIb—2I12k 5
U ZEENDDY, AIKILFHE OTR EkiE Tl Rl
PRI 72 550 I D L I3FEIRMHITH
5 %Y ACC/AHA 2006 UEFIESE S A4 B 7 A4 > T,
LA 77— 7 VARA S TR E 87 60 mmHg DL =T,
EEEALOER -, RN LA S NAUI TR #IG &
LT, KRERE, KENRGEELESET LY A7 05
720, FATREIREE 50 mm PLED L <X 14£12 5 mm DL
IR T 25 A N LIS IR OIS, KBRS FAH
BRI EATREIIREEDY 45 mm Ll E D A8 413 AN L& &
AT R FE AT O 5 & STV % A B BT
Thb. EFE, ESYAZEMIH L TR T—T VIR
BRI IEHAT (TAVR) DSA<ATDONA LIk >TET:
A%, KEIR ZRFFEFUCKT L TOREEDEIL E 2 ) 2D
a!;) Z,) 852, 853)_

1.6.2

KBRS TI%%E
a. FREISHUYSE & fRRBEEIE

KBRS T B ORI BERICIR ) 1 L CHese %
HELBL0, HEHEIKELEZ 2000855, 72,
KREIRFTHRAZDOY = v MAFTEIC & ) KEIRFBASEA 4%
ELAZELHA.

KEWURAGEZE, REDIRBERT, P52 RR RO A IR
BT T 25603, INOHOEETIE, BEBIZZDH
AT, EENPLETH L.

b. ERIRFRR
i. JfER

VINIISEIRTH A%, (LMFETCHE, WPIRREE o, 2k

WIS LR BT 5.

DEF L)

ii. BAFRR

W B ATA5%EE 2 ~ 3 Wb 2 % 53 B U IR L P4
BB S NG, KBRS & 8% 0 BRI, FHERT
[ RTINS
c. BR&EMR
i. DIJ—E

KEVRF T AR EREEWICL VL, #9—-F7FT
IERRIBICELIR DO S B B 59 KEIRF ISR
EOEHHEET 5.
i. DEDT—TIVRE

G CORBGEZAE L, HEEZHET S, Mg
FORRAIZ & REIIRF TR Z BT 5.
d. Fifi

ARz o0 LT, KBIIRTMEE U B M Bty
HATHI, b FIVESR I LT, iR R &
|2 £ D Ross-Konno Fff, modified Konno i, /=it
A OYIRRA 2 LSRR S B 9 57,

1.6.3

KEbARF LIR%E
a. MREIZHIFH S RREIR

KEIIRD ST junction 25 FATRKENRAKR £ TIIFkzE%
AHT2b0%\w), B fhEEta, R Eo 3 225
HENS. R0 Williams FEGREREZ G663 2 Y.
b. ERFRFRR

KEVIRITIRZ2 \FEBL L 72 EIR 2 7R 4%, R E)IR
WEDEHIEEYTH 2 ™.
c. ¥&EMR
i. DI3d-E

KENRT B~ PATKRENROIZEL BIE L, Eio
JEEGERBES A, ROBEE, BT, 590 % &x 60
B RERFIFEDZNZ O 2 ANAFHTH 5.
ii. CT

Zyifithesa v ¥ o — 7 Wi ikE (multidetector com-
puted tomography; MDCT) (2 & ) KEIIRIZHE % [EREIZEE
i eNnTEL, F7/2, Williams FEfEEEICEHH 5K
REBHBIIR S22 DFFAM b 72 WA~ ABHTH 5 5.
iii. DEDT—TIVIRE

wEH COREEZEL, BEEETHET S KBk
DERFEFAL, TEIR, IR OF I, KRB IREZ
DE ML EDOBIIAEHTH 2.
d. Fifi

— %121 50 mmHg DL E OIS TATEIS L Shb.
FRRAEIOFEFIZ L, ezl a 2 HIICHEK T % extended
aortoplasty (Doty) X° 3 J5 Il |2 3L K 3 4 three patch
repair (Brom), #fi # ¥ % H \» %2 \» sliding aortoplasty



(Myers-Waldhausen) 7 & O ST, KIE
BN E I 2 i 2 U9, ERNSIS U C AL
L: J: é%ﬁiﬁ%?ﬁ: )) 861, 862),

1.6.4

KENARSAERE, KENRRSHEERER
a. BREIPHYFHE RRELTE

KENRHMEZE (coarctation of aorta; CoA), NENIR A BEM
(interrupted aortic arch; TAA) Ti, KBRS 72D 5
WIS 1), MR S B\ ITEERTERIEBIIRE A GD
O L UEZEN L) FRMNCAAAE T 5. SRARIERE D,
JLHiIZ RENRSIETER E TH D, PO L D SR
EFEFTSFEFELETHL, AR RLSINE S oSk
RIECIEFE DR VEAEITH L. 5112 VSD X PDA
% EQFERMEEER AT 2 AL, Bkl - FLIEH
ZFEL, FIT T S B Y
b. RRFIR

MDD S BN EBESIE, TR OIRIES
mEDNBHY, BEROTEOENTHRZ 256055, L
R, TRCOIRIAES 2L T, FAEPED MM % A
TeORIERSFE .

c. R&EMR
i. DER

FERR R EET 5.
ii. BEEB X #R

BN ZAZIER L 72 BB BIIR 1 & % W& TR gk
(rib notching) 233 HILH Z & Hid % %Y.

ii. DI3—iE

B NEORREE, KBRS - B ToMEOR M ERE
£, BT X MMM E L WET 505, BATIE
Ia—A Y Rk, FHis NG E1H 5.

iv. CT - MRI

KERICREZ FICAHMII$ 2 2 & AT E, (LI SR
HEERAMTELILLH 2. RETIIBEMRORRE
DI TR L, TEIIEN R AERREIFHH D TTRRIC R D 2O H
z) 866, 867),

v. DMEADT—FTIVRE

PAERTOILEGE A MET 5. PHE L7 20 mmHg
Dbz gERfzELEHT D, KREIRICEL T 5. 5
UEEIREED ) A7 DB Y, 40 L TILEEIIRE
AIT) ZENEE LY,

d. P&

KIGEDY; 6, KE\IOA SR &L, IR F i
(X34~ 35 AR L S Y ETHIIRBEIR (8)
WD DT KBYIRGEAE, B, g OB 2,
oMM UARE:, B LIER ETH L Y Zhp

Il &5 (RER)

DOEPHEIIMEEMBE THAE L L720FENLETH L.
e. ialE - B

KEWRAEAS RS OFIAERIE 10~ 15% L S ™ 70
FETATBI & [FkE, FEBRZARB]CH AR O % IERRICEHIE L
WY E AT LED B 5.

B E T TR RINERME L, FTFRIEZDOR
HEATERT 5. BWEOMAEERIE, ZERO BT
MBIEEAELRL, PLY FINRTAY —7 EOES AT
BRI IMFEAEDSHS N0 A 2 e DD A, MEZETHIE
MATOFEDOREEE D LB LT, 275 Lok
E{%}i@%b&\/) 871—878).

AEWRIZ 270 5 3 RIS < T IEAE % £ 5 KBIIRAH
72 GEFATHI, MREFE D) 1F, ARERRETES
FEIRERO TR 2179 7% 7o oF 7o VR
% (ACE) PHEIER BEWETEASH R CTH 575, Akl
PRAEFHAE %A D FEB CLIAR AL RIS D MUT AR T % & 723772
®, ACE HEIIIMHHL 2w, KEIRGEZRED S - & & —fk
M7 B R RN S U L 5 2 B AR B LR A T 5 72
&, WBIEFRG L L HIMOERRTOa Yy bu—L b7,
AR, BHNELWAEBEEE b1, EsREE1T)
TENEFEL WY ERC ETRTEEN R, HH W
FIEFIME CTOEBRFICEMELT 2T 5561, #HED
TEBIIAER B L) Ry 5 8D Fe AR oK)
WRF TR AT 22 DD N IEEEET 5.

f. Fili

FURBHATFMBICIE, (2T LB CRZZERIIRR + I 4 WA
LB TEIR 7 5 v 77 & H OO A0 KBk EAS
WHETH 5. KEIRSTEZ 2 E ) FEG] Tl A REIIRS
FEM AT, Rl T, BEMRICIAII50 % = 20
F—O A% E LRV AL— A RTRER Btk L 7= Tk
SNB Lo TE S ™ w i DRI MR TR
AT ET, AN TIMSBERLE &6 SN
FILEAES A% AT, TR CHRETHY)
DBEDPSIELINA 7SARR F-F N S A EORBI T %
BT 2N H 5. Mtk LTS SICEIE*AE LS
FEBIA DY), EERCEMNEESUIETH L. /8y Tk
KL BRI SRR IS TER S I B 728, BIFET
FFEALITTOR TV S,

FERZ )V — VARt S F T 528, IR BRI T
WASARHNDLEDHEDH Y, £FMOKBIIRMEA (AT
HANENERR & L TONI— AR, — AR iR s
LCHESZ L T 9 g A D IETRBI 5
LAT Y MEELRALN, BIFRBEEIRE S Tn
2 S SEhAR AT HEAEH S b DD, Tl
ZHE BT Td 2 Y
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Jﬁﬂ%klﬁL@bn/ﬁﬁ’f FIA v

FARTHGRIHTA IR - FLIRH1 S Y A 5 %0 L b2
BIFCHh 5. %E%E/Mﬁ%\%é\ﬁ L e WREBI D LE Gy i3

BHIRICH 5. M aiHE: LT, Bk
ZERBYIRKE, WIE, REIRPIE, FIEVEE B IR

&kiﬁ})”,%ﬂé 865, 868, 870, 885, 895, 897)'

FRezepclt, 0%, SIUECZ, EFEBImEZE
20 mmHg PL EASH 7 — 7 IOViERE £ 72 37RO E O 6
LEND ™ T —FVBENTDIL, T —T ViR
BEOMNENIEHIEEMASEIR S0 b ¥ % fizetio
N LIS BT AT DI B A, i MENMATIC X 2 Hil
DREBEINDHEZ, FATREIIR - T REIR I IR
S NA ISAREAAT OIS Z L b d 5 55 0 FLRHO A
TIE % AW SRR T, B ARISE ISR AR 7

FRAEDSHEATT A, ZOE D, NLIMEOFELRAM DS L <
EIERREN RN A 2 ARFASRAR S 2 %0 02

T OERGD A O A1, A IZIEA E L
L7 Z B A4 20 904).

17

Ebstein 5%

EAEMORESE - BEIFOFE - BT T, Z09heh

FEOHOTHEARIZLD, ZRFPHIEREBRIGENT
T OSSR WAL, GRELLAEERAETH S
EARRDORETH 5 HEAG RO OB
JEHAL - f%‘fﬁﬂﬁbr]f(k&h EEZTHET L. 6120
EMAG-IC0EE, EOE 2D 2EH 5.
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AIEOZWN, #E TTE Tirbh b, FlEsR, Held
HEOREFT AR (A T20 mm PLEFE 72148
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ASD TOHE-IEE#KZ RO B, LEFEEEDSHL L
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BET ORI - FEREAE LW DB S, MRI TlE=R
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BT DLLEND L. NRTFRERICEEEE 7Ty 710t
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HAEERIT 86.2% T 425, TSR % & 6 72 BRI RL
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TiL, ZERAOBFM RO ERZILTWARVDS, A
THERMZEOSHE (PUBEFESEIC & 2 dif, (e gtk
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CBERESE T~ TV EEOJED]
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FBEITORE TEHNDIX =557 Bbstein i1k & =7
@ straddling TH V), =R, MIEAWE TROLNS.
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NG COROERETOY 7 EELRTL, B RS
LI EEAEH ORI sling 252 Edid 5 M1
ANEHNE VSD PASHART, =SeFr il A s mhEhiR oot
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WD DB % aortopathy & L5

FIEDIRREX, & LD CEBIZOBOLN, K
BYIR R 10 0 Y KBRS ZE Y, TOF, (& A2l
BRI S B\ IZPIEE AR D) HUOERLOERE, REIRE
iE, e KRIMEEM, A MERRERER2EOFT /) —+8
PR EREDEORBRNLEETH Y, FBEIIKE)
ARASERR L 1> 200 (R B6), KEIIRFSEROHBIR, *
NTEBLPNKRBRFEEL R T EIHEINL T
2 %0000 = S SR O R B AR R R ZE 11,
Marfan fEfER L HRNBE L VEETH Y "> KBk
firefE, KEIRBEOMED X500 TcH 5. F
72, Marfan JEMBERE & 3R 2D, REREOMBELE
725 L DL RERIEEE STV na®, TOF OKER
PERRBID 50.9% 127 4 771 »-1 @ exonic DNA variants &
ROz DOIELH L.

512, BRMLERD aortopathy (2B1) 5 KEIRIEA
TIE, 7ok 2IIMhEIARSRZE, PASHZ LS 77 / —EHEKR
PELRBIZA SN S X9 B RBIIR~OF =AM, KBk
FEAEIZA DN D L) R REIR~OIE AR, S 5I121E55R
IZEBIMFEE DS 7263 T IS0 LR &, MATERE
T ORGSO BEESDTEIE SN TH 2% 29 L7z
MATERER 7L, e RIIHFEAES A RKBIIRBE AR & A
ARSI RENIRIEARICE G- L T2 T ReEDII s, 1%
BRI 1z 3%E (mechanotransduction) & L C, KEjIREE
DEWE L7254 OB EHAL LT, ERMIIKE)

K55 AXFRILEZEMEDS T EDZWVWEXREDEE (Marfan

REIRBEIFFRL)
REPR—F (Ross FifikbZHD)
RENRAERE

FvEIiTkAE / BRTHIC VSD Z 5 F 77/ — BRI
TOF
MAMEGERIN

ErEINII=ERIE
IR

Fontan #iir#&
MR U REE

(Niwa K, et al. 2001, Niwa K, et al. 2002 %%, Cohen MS, et
al. 2003 %", Dodds GA, et al. 1997 *® Schwarts ML, et al.
2004 %%, Losay J, et al. 2006 *° KD EX)
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NSRRI CIREZTETA NI A >

WREEZVEICRES- L T B REIE S R ST 5.
b. ERFRFRR
i fEIR

HRRENABEL 72 2720 5. KEYIRILE A 743 IE
R7ZDS, fREEA RS L% IIZROMRE, bR A Fik
5.

ii. BHAFRR
REIRF PN D IS Z NS 5 2 &’ 5.
c. REMR
i BEER X #R
FATREIRILER. DRI R T 5.
ii. (DEEER

FEBLOPT A7 {, WRIRBRICIKAE 3 5. BRIk
WL CIE, A=K, TEART RO 5.

iii. DIIJ—%

KEIRILAROEFBAL (F8w, 2NV )V 2N, ST junction 72
&), KEWRFHGE, /EERERED RN & 2 DR LB
BICEHTH B, —H#, KEROFLDSEEL VWAL H
5. MM EHAEDEIZREIRD AT 1 7 2 ADEHH %
Wr LA HCTH LMD S 5.

iv. MRI-CT

KEWMRIZRE, $55E, JEOFEMiIZIE, MRI, CT 2SFH T
H, BEEEMAE DY, HETORMBIZE RSN
5.

d. Fi&

B B OBIEM T O RAER S KENIRIEIR, SR,
KERBEHAE L2 H D, T2, KERFER D
WAVHEATT 2 REMEA B 5. KEIIRIL KOG T, Ik
KOFEWFES, FHmOF 4% ST 2RO 13
ZEFTLL—HLTBLT, SROT— 5 OEEPLET
H5b.

e. Ak - B2

ANBHIICHEAT L 72 Ross Fli#2 (£ ITKBIAIR =52 97)
X, REMREOHAR, KENRAHETO LI/ B Z 72D 5
ZEND DD, B OREBESLETH B0,
TEOMEIEBUE B, 52 & KIE LT Jatene fiT 7%, Fontan
Mited, KREIRFAHIE, KEIRILHEDZ RO SNTW
2 997 999 960 969. 970 = & SRR, IR e & b
WCRBIARILR, KBRS TEAHGE ST 2 RSN DY, K
BIIREE, KEVIRFT ORI 2R MBIE SR S N, P
FEOBATOILKRMEANFELO SN LG, LEIZIGLT
1R 1 AR ORBBIE DR S 5.

Marfan i 5 £ T, KEIIR OHL5R T Bh 12 B M 5,
ACE [HE# 7o o470y v I ZHEREE (o
y ) ERSN, ORISR B 5 2 L ARG

SNTVDEY, TOEFBIZEHLCO—EDRRILE7%
V) SRR D Marfan SERERE & RO KEIIR
BESUE A 5RO 5728, FRIEHEATHIHNIC 2 S OFEHIOF )
WA SN LD, WELZFEIESN TR,
f. Fifi

Marfan fEBEHETlE, KEJIREAS 50 mm i, &5\
HEAE I ILERDSFRD SN DB BB FMEIL L D (R
56)"". ANTF& N T4 % #la 4 b+ 72 composite graft
#= H\ % Bentall BT, &5 WIZHCARG KEIPRIEHE
i (David %, Yacoub #:) %479 %% 7 F7 ) —
LRI RN DR ST 2 O KBIIRILIR R 3 % KB IR
e OREATEEME L 2 <, REVIREED 55 mm %z 5
PLIRASFRD 6N D A I REIIR ERATTE B A3 HE3E S A
TwBD Y, SHOMEEFHETH S,

2

F7 /—EBHEXRMENRE

2.1
Fallot FU

a. FREIFHNTE S RABLEIE
RERF DS OE BB T 52 L1280, £ A3pEE
BERERL ™ & X298 2-#8% (conal septal defect) O/[v25
iR (VSD) LD & 2= G R ORI
B, ZIUIPE)HERRZ UL 5. FTRERE, TRESE
RV, BELE XIIN DB S0 2L b H 5.

# 56 Marfan EEIREE(C B (T D AKENRFHTDE

HED TETVR
ISX  DLANL

RENRECIREBDRARDUA N CH D EE, FiizhEiTd .
e > 50 mm | ©F

BT

® 46~50 mm
- FEREDIRIERE I
- RIEAIEICK > CHEERSNIZ> 2 mm/ &
DETHEDILR
- BEED AR FldE MR |
- HIRDAE [
o KENRDAMDIBAIN > 50 mm = (3
ROETHEDSE, FiizEEEd 2.
* ESC DIEFARIES A RS54 VIE, TNKDBHPLPEET, 1t
DB ZBHD T 45 mm DIFEDH ZHELTLD.
AR REDIRFET, MR © BIEFER
2010 fF ESC ASERMEDER A RS54 VICLD.
(Baumgartner H, et al. 2010 &k b)
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BREIIRF L LIS ISIRIER C RO Z E D L. LEH
fR/KHE (ASD) REETEEAREIELZE) 2B D),
T IETELALND. T2, FIRILASLH T OB
FESVELEEIIREGRRE S A Q~9%) ¥
270 Lz, R TFAROEEBIIRE Y, I ES)
WRASIERT FATE L DERE L C, A= B 2 81T LT
WBZENHD.
b. BRE

1AREARERIT 64%, 10 SEAEAFERIT 23% C, REIEAFZ
Lo LRV ZAAENKE DT, EIEIC
Fallot U (TOF) T&H-o>TbF 7/ —¥047%{ VSD &
L THRBEZ SN TR, ARIEIIRMENINAT2358E L T
BY, 77/ —EOFEIIREET, BMENOLH 5.
KERILEZ A LD 2L b T db, HRELIZN
Z 7S, ) ¥ )V Blalock-Taussig (BT) JEA& AT D &
TEMAGFTZREMND TIUHEFEL, 60 L ETHRIGH
TELFIBHESINT VDL, ZOL ) BIERTIEEFM %
NFER I OB DAV IEL T2 5.
c. (BEMTS KUl DIRRKE

LPMETERTIE, VSD O RISE & A5 S5 BE D P A2 R B
HB. WEINIRELAENFPSOBEIMTONIZZ L
L, RIEBHOLG LAEDORERKE %> TWAH7,
VA TR BIIR - ERFT T a—FI2 L B85
ENEOBMALSEL T OF N - FUBINCFH 3 1TH
NTVR M 2L R TIRAREFZ L 2w
transannular patch % iV 2 #HFEAYE <, [ RO HERRA
EAMREEN DM L AR (FRERTES Z value
-3~—4LIF) TlF, —J77 transannular patch % f\2 %
Mk h % " AEFHHBEOFEICHVAHETIE, 7
5, vy, IRBEOLBEIRAIKILLLT WO TBIETIR
HwbHhd, 77 v 27 X (expanded polytetrafluoroeth-

& 57 TOF & DORER

1. FERAEAEA S

2. FERFTREAEAE P =RFAHEAZIC LD AEIALEET
ES

3. BERAOEMHEERE

4. FIEIIRIRAE (D IRERIRFES KU RMEFEIRETZ )

5. R
1) RS0 =ER,
2) BEIJOvVY, DEES - #iZ)

6. AR

7. B¥%KENE  VSD W ASD, IFfLREE (F7/—F, Mmig=
%)

8. ETHDOREIRAAEE

2008 KEDEFRFS= (ACC)/ KELERH= (AHA) BALXRME
REHA RSA U %EBBIDHTE. (Warnes CA, et al. 2008
KDER)

ylene; EPTFE) ** ™ 23\ b0 B 2 EANEE A LT, th
WIS BIFTH 5. HUMBIIRF Zinfr3 5720, HE
TG Sy F (BIIR, S F & 7z separate patch) %
FAVa 720 % %9 Sl B & 4% mm O#FIZBRSE LTl
EBERE R WA T 2 LT DM SN TV A, MR oImeT
BIREECE S, FNRRER, (ORIRERE, Mo E L2,
BRI TR LE, LCEABIIROGIHI LD S, RS
W12 & Hp RN 22 2 OV FiR B R AAE T ENR 3%
7, BIRFAE R ETH LY, RUERBHIZ BT 5 RAKDM
BISITBIIRF A TH L. RERSLOAEREDOHE
FEIRD & HIEBNI D) R TS, RIRIZHET S 2004
SRHARERZ B L TRV EHNEL, 74E-T Y
T CIEHRIERY, 2B 2 5T & B 2 R OGRS ADSE
FTdhp TSN (KRBT MEIIRS SR D
ROMEATIZEEH Y, 1) HOATORY X ) ARk
BB 286, 2) AEFEAMICL ) GEREA S,
SHELDAEERP LT 250, 3) HLOS5hb5w
BRI L) A SIERRIEAY LA L, RN G E A
FEZ NI 7% 5 2 & TREOIIREEAE L TL AR
DB Do, UHEEDSTHNTH L) B, b
DEFEIIG L7 @) RS EETH 5.
d. #®EFRR (k58 59)°
i. DIOd—-E

IHMREERTH 2 DT, EMES OB @R S H sk
e IEIIR I PHSEAN A DORERE, =St 2 s iig 5. 6

& 58 TOF iliENRBROER

1. RASERMELDERBOEFIAHZ B OEREFPIEIC L DER
BTSSR

2. DIO—FBF MRIF2~3FC&, CT Ik (MRIZ
=61

3. DEMEFEE, NILY—DEBEHEF1~2FCE

4. EEEERE (DMEZERE) | SISO ™ESFFRE
PEDRERRDIR S

(Warnes CA, et al. 2008 KD {EX)

&59 TOF iiiEBEOMBERERRELPTLIIRS Y b

1. BOER X #R EDDIRKIS, RPRIFMITEIRRDFFHMNLETHD.
%<&, FiEiRAEREAEZF O TS

2. b=, DEABIROHRESFE2FMITEREDOFHMAME CTH
D, FEIRAREEARZHD L%

3. F7/—EHFEINL, A ® ASD DERZHERT D

4. BEBRPEERE, ZRAMBEAEDHONDHEEEF, &
ERE, L ICHERAREAZDRRZRERICITS

5. EERBERNEDRRAIF, EEMBON DT OHRE Fill
FOBERIEE, RBIRAEAEAR(CLDEDER, iHm(C
FOBMIE - BEIRARICINA, SEOAERERED S
RACECDHEDDHD

(Warnes CA, et al. 2008 KD {EX)
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NSRRI CIREZTETA NI A >

EIE, MEIIREOHEE, #5% VSD OFEEZHERT 5. L
»L, TI—BE T OROERWEHGAA 14> TH
Bz Z v, =R B EE (TAPSE) <04l
WE 77 ORECORARLIEL SN THRN " 4
FEARCHMBENIRT S = O FHI A BREER) O AT IXME
TV Z Laro 7255 2% %% 3D MARIC X B 58 8 19 72 3FAif
bEBOFEDFEE NS Y. HE O myocardial perfor-
mance index (Tei index) (&, U)o AE B FHMi 2 ATV
SNBIENDHD™. LEOKES, KBIRESREHIS
KENIRF AR ORI S R L317, HEERRE SR
g ZEDPTEDHALTHIE L TN ) A THETH 5.
i. BERHEIEE (MRD

FHEOFH WA EREOERWEH O T—IV FA Y >~
5 —FTH 5. TOF DEBMHDO 7 +0—7 v 75479
BCIZ LI ITb R I R 62w, JEEFRMIZL HAA
regurgitation fraction, HZEAFMOIHER, AT RENIROIL
ROFMZ S AR TH B 7% JeLROFHIS TR T
b 5. HIFIOIEIIREARMTHI 2O wall strain OFFAMT,
FERRO THRE FHICHETE2LE 2615, 72,
OB GREfL) TR TH 5. EByEHF MR1™
£ 3D MRI'™ Of AL ME SN TBY, BlfEboL b
BHEEODH 2L TH 5.

ii. AVE1—SEiBIRE (CT)

KAEBEEIR O AT REC, SR RO FEEE % &F
filiT & 2 1001009 e 2 R — oy RoRHIA AT B 25 (ICD)
THAAFET MRI DT X B VIEBITH, HEERE, IR
OFFHATHETH 4. EHAN LD RBEPATHT, HE
FROFHIATERWHDLH 2 . 3D CT IZFHFAHTOR
DORIMERFR, EENNROETT % & DFHEII R 28 2\ A
TbdH5.

iv. EENEREEER

HONREEROMITIIER TH L7290, EROERIZZ
LW ZBIZEHMIT 27201l BEECTH L. EBIFZE
Be, MR O FEBL O A IO FFAM 12 5% 7.0 10051007
RABFENE L WET 52 & T BGEBH G
DA, BRFIERGE, (O, BRI B EIREE,
s, A=A MIE TX, anaerobic threshold I,
respiratory compensation i, peak Hij % T D E) D% 2=
OFMAT L 2 5 17 NV — VB OB R EICD
Hwsinz Y @B AR OV TOFMIE, HAE
PR WIRBEEOFR, B, AR-—2IZ8105%
HEEFFASMCET B A4 FI4 > (2008 4EELETHR) |
EZMOZ L.

v. DiEHT—TIVREIC KBS KUEE

(1) Llig A 7— 7 Vsl

BN TR OTNA R, MEROEEZ LD
IFHBEAHATH L7, BWEWROEITE L OIWEOH A K
BETHIELEETHS. K60V OWHAIHEST, TE5
P IRCOT =5 % WET L2 EWHEITDDT
O—7 v FICBWTHETHA.

) BT —TViHE

WRD N T —F ViEHE, AEHEREROBIGE T2 ¥R —
TarilIiloE, HMONREE LH#ET 5. KRt
2l [R5 S R I WAV iV |35 i = G SR Wtk S SR B o (I
FHT, ML=, MEROEE, MERTOWA I
LB DEAEM ORIRATIIFECE 4. AR IR B &) AT
(BRI B X OVEHE) ORISRCEBIIRIRZ 33 5 77—
FVRELITOND Z Eidy 2 10 v — T D
TS EAME T2V, AREEDMRIED 50% % #8272
By, A EPEREACT B0 A2 A Bl i O AR (75%
25% A A7) TIRBEISE % b BENLV— VR
cutting balloon 7S A &4 112 109 g BABIFTNE. A
T NOAHRT, HARISHT IR A IR~ O 1 1%
L rbhs. L, WRFMosksE (WEZ 7y 7, &
HiZe &) 124227 2 MIsh RN TH L. - BIGR
LEGE ST 25 MEERISIE AR E 10 4T
LERE SN S0 o= b 2T Y RS DY
TeFHE, Ao KR E IR P22 2 LT AT D
1001020 SRR R RS R 7 R R BIIR B 421 2% LT
AR, 72720, RGBT TN A W HEED
LIRS B AT MR, EEIATH)LELD 5.
DO AT» MRESEFEAER L FTEE L THEIEZ T
VB 10 RS vSD (PRI B ) (xS A T —
FVESIE, TR bEHEE LTEHTS B 1
(bDSETIZHRET). 77/ —LHFITIE, IIHFLR ASD
OHSEDFTON G, F&h T — T VIGBIIRF B3l (4165
b, HEISIRE SN LODER LR HETH S (b
P CIERFEN) |

F 60 TOF DAEEZRDOHT—TIVER, BEOCEN, Bt

MIRE MEFXNOAE, ABIMT, MEIREEDOERE
FERA BRI = A= HAER =DM

AR, FEIRRZED S

TEENRETEE DM

BIEREHHEAE, NEIRAMENEOEER, O B
VSD DB, RIEEDHI

6. DEF3FL. ASD DK

(Warnes CA, et al. 20088 KD {EX)
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e. REAHAD TOF [Cx49 B5Fka

LPIBEM ORI PRI R T, EERIIMEE 40 4
T 2% EDFEDD 5 'Y 1% 10 £ LIRICHFR O L
EESEEINT A, WRERRTI 2 2N L7z, R LEED
GRBEBRDOH BT — LB T2 EPEFE L, ETHE
PREIR A B O IR AT ERRREIK T % 1 - 72 il )
MR PRASAAN A, Rze o KBRS 22 B G O
WSS 5. WEIROEITEEDOEHL L VAT, BRI
CIFER SR TW AW %L, BRITENISEBIREST
(& VR FATE R G R ENIR DG B g & e 5 5 1)
AR L TH< (61T, TME 23 EMDOADK
NBID, EIESHAIUS BRI TONED, ZOBEIE
FEITb 72 A ERRRIMAE & ZIREYFRIMEREE N, &R R IMLE
W& DS EDS I & 70 5. RGP LIRSS, Ife, 28
e, WEI, PAREESOHE, BRI 2 E oA PHEICT
T B AHEREA LT TH B 2.

i. BhENiRFER

ek o MR FI2IN 2, Carpentier-Edwards ™7 3 [ i
F 1O % 7y KERF (Mosaic A fEF) RESFEE
F AR SN, BB O AR L Tw5,
AT v L AR Y SV NZEbd o7, HIE
TRIZEALHEH SN, Bttt (15 X) Afmid
KEPIRFAL TORFEDT BN E N TWEDS, AT S
72O DED GO THIEIIRFAATHETE S e v T8 57,
YT TOEIIRE RV E T BMENL AP,
INETICHE SN ERIET 2L, bAETIRIZE
AETHTE R WRABROBEMMEITRENTVG 1Y R
A b /NRIEBE D S OFETIE, AN LI AN 2025
HFALEE, BT A ZDNTHREIR ' THY, Fo
THEIZRR R VW ET 25D H 5. AR ERITPUEEE
EDARET, AL EBEESBIFTH LY. L
L, $RWFTC b PrbtE & ME 12T 21X 2 O FFAli =
ERFES &) B2 T 28 b H 5 Y. IHEIR S Bl
7B, GEOCHOEMNIZ L ZBEENAR WA %2 HEIAT
2L, EROUE, A EINRRE AR SCIGE KSR O
A 07 10910 K g SR B A RE DL, L E RIS AR
SEEE DA 7 & 10110 s RN
i. MEIRAEROER (R62) '

FRER CHEB)IF A REAMET L 7278 B O S B R 77 P S5 A
ENHEIEE DA, BRIERDS LS, h~EEOAE
FEREIRT, H~EEOGA=EIKR, FHERE 2 IEFF6MED
F=E LEAEROLH, h~EEO=RAHEAED
T #EISTH S (ACC/AHA N R M LIEET A BT
4 2)Y, HERMERIPMET L22ER T, fikof =k
HERL Y L 20720 ™ RSB L 7235 6 R0 2581

Il &5 (RER)

& 61 TOF RRARADARES

1. FENARFBIN  FiEIRABIEARAE T ERIRECH LT,
2ig (UXDEFCF>TIHR) FleBEEEARZRVDD,
alt, HREOEREND D . B IE) (X RERDBER
DD, TIREEENNECHD . REE/ Y FHRNER
ZENBL)

2. WAEBEHEERUIRINT  EhENARE [ FFEIIR D IS BB IRARER
DA, U UIFFEIRFERE FFICITHh NS

3. EERECITEEET 2 VSD DEREFT(&/ Cy FEAsHflT

4. RENRFRAEALDICH T DAME a3 AR F BRI

5. HTREIRFCIFESBILAICK T D _HTABIRA LMESHE
& 7z(3 Bentall Fii

6. AERLEOERILA, BUELEEICHT DEUIRS LU
I\ FEREATT

7. EEFREIRICH T D Maze FIelFEE

8. DEARER (DELEH, DEME) (CHIDNRNT I —
3, ICD%E

9. =5 HEAEAR(ICH T DAL (FmiER) KiclFFBHRT

10. BIFASFLETz(E ASD RS
1. BRAMDABRRZE U DRhREEE/ Cy F, AR
JNwF, DHEEERICH YT DIEE, BEBHE

(Warnes CA, et al. 2008 KD {EX)

F62 KRR SVINRHEBREICHIF D TOF OB FMHERR

REENSEEDOMERAMEAREL, THEDHEMRIICEKD

regurgitation fraction = 25% (C, LUFDEEN 2 DL EMbD >

reHa

ARRARIBERE = 160 mL/m?

AZENERASEAS= 70 mL/m®

FERAIBRERIE S 65 mL/m?

AEERHES 45%

AERHBOBRIEKR, RIEDERE

BEBBRER  FERERR DA2BLUBERENR,

R, Rt DESEH

7. thDBERREZEGH T 2HE | PEEL EFO=RFEAHEAE,
VSD, EEAEIRAEREARIEE

(Geva T. 2006 ™9 KD{EZK)

o0k wN =

HERDMKTY LI 7 BB IR 2 G5 5. AEIiRA
IR 170 mL/m?, GEIGHEAMZAEEREL 85 mL/m?
R %\ BICBIIRF EIRZAT ) 2 & 2 HERET B ik
by n 101 R 2N L NRIRBRO TGRS Z R 62 1R
j— 1045).
iii. BERLBRECHTIEFHOER

ARG 27525 50 mmHg PLE2E S / /2RI
£ 0.7 LEAEISTH LA, TNLLTF T, UFo&H
WED ST TMEELET 5. (1) TGRS
ERBIT 2 %4, () MAmiEt (Qp/Qs) 1.5 L4
Lo VSD 2 Hie, (3) HREIRT, SO RBIIREEH
ReErft) s, @) W OPOBEBRIRELZ Vv, G
KREEWAERT 2 A TH 5.
iv. FRAEEHEDARAZ AL

COWREDOREMTEMEIT) ZEIZEFNTH DA, i
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NSRRI CIREZTETA NI A >

Wi, Mo AT v MEA, Sy TR E, TEBREEIEHE
(BT =T VIHHEE) LHVBHE L OWMPIEEI LT L v,
%8, FAAKEIROIEAKIZIZE AL OREGTHR SN DS,

50 mm FEECTdH > TOMAEOT NI, WEOKEIIR

FEOTRHEIEH TIEE S 4\ 1M,

f. FEIRDZHT - &

i, FEIR®OEARIEICH T ZHREERDORS > b

(1) EWMEZIC BT 50BN L BB FEDOBROA TR L,
QRS IROHREERIFLER AT . AN — LERKITEFIO
FEIR & MATEIRE % A CTIT O AS, HEDNRWIZT O
ELHHLDOTEELZETS.

(2) AEERGHFIIIMATEIRE & BT 2 AE % 3L 729 2 T
19 2 &, RERIMATEED 9 2 \AEIRGE O A
ToTHRRE—ETHL I L2 MHFETH L.

(3) BT I » CERLEFZWMRA (EPS) DOREfT%
LT 5.

ii. Z2SASE

B4 15 DR IIE MR & 2 AN R B 3 225K 5E 0 J5

Wi, LEHEASL-L 04, SVT (LEME) PEs

FE7Oy b —KE %D, AR 10 4T 2.5%, 25

FELEDOIGBT3~6% THh B 1 HRD S ik s

TIE, 1972 SEOTAT LB 122 ADFH4 19.0 LEDFEBER

BT, EREIZ2 A TH o772 L OMERTIE, L%

SR ZERIEDER & E 2 T D, Shaakiff7e T, BEry

DL QRS HIFE & FAIEAE G 25 LK 22k 3E D fE B[R 7

LRI 1090 g | IR 722 QRS IEOOBEIN D Z2ARIELC

R L T\ 4. QRS FEHMEER & JT dispersion D ¥E % 22

BRIEDTRHET- L 285D H 5 Y. QRS FHIZHZED

KRE SRR WL ' R ERITR XV,

QRS [ & F1%, MATHIEE & O R 1% Bassareo © D L

E =300 'Y bsE M AR RS 5 £ ik

FEERFZETIE, 512 AZRRE LT, F 117 0k EE

8T, RNEMRILIE LA, CEHEIME 8 AL, RRIZEBR

TRFZBGETH Y, LEFAOMGERRET & LT 120 3

R DL ED QRS 18, s mIE A ETH o727,

MR T, CABERORLET TO—FI LT, &

BT 70— FEIE AR E R A 2 & i &

5 EDHELH B 0 LB R OZRIEDSE

BRFE Lo e, (1) CHBEROESE, (2) mE

DOAEFMEEIEZE, (3) HEEED S EE O MBYIR AP

RERHAEIZLDEEREBRT, @) Fvy—OLERR

EPS TH5s SN A.LEHHIOMAE, (5) EEMEREIET, (6)

QRS mgz 180 3 ]} *}iﬁ&)bj’%ﬂé 449, 480, 1044, 1049, 1057—1059)'

HAMEERISRF SO [LIREREOTHE TFHEOT A KT

A > (2005 SELETHD) 1 0 bBIOZ L.

iii. EPS

IE, OF v, Ll EOBEITEERARERE - T
WDLTTREEDSH D, EPS & & O 72Ls A 7 — 7 VAR,
MATEIRE DR A% M L ETH 5 '™, EPS D HEIIL,
LDEEOBW, WFEOFE, <~y Er 7, HENEOH
ERETHA 77T LFRRIC LA LEHIAOFEIEI,
CEIEFHOIIEL 72 2. MATEIREDZE Lo~y K v 7
e BB MR O DI, AT T VT T L —
TarkERT L. LRI B, B (LT,
HT—=T VT T L= a IR E DY 2 EGR TEAE
DINOTEFHH 5 & ST 2 10 SERHY T4 & RIS,
Mo~y ¥y s - 77— arbiThi s %,

iv. ICD

PUREEIRSE TG H#1E EPS CEZSBHIRME R 2 7~ 3 AR
FEAIRT B 109 100 SIS R R L R A
HOIIIZ BI & L7365 2 %314 2 1Y 41 5H0dH 5 v
EATF—F VT T L= a &) — RS0 S
ThH, BN BAEIRO D % BH TIZEDOMFIIAHEIT,
BB FiE 2w 10 Zedh SEIR % bk o 20 EE A
Ffr SN EIIE=T I ATIE, kT & LT ICD Hih
BDOIAEHE 2 T 5 10010 ki F 7213 R T
B5 D728 7 ICD OAEAAIZ X ) BWHER TR 5N
TSI, A7 BEAE)CHA A ) — U2 X 5 A PHE
BELALND 1 e REENRGHE L O L
F RO LESIAOFERITFHIE T T 5720, 0%
HIZHS 5 ICD OBIGIERZHS TR RV 1Y wih
2 K IMATERER DRI 7 o T B H A I B ORNEE
PRASEEE S LT REED D Y, AW RGP LETH 5.
g. EFHFIRR, ARK—Y, HRER

i. B - BEDFT - 58
BEIFAHIED 720, (OFRRERTM, 2B L R
THRGER, AUy —DERIC L 2 AREIROBETE1T).
FEIROD A, SEEIEF O LM OBEE, TATRT O LA RE R L

(LEYIHOFER FHC MR, MO LA R AR
DOEELE, Wit kaBER T EORIEE <5, EHE
BRIZ, AHA OBEERIRA A KT A 27 b5 10751070,
AAMEERSFEO [WRBBEDOSR, Bis, AR—vI2
B LEBAELMICHT LT A T4 (2008 FLULET
) O 2 BIOZ & LEBEOREE R T 0 3l & SE B
BRMEORERDP L LAHIIL T, AR—vOFITE
QAT SERHALSMEOISEICE, BERAITTIR
%<, KIE FREGRE, FiFs - 29 70KN - 3—F
LNz, BEIMT)EFRELENE EBAE) BRI
WCKETT . F77, RS ERERSE, v — ATy



TR —=NF Y R EOIRELRIET S, Wb AR —
VEBLET DAL, FRENFHISLETH D, B
PSEBATIRE O, B, A ML AL EE L -FHIA L
Ths.
h. iR - HiE

AR R 2O [ BEBZE O - MEO®EE, &
HICHT 254 K4 > (2010 4EETHD) I B XU T4
KL B tm i & - REANEFRICET LA R
G4V #BBOZ L. RiGEOBETIE, BEMED
RT3 3905, EERERFEN 2L, BIFR OMiEr
ML TV AR EETIL, IR HEOKBIZBIFT
B2 HEOGERE T, —a—I3— 2 LEHE
(NYHA) -CHEfEE I DL, 358 VSD, &bl 1
ONTEIIR ISR %2 / FASEAN 4, KEIIRILR / PASEA & (FF
40 mm Ll 1), f5OEREAR S CULIERIE 60% LI 1), A=
FEREA S (BRHIZE 40% LUF), BRI IROBEFTH D,
ARG, HHIRIRES IR & BE 5 2 L Asdp B 24 1077 1079 10800
GRS, SEMBIR A, HERKLE
RER ) LAL, HIRRNICTANGEZIT) 225350
AL 18U AT b 5B ERERDE L, 4
KRS HERDTE N 1Y 22q11.2 REFEBRETIZ
50% |25 5720, BIEHEOHFHET T 2.
i. EREOREXROTR

HARTEBR G O [ R R Bl R B i o B 3L -
BEEMEFICET AT A R4 21, [ O ME %
DFB L HEBTHHA KT 4 > (2008 FELETH) ¥
ERIOZ & itk o g O 9SS SRR 13
1% & & BmAY B RHLE TS OIS o F
FHALIE 2475 & L ASESR S5 %0,

2.2
I S AMBEAL DB MR RT®

a. FREIFHSRERRELTE

SE4 KIME A7 (transposition of great arteries; TGA)
@ U BB AV I BT #5847 (atrial switch operation; ASO,
Senning T4 ', Mustard F4i7 ') 140> MATENRE % 4F
WO LERIE, LENNY TV LA OB,
HIEER 249 452 (systemic right ventricle) @ 2 D Tdh 5.
INOLRFERERST, Ny 7VHRAISERT 5 _ERKEIR
FEMERE L T REIREA L EIC L 2 9 o M/ FFREZE, /N
7w, BHEIRTE (TR skZE, G=EALE, =R
$HAA, MimIEsE (PH), AEIRAEZ 2. TREIK &
) EREFIRDIRAED L\, 23y T IVIRIUERT 25% 125844
L, BEIRFSEREL AR AR — A X —H il A ClE AR
BOFRE %2,

Il & (KRR

FHBIIRTE (FRTEB) k72, RLGRIZLZEZED
JEHERIEIIC L > TR B, BliddIRIR 7D TIES 5 2 &
b oY, BENSPEEDOSRABBEASIT I
AHI, RRREICELT A2 EMICH Y, HEARE LT
g 1SI0SR R A, LR EMANG
FZMSHEHF SN TERAFRR LGSR AT R 5720
E: Z) 1091).

TG EIRRREA 4, OBMED, GBI > M) —ME
(IART) LA EMICHIEE 2 5. AFEEIHREA DR R
1, TS & B ET R L BB A~ O Mtk s, )
FTAREIE LS X 2 RS E O b L b, itk 26 ~31 4F
T 35% DEEN LB Z BT 2 . LEREIRIEE
NnNTH5.

PH OMEFEIZHI 7% & &5 ZRRHMALDE
LB PHERET DD LD, L LIXERAHTH 5.
Mustard T2 FEC PH 2SR LN 5 BHE T, Tk, PH
DTS 2 fafitiAtd 5 1Y,

b. ERFRFRR
i. fER
ZOEFTIE, DIRUTEL, RSN S E0F 0

WHEMEZ ZE L CBL. 77/ =¥ L6, gz te
ANy TIARIUS K Bk & 58 . /Ny 7IVEZETIR
PHTEALE_EREIRIEEREOREIRZ A 5. BhIE, REEESH
b EEREDGIFTFED L. P BEL LI e D 5.
ii. SR

RIS DS H AU USSR T ILIGHE I HE A H] A
5. VSD 5%, MHBIR T TN D 5 & R oAl A
W= 2 TS 5.

c. REfFR
i. B9ER X R

LEOKRE S EMIMERRIE, ZRAHEAECHERK
HENEITEH SNA.

ii. {DEE

LR E GBI RE AL, FIRSEERETUO Y 7
AOND. AREHEEA ST HE, EFAmREs
179.

ii. DId—%

Mg T o — E (TTE) 3 EE Td 5 (G
(U~wB) 1 - g7 KEIIR, KEHIR, OHEREDEFlio
7o, WL S fELT T —3E (TEE), CT, MRI %17
> ((ESE - (v~vB))Y. o FF A ML O—E,
INY T IVOPFIL, FRZE, Ny TV OfRE R EAl T B A
H<h2 (ESHE - (L~vs)¥. MEHEHELLT L=
A4 X BRI BERWT Y v b dP/dt, B, Tei
index bEHTH 2 > ' TEE TIE, /Nv 7 )VEke (J§
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NRFZE) OFHM, LB OB OIR, LENIIAEZE)
WHeTH s (ESHE - (v~ve))* ' TAPSE 1%, Mus-
tard M2 EEOME T, RIEER T HERE T 2 B RE
DIREL L TIE & 2\ E OHEED D 5 7.

iv. DEDT—TIVERE

HOHEOBWICERCH 2 (CEE). &<\, (1) I
TEIRE (b~wc)), (2) Ny 7 viEh ((b=rB)), (3)
N TV & B BREIRIRZE (Lb~vB), (4) MRSk ZE
(b)) OFF, (5) LAFRIMAEEDNLHER, (6)
OO P WHEREAR DD L6 (Lbswve)), (7)
BEELREZEMBEIERD L6 (FEEEMEIMED
50% LI b, BEBERED D L5513 FNLIT) (bave),
(8) PH Ol (b~ne)) \HHTH2 Y.

v. DAREY—H—

Mustard 72 Cld, N K7 O Y o 2F )RR T
F K (NT-proBNP) :RLELHEO=RFPWEIA, A
FIEAE L OREMEDRD D, HRIGEEEE ORI §
WCHHE SN D, AEIGRAZ L NT-proBNP (213 BE
f)s‘&ll‘ 1098>.

d. T

oL T AN, I 97 Wi 4540 4 4R 0D 25 ~ 30 4FE A AF 1L, 65~
80% T b, THITIZH 80%, T HIT 45%, Mustard fiit: 20
D TENEHT 80% T, 11 FITIEH 50% Tz 465 109 100,
Senning Ff & Mustard Fl7 THEEHF I 2 H B 2T %
Y OO0 S 10~ 20 4E D NYHA (UBERES IS, T
DK 80%, 1 EEASY 15% & BBLREIFTH L ™ 1%,

Mtk 20 4T 40% DOADTERET, 1% IZ—AA—
HREGABDATHILTN S Y MBI 14% 1225 &
N, EIREDERIZS %57, B ORRIEL, K
IR, OAREDER E SN B 7. LR R 0 B
FRIZBWT, R=AA—=WHEARDIECHE L EL S5
FELGERETHHENDH L. LhL, ~—ZAA—Hl
ABEATIEEIREDPE o 20D, HEADR=T V7
PEALSE7ONIERHTH S,

e. Ak - EIE

HMEICE2EM 7+ 0 — WA TH 2 (D -
(Lwe))¥. ZHBEHE, REIR, OEEOBREZIT). L
fikkrEstERIL, TTHEZ: ST Y.

TS B RE A A1 — A A — A HEABM 2T . 20%
D EoBEHETITONTBY, TOMEIIMEFEESE R
BIZONTE N Y, LEMTOEMWF =y 7137) &
MBI Foons (Lawe)). F7-kEHI IART % 58E L
AL, Ny TVEE, LERREREE, LENIEOE
WAEHET 5 (bawe)) "2, I UEREN A =i
EEAELS L7720, WHHFOREZKS. LirL, i

TEEPRIEIC L BEF T LT Oy 7 2FRSE 5720, HE
AT,

AREOIYNEE ORI, Mt EBEEI LR nE2
ST LCWnzevy, O Ly v % 21 AOCE I i
RIZIRH S 7202E T, AEMRBOEIZALNLTY
22\ 3 systemic RV XS 200 vy > b, EEBAL
TEERRE OV vy v xfii=44 N 144 N) Tl
HRIHRIA B RIBESN T RWn® 2557
VAR BRI RIIASNTHR W Y 8512, filf
WS I LA EIREA 20 H A BE TIRERE T Oy 7 %
FHREGDLURRMDS DL, L, ToI0F Ty V2]
W% (ACE) MESIIEIEM AL\ 7210, ACE JHEH
WNT v IFT Yy WRHEEEDEE (ARB) 2MH S
TWAI DL, T O ME R TREERL
Fn 1Y R BRI TV AT O U TH L T
TV v D, FHELH OB LETHIRIE A RIE S
/CK/\ZQ) 1104>.

BT —TIVERIEERGEFE TH L. LI, Ny
VgL (b~wB), FREIR / FREIREZ 0T 2 A
7 MEE (bawB), MR — MRAZEICRT % R
7 MEE (L~w) HfETEns .

f. Fiif (F63)Y

KENNRA A v FRANOEIFAT O AEITIE L, HEBETE L
WA, RN —Z U F OO ONEIREIEMTIC L D, O
BEHEPEELVIURM T A720, 2RI ET 5
Bpernidy 55 101 EES AR BB A B AR
&, SRR, BRI, ORI E 2 5.
& ICHEBREEDS 44% DT O, it FHRIIA
BTH5"Y.

DAREERBE T OB R (CRT) 2SExhE D
WiEad B3 R BB R, FEEILEE -
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1. BRGAZEHEAZORBVFEED SEED=XFFEAE
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3. RERFTCIIEFER(CEBFREICHRD, ERFTCTETHE
DEIBKRZZEL, AT—FTIVABECERLEVEE (LN
B)

4. N7 —T)VAE CEIR UV ERERIRE T [ TAERIRERZE (L
~NJLB)

5. FigiRi/L— bEIZE (LU B)

AER DD 5 EEDRTEIRA T (L)L B)

7. TOEEOFRADFERDHZEEGTHOC, GFMKRICLD
R TIEVWEE=5AHEAE

ACC/AHA 2008 sy AL REVEE A RS A/ ICKD. (Warnes
CA, etal. 2008 £DER)
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International Society for Heart and Lung Transplantation
Registry 75 ? 2010 DO T, R HEELE D
LIEFEAE R 1 FEDIAOIETEERIE, FER I LHEEIC  HR
T227 i\, ZOMBEET . 72721, 2014
FEOHAETIE, ALK CEEEEZEDORHEL 1 FLA
DFATAIRIEN & 2 FHIFE TR 10% & o B i
IZKHREND DD, #hilif% 5 FLIEOBIITETEITHA
REBEL DL o T % 1Y,

2.3
I SEE KM BRI ENR{L MR R

SEANIMAEIRAA 0§ AHGFMTE, KRME L ~)LTiil
Vg 24T O BYIRAL M sty (arterial switch operation;
ASO, Jatene FA) ABIILOREHEMR & 7 5TV A, BIR
P IFEERIAAT O 2 F AL 1.8~ 15% ©, AR
FIL 10~ 15T 86 ~94% L I BRI TH 5755, 5
FECDL AR R 1 ELDNICASNS. SETERITE
BRPEAZ L S O ZE X OZRIE, A OEREAR 4, i
% PH Th 5. mEMOBFIE, HERLEERAE K
WRITPHEEAS 4, REVIRZEEBILR, TEEIIRIKZE 23 S
TV‘Z} 8, 1087, 110971127).

B IR A7 MR 2 O 78 W00 70 #R Bl 1%, Bl RSk
%2, EEIRIZE, KBIIRIESHLR, 2 L CREIIRTTPASEA
EIFERZMT S, () LEMIGOHEL AR A=
JER (REhIRSEZE) (CHEET 5, (2) Lz a—EIMhERk
L BkZzE (MRI % CT B ELREGE L L), KEIIR
LR (MRI R CT 2L E 2G4 \), KREIIRF S
Ut EERREASIEE TS, 3) EEEMAERIL O
MoOMHIZHV S, (4) MRUGHTEIIR 7, 45 % HhE,
ORI, DA LORHHIC V5, (5) CT &iE@hik
TEAL, O RIATEED LA O BIIR L% DR 0
B2ATH . N EEiRE IR S LT ey

2.3.1

KENRFEAHAZDER
a. REBECRERRF

iy 35 B S oD KB IR 57 PASE AN 4 D S AR BH P 1 5~ 40%
EHESIN TG, 72720, BED35% L K5 % 50,
FREERE DB O 5% BITRICASNA. FREERAER
(ZBERRG B 00 O Splg ok b FR ORI —E D
RIRAE STy 20 1832,

KERIT AN E DO TR OWTUE, 5121 E)
WRFEREIIRTHZ < HRIPRDFEHE T I T — 5 A0
PERRHED DN & REGOIEIT R & ONRER DRI 5-
IR &\ I AED G BRI, R BN AR

Il &5 (RER)

VSD BSHIZPE S FriRlE Y, AT T E L C MBI IR
JAls, RIS B AR DAL, BRI S N
WAPVONTOZER, FrREIRIE & KB IR A RO %
%7})3‘%@’9‘—6 }: éﬂ% 960, 1130-1135, 1137, 1138).

b. 20

WO KBRS, T4 BM A% b O IE s
WNBHEIC L 2 B2k RS TIN5, RN
IEERRAEIR & 0T 0 — A CROBBISR 21T . BE 0=
PERBIIRFFASEA LTI, AEOMRMIEIZRIC L) R E
Wb THAERICEEB L, D BRI S
TWBIENEN M U L e dss, BIRALIM T8
AT 2L KB IR A PSS 2 B BEDS R WIEBIIZ BV T D,
A B AR A 572, LB ARSI B s A s &
&MY S R I 0D T IS B AR A O e R U R R 4R
BHOENDZ L, EIMFFMEEIME T35 Z LSS T
VB IR 2 T SRR DL R KBRS S A
EPEFICIE, BB EEICE B LIER R A BT
AT 2D 55 2 L 2 ATHICBLLENH L.
i, BhiE St STVEREITIR R EE 2 & O KBRS PISEAN 4
X BIEIRHBUCEE L oo, EEEMRBR LT T —ik
12 &2 BB DO RHI AL E TH 5.
c. URIDEE

BT <o VI R 3 72 & DERRREIR AT 5 B VL) A
7D, FEEPRD TR TH, LEHRRE B A S AL
WHEZ RO DL LDIHEE) A7 Thb, ) A7 45,
AAMEERRS SO [IRBBEOSR, Bis, AR—vI2
B DEBFRESEMICET AT M KI5 4> (2008 4ELLET
B ICHEL, B4 ICT LD,

d. EBy - (EEEFERY

TEE) - (EERASME, AAREREREO [RER
FOHR, B, AR— VB 2 EE AL T S
HAFTA 2 (2008 FLLETH) ] 1ICHEL, ROBICE LD
7- 1011>'

e. BRLBFHER

R R BRSPS 4 TR R IE R A BRI L%
) AZTHY, 27 AT L0EHHBELZT). hEET
EEPREZRDLBNIHEE ) A7 TH Y, ERWBEIR
EEHREIC X DEEIRIAEDOEESR 6~ 127 AT L O
RIS EE CH B, ERILKOMEITH T U hEERE
OETF THAET 5. BHERBIIRAFISHA 40 2 58 Tl
FEHICOWTIE, BHAETLHERNOEZNWETATHL. HE
JERZ D & OILHMT T #EIS Th A5, FEIRAHI L 72
RT3 CIO ORI T AT B TR 2% L T 28
E3H5. HEERDG WL OTHRHOFMinTHREL
FT LR SN TV B, LIS, Mo ERHE %
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NSRRI CIREZTETA NI A >

X 64 STEAMELGENRNIMTERMTEOXEIRAAHAEZOY AT HEE

UR554E SRS BIE X 52 DEE E
TRk wRORE
& DR 2 LT DAEATEL 2 50 ol
B DR 3 ELLE DAtk T 75U B
s DABIEDD DS D A &b e
B DABIEDD DAEASD FEEREA 5D B
(BRBERER. 2008 &OHZ)

X 65 FTEAMEGENRNIMTERRMTEDOABIRARFHAED LUAERBERED Y R 5 7FRIES) - (ERFFERME

EUEH) FEEES 580 \EE)
EE) - (ERRE 3 METs it 3~6 METs 6 METs Zi#8R %
LFUVEHHEEE 5 METs i 5~10 METs 10 METs Z#8A %
By e A e
UG BE e A ERA IR ES SEEN S
hEEE rE ESEENERS FUEFFEDDVIFER
=E SKHAEFS RS 2=
(BAfERSBIZER. 200819 KDOHUZE)
P AR O FERBIIR A B 2B I, R 2 I 23.2
KAHM AT CHh S, EREPIC B 2 M 4B 6 1275 ABREBEBILADETE

T, FHEIG TR VHSEL T ORBIRAFHMA LT
13, ACE BHEHEILRZIR, AEEROLFHIZHTTH
R 23S (W

FEEILROREL, AREREGFERO [FREREDIE
SNG4 K942 "™ 2841295 (3R 66) "7
f. WMIBIRE Pk

M KBIIRF B BA 400§ B AT, 0w KB R
FREBAT AT DB s 138 19w Fp I BT O R
EOBREN S O UL adss, FRAHTCHRISIED
RFETH B &, BRI 2 TRBIIR AT BINR
BHIET A2 L, BIEEIIRIC§ 5 0LE % &l O
FORAM AR EE 2 Z L5, RO BILPRE <
N5, %P, KEIRFFASEAGED 7 W RBIIR S B
(FEHREE 55 mm DIb) 1ZKBIIRS % iR A7 § B FEERE AT O
WIETH DY KBRS BB BRI E LTIk
Wl & AR KBS N B A%, B BV CEIIRALILSTE
BT RPN RSB I E TH Y, FA IR s
b EHL. iR O KBRS A 0§ 5 KBRS
BT B L O O FATEGE, ERBTEICET 555
BIOHE AT\,

a. REEEEREER

Atk b O K BYIRFL ALK O A S 1L 33 ~ 66% &
i&%éﬂf\/‘ Z) 11301132, 1134, 1137, 1156, 1157). %%ﬁﬁ‘]b:j{@]ﬂﬁ?
FEIRILR A S 5 & Offigs R 180 102 Y ez b
O EEINIZILREDFRO SN R B ED
W 1 2 ) —EORMIESNT WV, FEERT
WZDWTUE, AR O B R BE (P05 5 ML R0 PR AR HEAS
REPREE & Il L CTh w2 82 X 2N E R s &
T2 Y SR & LTl I AS 75 255 R0 5617
Foili & L CORBIIRAHTEMTABIE S 2 & S p 1B 17

ZWhd L= T— CT, MRI RIMEEERA T bl s,
c. BIELHFIHER

HTEE Co L 2 ABIIRA MM 7% TR L 72 KEIIR
DOFFEECH A DOIRIFIZ 2D, FATEI LA IS O KB
NRIEDOFATFEIL TH 5 55 mm * BHEIZEN5.
d. HRBRETE

Bentall 47, KENR S % WA 3 % 250 467 %> Switch-
back A THN S " FHRIZOWTIIZHBIOME 3%
WS, BB OEE TIL R B Td B 1 1Y
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®6 ERMFERITEESEABRARETEOEE S

K66 FTEAMELH TOMEZZRE L CAXBIRAAFEFZCHIT DERIHADIEE

LVDs (mm)
BSA (m?) 1.4 1.7 2.0
BRI > 48 > 52 > 55
PR 43~48 47 ~52 50~55
BEHRK <43 <47 <50
LVDd : AZERKER
(BAERSEER. 2002 £D)
2.3.3
HERHBIREDOEE

a. REFECRERF

A ST IR 22 1 3~30% & LB AR 12 R0
%néﬁf’f(ﬁ%}ﬂiy{r'fi)é 8, 1087, 1109-1126, 1128, 1150, 1154, 115871160),
erei i, MERFB L O T, WA (FpLE8), £
GNGEIIREE, 7oA RAEITENIR I B 5\ I3H A LT
T 5. $EOFAEEFIE, Lecompte 2B 5 KENIRD
BHPOOEBEEAREIIRO MR, FiEIIREECH
%73y FONE - BiE, IR S L O EHoE
BEE NOEOIHKBIIRT 2 &5 2 Hs. BIFRA T
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1.4 1.7 2.0
> 65 > 70 > 75
60~65 65~70 M~=7%
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BRI L2 31T B I BIIR A 22 S R 13 b % FEFEANTT i 72 &5 B

JECTH Y, TOFEMBEITFIIIML, EOFEED
TS 5.
b. kR

B IRAZ MG 3Aly 22 DA IR R S22 1L, e KIeE
ISR % Rastelli T (0B HAEAE L " 53

Z AR b OB EHE L JZZQIEEHE’J&?H% )y
FIObNL. EARIIEEARER O o — 5 Cita sl
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— IR ZE B TIIAEBEORELE EADPARSN NI &

97



98

NSRRI CIREZTETA NI A >

Wb, BETILEB AR OEREIXIER Th 5725, &
FEBICIXILE RN A EOLILRRHEREET, O
BEVHIAGEDSHE S 5 2805 5. BE, SRR A
e, BFRER 7 & O E AR L RIS =
DO, LTI K A ERE, ER TR, AT
2T 7T T A K BIEATENIR ML 5345 D EFAfi S BT
H5b.

c. YRISHE

AR AR ) BRERY S 5 BT A2
&9 5. EEZE <S50 mmHg, GEILK () Th, %
BB S I MG 2 7860 % D DIZHPEERE ) A7 T
B, VAL, HAREBRGR SO [WEEBE DT,
Wels, AR—VIZBIT BB FFAERMICET A2 A N4
> (2008 4ETLETHR) | 1CH#EL, BT (2T Loz 1,

d. EB - (FREFERG

EE) - EERASME, HAERGFESO [WRER
ZOFRE, B, AR—VICBIT A BEEFALICET S
HARTA Y (2008 FLLETHR) | 12HEL, |65 I1I2FL®
7: 1011).

e. BEEEBHFIER

BEOG SR (i< 50 mmHg) Tk
K72 WEHEIRBNIEREY 227 TH Y, 127 HZTE0EH
WAEXITS. PEEOEE®E (EBZE= 50 mmHg) TH
FWREZRBOLONIPEE ) A7 THY, 6~127HIZ &
DOEERAEFFMALETH D, HEILK, =R
DR EPEEDOER T THET L. HOUAEIERD
D, =50 mmHg &5 WITHEE / EEE= 0T D
JEBGE LT IS Th 5. EEE< 50 mmHg, %= E /
FEEE< 0.7 TH—RIGEIIRA2 1 & 2 /oA BB IR I 55
MAED AT H DD, ZBRALD 5\ B A
Wb DY, BEMEIRT ST A D O TIEFMA TS
HHENDY, EEOEBFEFNC BT A EHEE 2B T IR
k)
f. #IUEIRE T

D SRR ERFZE1C X 5 &, Bk B BIR AL I

itz O LRI T 2 BRI B L O 7— TV
EHRREATHRIL 12% T, BN 14T 94%, 10
T 83% LI SN TV A Y SRR Sy T2
LB HBIRIEA DA T O, B FERENIT L CEARImILR
DOE S, IR P2 TSR Iy T 10 1y
R 7 70 —F DN )b — VLKA O BB = LSRG 95
IR, RBREYTHRY R LT AFERH Y, R
EIREMIHREFIISCTHET LI LRI T

2 623, 1162-1164)
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TR DA R RPARZE DR H & 2 5. EEIIREI TS L
TR EATRBIR S B EIIRD 1 X M EEAFEITE W,
LRI O FEERE L, 5 5N T B IR AT O Hfl
B ENATREWD, "B DEIR A > OFEERFE
FH B ST WA 1Y IR L EIIR L%
EBOROMEANENLIE 248 5 MHEE P EIEE T 0, A
PRI ENTH S,

b. 2HR

fad 7 & OFRRIER e AR LER, LTIk &I
REENIRA T O RIMOEEYH 5 b DI, FE RS
2 L BINNEBIIR S TH 5. FFEEIIRA DR
720, BEAR W OC b BIRA ML 2 5 4F,
10 4, 15 EOFEEIREZRADT TN EY. Lirlk
235, I ROZ LWIEFIIA L TRENRETH 57
FRE AR AR RS ENDBEDH D, DT
Ya— s WiBIMEEY (CTA) 2 MRIO#EHIZLY, EH
DRIGZE R L R LM Z & S ORI O DS &
N, EHIRAZ ) == TR E LTHETH S 1 1Y
c. BFhoBEmEM=N, Fi&
OFRIERE R DD, &5 VITEEIRIESHETH
EERBODLLDTIIFHA VI —N0 Y a OIS D
L. EEIIRMAT RS U CEREZEEIR A > 7 —X

R 67 SZEAMEGMBIRNIMFIRRATEROEEFRHEREDU I 731E

UR 58 SRS a5 X 42 R E
HEA SRR
& D 2 LU DEATEL 2 70 FE# < 30 mmig
BE O 3 ELLE DMEATE L T 10 30 < FE#E < 50 mmHg
R DS 3 B E IMIERE D RVH, STT (—-) fia10) 50 mmHg = E&ZE < EZEE
aE T 3 ELLE DiEKBD  RVH, STT (4) 5D ERE AR
RVH: AZ=HEK

(BAEREFR. 20081 KDE)
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Ya rREEIRNA S HATON L. EENIRE L1
VZRRIE L 78R B $ » F-12 & B BRI AR O & 7%
% TN Al % 0 FEBIR LT RN O R BRI
5.

2.4
IDHEETFTHE  FENAREA SR OZE R
RiE, fREIRFEZ, MAMEGEER

a. BREIFHSEERELTE

LYHEEE, BOIC LS ONBEMICBWTHEDND
FREDAR I 2 32 BV O NS, I Gpeiid, Fhis)
MRz FRO 2, Z DD TR I 2 B IR P SH S L=
/R AE, EENIRAEST IR O 72 0@ H O Fi IS A
N7 TOF 7 & OfEGI, #RENIRELTE, —IBOMmKIMmE
HERIETH L, EERNMEEEIIEIZ S % Rastelli 7,
IBIERIMMESAEI T 557N - AL v FTCHEH S
o (INHIFKREDHE SO L),

WK CUE B AL BE S AL 72 AR S A Z 34 (homograft)
DM TEF T 228 "7 I OB sz 13k T

v

SNzev, BAEFAFEHEE (Contegra®) ' R H LS
Hniz8EpmHeensZebdhsr—0, gL M
LZ&WTFiliTH 5 REV (Lecompte) #:%° Barbero-Marcial
FELERENTVE Y HsE Tl R X8
REFEF T ZEFOMILNFZRONL 720, HUOE,
FALGEL, EPTFE ¥ — MR ANLIME % &2 TR &
BERERT 2208 0 SR, b E TR
&7z bulging sinus EPTFE 77 & EE OEN /- RE S &
O IIBREAVR S, AL CHIER ST 17 1Y,
LYVHEE DR K ORI B 55872 T, HEN
LY AT TONRDIEERL KA. EEDEM. FFOHIK
L&V EL D, ERMEAEIZ L L4 0 EDME
TaRobledDhhrbTHb, BRI ONBELDIEE
WZHIEEDSLET, & <12 Contegra® IZMRODEE 2L HR
CEBPHOBGDOBED A E ST 17,
LAPEERREA RIS L 2L E O AN - AEAmIE LR -
HREOHEEZTISEIL, HUAELHE - A= LR
ETAAREIREFET S, TENMERIAETIE, Rastell
MHEDLEEOIRRULHIERPEL T 5L wbhiTn
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b. BRFRFRR

i AER
HUOAEDOMEITIZ X > TEIE, JFFEARR IR 2 &
LS 275, AR CREEDR U AHLE) 2 & D AR % 1)
FHEIRE L TR B LB LW,

ii. BHAFRR
EAERRZE S & B WURR B A, TBDAR Pt | 2 & 2
JERRIHER DIE A2, VSD BRI Z T PUPURE I ME S A
BRSNS,
c. REMR
i BEER X #R
FHENARSPPASEAN 42, =RFFPASHA 2D 5\ I3 VSD 73

L TOWBIEGITILLIERZ RO L. 72 0IHEE RO
AIRAL, FrElOREIRS 2 X ARG ML % 20 5 2 &
Wb,

i. \DEH

DB RO 7205 OEGEHER 7Ty 7 %380,
FREERAEDMATIZ L W EZEIRKOIT R AL 5.

ii. DIJ—E

B R OMST, WHRORE, AEAEANTFFMET
%, FRAEOFHMIIE =R T OTEEZ 7= EHEE
PERTH 5.

iv. MRI

GERkRE, HEAM, MEIIRAHSEA S, EE B LU
BRI DOFEICAHEHTH 5.

v. CT

152 CT I LEE RIBEIIR 73 Bk Z22 OFHMIC, HAE CT X
FIRALTRZE R M & DA DFHHIA A TH 5.

vi. EEEEHER

e R R E AR AN OMITIC LY, EEIHAGE, T
DR OEIMIIET % T, CEEISGE RGBT
MR AT I S e v ' BB A LT a— T,
EERAEOMATIEPCIEZERIA ML A VO8N &%
HEREDL LT RS S p 1™
vii. IR YFIST«

FRENIRAS 7\ 2, FIEF] R 2 A5 R 2SI B
FEBITIE, BHBIIRY) &5 Coskze Rl LA L 0 2l
MORKEIRZ 3K, REDFHEIZY > F 7574
FERTHA.

viii. DEDT—TIVIRE

HEM WL AT =T NA =2 a yOfIsFH

DIODIEEHEEDWEIL, BT —TVEREITTbNb Ik

WL Fiz #F VSD, (OMRER, AERRRER AR,
BROEATOFHHIZOEHTH 5.

d. T

LHEE T BB O A3, 2000 FEDEOKD T —
& Tl 10 45T 76 ~92%, 15 45T 70~82%, 20 4ET 58~
59% EffkApo 72 O SREAEQBETIE, itk 20 45 TH
BEH1290% LLEDEFRTH Y, DHAEIIBIT B L ik
FERFSE (BIEKIMAEEA & AL T S50 Bt 7 ik
DR EN T 5710 48 4 0 T T4 [ 38 213 4 50~
T4% L S NTH Y " G T T 7B s
INCET D 513 E TR "Ll
itz OB 2 CEREIE, (1) DA%, (2) TR
HDHVIIARIEIRICBEES 5 & Wb LH22R58, (3) lE
DAY, (4) BTRMMEOSIHETSH ) T HIEE
CoOfEEFELTiE, (1) B Q) Fhk=sEm 3)
JFR B OB GREIIREE, SEeRIMERAL, B1IEK
R CIETEDTEY), (@) K, (5) AEEOREE,

&

(6) PH, (7) NYHA LREHH I ELLE, BTSN T
W5 T ZEREORIEIRAEE SN, FEAEROMG

BRRE, (D B Q) HETEIIREAEN 217> T ey
FER, (3) FRIHEMASENT L, (4) MBS E
HTharll, LEINTWAD LEETIRV LISRIEDSG
BRI R OB WHEETH 5 7.

e. o - BIE

HREANDFAMREEAMIZLY, G5 - HEUHE
S IHIREAEIR R IR DGR U 5. OFilED
AT UART ML 70 5 L A T ERDEALT 2728, €O
A FE 72030 T — TV iERE T 0B D 5.

IBIIRIZE B L OFRPIsHA &, fERRE, S0l e
ENCEHIT 572012, A% b 6 HRH 14121
OISR FEAHERE S N D

HOAREI A FRIEOR RIZREMTH S, PH A
BHEICIE PHIGRIE O], TECRERR LR PB4
EWRREEND.

BEAAMEAREER L0 LU, OBRREIR T2 U,
DFPNAENTIRIERE LA L ) 5. 72721, LyREE
ORBERF ISR T 2 2 %o, LIRES A
TAREROZH 2 MHEL/Z)ZT, IT7—TNTTL—
Ta v FREETFMEE OB T 7L - a v R RETT 4.

NLIMER AL &S0 NTAEDE &L, $hze, 5
R FAE R EOBMIREEH T HZ LBV, BEEO
B A BEEE 2, B LNIERO TR RS
TEHVENSH L. ERLEIZH 7o TR S
PRI NG (13 2.3 M GHEER [p 11] 250
Z&).



f. EFil

% DUIEERZETIE, MitkiER AR Az
DR EETH L7280, HT—T VA I —Rr g
JIWRT, HFMSGEE %A, BRMTCIEER L v
EPTFE i S 2 &2 AL, A LIEO T T
T AFEAHAR GG LR OHEHR K o TR AMEAN R L7z
HEFEHCL LD bTh L, BELRMELE
DRI Bz e AR ORm L LR, B FR
AL ) Z CTHIHE O MG & CHiTE 3 5 peel
operation &\ 29 JiiEbd % ",

PR OIS, (1) 2 - FBIRE OfGHE 22 A
50 mmHg LLE, (2) BHEIIRFPASEAS 4212 & 245 S neAs
&, EATVREBIZARRIRT, (3) HEEEL Eo=57r M
RETH5.

PH & BEBITIE, FFFMT OB EIIRT A =2 5% S
ZWEIITHE, TRTILIEDVHETHL.

71T — T IVIBHIISRE R B M EAR T ISR T, AT >
NAEM RIS E AT 2 MRHEM (percutaneous pulmo-
nary valve implantation; PPVI, H25ETIZAZET) dH D,
Z OIS STV M Y S s DAL,
HFEMOIA IV T RELE), BN T52 8
IR, L0 RIS OWIEN AOE FIEDTRIZ S
TV MY 72721, BISFHES L ORI, EEBOH 5
INBRHE, IEBREFNEHE B L OVIBHE ORI DWW T
ONAHTENLET L\,

2.5

Fontan fli#& (BRDZE, FMEEHEIRFEIHE,
=RFEAE, AIMERZRL)

a. BREIRHYGE E RREEIE
i BREISANEE

Fontan FAfrid, —HOLERBKSLBEAFZE DO
TUEBEPHEEETH R L EINTEIEE H 5T
T/ — W R R EEE (RO, MBIk
$H, ZOoPPASH, ARMIERR L) OMEESR IR &0
EREAMEEZ BL BN E LIoREEMTH Y, il
TEBRANOBRIGE (L) &R NA /AL TH L (H
LNA 2SS, FAfikL, A OE-TEIREGE S (APC) i
L (RIERAZE) TGEOFZED L7 BN KEIRITE)
kY& (TCPC) 28 E NS, TCPCIEIFEHICHA S
n, FRNELS, L PERED—E % FIH 9 5 lateral tunnel i
(intra-atrial rerouting; IAR), FJH L7\ intra-atrial grafting
EBHGENE L)%Y, Fl TIHOIEIHEEE R TR
IR & T BRI CTE B & 3 5 055 (extra-cardiac
rerouting; ECR) A3 Eifiatcd % 7.

Il &5 (RER)

ii. fRABLEIR

JAEERANDERHLLZE RIS, B IZHOERIE (CVP)
5 EIREIE) SR EIEREED G 2 M55 5.
FEEAYIZ, MATEIAERYIZIE CVP L&, RO SR E s,
BAMERIZ L AR AREZ O L LB O i
L, MEIARIETLTCWE MY, L ATIE
IR RE TS ) BB AREAME S, BRERE —E L
WA D W'Y F72 B Fontan i BEE T, 18
TR 7 IR SRl 2 D &R 5 - M2 S FFEREE, B ikreB L O
PEREREN DI ENIR S SN T 5. i o4
BHiE % G- MEAZRO8 IR L. SNHDENTE
B, EHICEES T DA OHEIX, BEIRERET S0
FRREFLH LA NR & & e DM RS 1Y Bl DR e
(PAVF) 75 AF v 7 KAEHK " % &I asA 0/
B, IR EE (2 RE 9 2 REMIAE, Blffe, BAZE IR I A A
ol MARE R 1Y F s e BT B PR AR
EFRIEERE (PLE), S5ICERERE hEDH 5.

% 68 Fontan fii#&DRERER
1. 15w QOL &

. HRRAERER FiERS

. REBERE (OFU7, i)

. D& IDREREIR T
IN#E, HA3R, FEEIHA
BERER
aortopathy
M RERE
NERR
ik, 580 BEJ0OvY
DB R RS

HREEE

PAVF

TR AR AR PR
TSATF v IKERR
BREER
HILINRZF

ARES

YR, HE

SN

MAERERE

FEEREE (BOUATO—)VMEEE)
FRINERIENN, B

B>/ R, ARI/IVR

BRE - IRARER

M1

FPRZR (SomAtf, FHEZ, AFE)
PLE

SoME, DEHERE

A W N

5. [¥kas

8. MW
9. FEREEMREH

10. MR

11. JHfkEs

12, EBSHEAE
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NSRRI CIREZTETA NI A >

CINHITMZ, HaL TR E % &R OFAED G
FEi, LR E OBEAVRIE STV 5 1S Lz
Fontan {& 5% |2 B:E L 72 ¥ g% &% Fontan associated liver
disease (FALD) & L CREEk3SN, MEREOBIELY G005
COHBDHE SN TS ™ %52 Fontan & TD
aortopathy DL & 54 Y KENIR D 5 ST
V5 BN Fontan #4835 T3, R 2 EBRIZ HIR
T 5B EFR RN ST S TR OAEREISNR T,
FEHIMOEIRES ML X 2 2R ED/ NI L 3R 5
FERTNEANZAL T DR E D RIE S, SRR S L
C? Fontan JHREZ FEANIC IR T 2 2 & SR TFHRUEL
BIG3 B, BRlIGICEE TH H 2
b. ERFRFAR

N AR EFRERORERDZ v, BB 7 RE LK
TL, AR SREEN, 1SR EORER (NYHA
CHEREH T ELLE) OFEAIREN Y, F7-, Rglo
FERRTHV AR, TRURIEOMEEE DI Id v, 512, Bl
PR EELFZ LI ELL VD, MATEIREDTERERE & 0
I TH 2.
c. BEmMR

Fontan fii %85 TlX, ZO R ZIMATEIRETD 90% 5
R OB R R MAE T 23HEHE ™, BADEBE
R A EIRRE L 0 5. B R PAVF R RKEHIRIEHR
43#% (veno-venous shunt; VVS) DIEE L 72354121, iR
WIKEE R IMIEZ RS, OE O T H T HE—T, KBRS
AT 5, BEAMEAERLCERBEIAETEON
XGRS 2, KENIRIT IS & TR O S %
RO L. FERZEEIFIRE T to and fro & 2 TEHL T %
HGOH5L. HHIRD > MR T LHEREED L. 7z,
THROFIEIC AN 2, RIAEIRE S22 5 OB FE ka5 OE
FEbE <, EEOHAIIEFIREREE 2RI 2 L0
2 396>.
d. ®%&EmMR
i. DER

BTREBROFOZ/RT. APC CE PRI ALNR
%125 EIAV QRS B IE OB AR BT 7R AE AL T & Y
WY B E IR Td B 1200127
ii. BIER X 4

APC TIZIEKL, 4 TULBENMSILKT S, TCPC T
IO RESIINSVRIEETH L0, IR
BMACIEEERENUEEZELERD, (OIS L
L a L v, EEOMIKLE RO 255058 5.
H 7 PAVF # B9 5 EH CIRRFEE L T2 5
BHL.

ji. DId—i%

FE M EE TR L EDGRME R Z A2 dH 5 FE
Wrc&4h. LaL, WA Fontan fif #2113 5HIR R D2 0 H)
WX TH 5. B = HSEAZOFHM R e O FF-filE
TTE TI3#ET, TEE OFEMiAHER SN,

iv. MRI, CT

L, LEORRSTH R =7 L% V7B O 5
P EUFRRE LA, BT > RS A - MRI 25 IHEEERAIC
KESIRBTEDIREIE AT 2 A L 72 E—R 4 &% IEMICET
liTx %29, BB OEAREIR & OBRRRILT &
DOREASTRIZE PO WAL EE T A Fontan i ko
LIATENRE M Z, RITEMIIM TR O E R LIZ B S
T2 oIz ira— X ) Ths DR G E
TV,

v. MRELE, HEERERT

fEF N AMEE &R $EA IR Y, D) oI K
ML TCEYLVE YRy T VIINVINT AT T—F
(GGT) &Ry HENRL ", 7= 73/ b
FGUATLT—¥ (ALT) RTANTFUVBETI/hT v
A7 7=+ (AST) E LA LBWIEED L. /2, 1)
COSERIR T &S OB ATRIE STV B Y
JRETIZI LA 70— )UEDMEL, OAECIRERH YT
¥ ADBEEHTRIE ST 2 WS i )L T
79 RWMEF M) 7 ARRARTF R (BNP) fHIZ EA%E
IRTHEH A, APC Tl BNP %S TCPC £ ) A #El2
B UDERREENS Y F72 Evillh VIER T
1) >, BNP &, ®RERIE L ODFBEOFUETFTH
BRI L VTV TV RAT R YR
(RAAS) DiEfzETREIEH & BNP mfl & OB R ENT
WAL, NGO TEIS SN L B AT REE &Rt
RTE OBEIL R 12,

vi. EB)E R

Fontan fii %85 TIZEE O .LIEB ARG EI O M5 % 72
HDHIENS, ARSI TL, ®EmEERE (peak
VO, 75 A7 EBT A FEIL M D 50~60% T, &<
|2 B A\ Fontan fif{% Gk 1631061200, 1210)  popan fif {4 B %
OEB B S5 5N T B UL LS
RIECETFML, & <IZ peak VO, DTFMITIETE 19, B,
NOAREBZTER & SN LEHTH OO (exercise
oscillatory ventilation; EOV) *° cardiac power & 1%l
Jih3d 2 272 —J5 Fontan JEERDIFED 1 D TH 5
R R MRS THEDER TH 5 2 Lo s, Hikds
1T B B FEHER IO iK% & (VE/VCO,
slope) & FZEERNZE (oxygen uptake efficiency slope;
OUES) DffFUCIZEZEALETH S 2. EBEHT R



ORI E T2 L OREIIAHTH 5.
vii. RILF—IDEER

REIRIZD - L LW iiREIHAEIHETH D, FE2:
18R ETIIIHER R 2 &b H ) BN R E T L
Vv,

viii. DEAT—FIVRE, DINEES

OIERERHRBERTAI Tld, i Tl a—, MRIX CT
DIHREEA CHEGEDOFEED T2 e h s, LWERIER
VBT DIGERH T — T IVIRE T BT AE%RE, L
57— T VAR OB LA L C\wab LaL, A
Fontan flif2 85 O L IMATEIEIIAAZ 534, %R0
AEEH, WEIIRES, PAVF, VVS FHliZI3kkeE LT
HRZIERE RS 2.

e. P&

i t% 20 AEDFETHRRERIE 69 ~ 87% FREE T ) 120 120
M L EREOMEARI A, WT N O TLEEL T 5.
L L7%&dsS, & IZB A Fontan i 21213 FE 4 ORI &
BHEIEBT2IG60% <, MBREREEHY T 5.
f. SRESHE

B R EPHERTISIEIIN T 2IHE, EFHIZOWTLY
IRk 952 B2, WO IR L7, 4FS7: Fontan 1G5z
WZHERT 2 EPHEDS <, REEEFH L Fontan JHER O IE
MERURICH 5. LEIS U TULIEY 7 — 7 MR 72 &1
LD IMATEEZ TR T 2 L2055 V), LI TEIHEDTE A
B PHEDE TR L IR R OTUGEI TR 7R\,

(1) DINERKERE

FEWF R MATENREBZE 0 6, Ay P2 B D 44 L 2 Ui
PR, ERAMERIC L AR OEDLETFNEOE T A
Fontan i % & BaiH O OERBEREFE I D % 235 T L A EER &
TV % 120122 2ai ) MRIC & B0 BRSO EHT A
5, PLE &ff& & 12, LEIK (R OEIRRINATER
¥> 125 mL/ KA [BSA] m?) A FHABRRET-TH
BHTEDRENTVS P fRLEEED B UBEREH
EZENTH 2. FLEZREKOZED QRS MR /AL ERELL
I BAMRIA K, WIRTE AR 2= IE F RIS O R &
o TWAIREMEA D 1) 120 SR BB D AF 72
R TH D 7 72 KIME MR T AVRIE S
VLR O SR E RN 2 AR T 2 5 D IRE
HWRITEMHEREET 207601, OERETOERNE RS,
EHIZ, NERBTA2EE SN, EEIT 768 & B
L2 s 120 b e SRR T O — R L%
(NO) |ZBH L 7=z A REMERF O BB SRR S T\ 5.

EHIZDOWTIE, B Fontan & TOZHEWIZ X 5 PU0
ANEPPAIHET L TV, FIRSRITEE, JEARCHIK 2
EONBY RIFIITERTH L. LaL, BAEE

Il &5 (RER)

ARG EE L FERC, FIRIEOMEIITE O L 7-fEk
WY ThHY, NHEZERIETZLEZSH L0 Ltk
V0220 NI T o) B SR AT B RE R T o0 RAAS ]
BHEIHARE T2V Y A Fontan BT, HLEAYE
D RAAS BIHIIC X 2 Lofiek B A AR S0 ) B T 25 RE > © A
T ER R AT ENTH 502 L, R HEL
IV FRA Vb E LRI 2 <, O RN B AR TR
PO AT L) BRI AR REATH L. B NENEL
AN B CRENT L 72 DGR IR T2 0h 3% Bl o)
HIZOWTIE, WA Fontan BE TOAREREOHEIZA 7
V12 Fontan % % &0, MR OB % EE
TIE— MR IR RER e =4 A 3 2 EAAE <, IR
BZd ) 0 RHER BIEREEE RIS LA TEES
BALSE L. L7725 TC, ANERGED FO, R—AA—
HAlAAR S EB L EREROLEEL LRhoTH 5.
FETOY 7 TOLER=Y VTRT VNG Al Tl
2ATAHEOETIE, CRT &ML, EHEREISLER—V Y
TN IR B LD 5 B AEIKLETE, E
BRI T >V NT v A7 TIELE T O E A A ai tr &
NI R= T Y T ORI L& S, FRAEEREL
K TIIAEETRRLZI < 5 CRT ORHI L 1211252
(2) BEHEETE

L ERRLETOZRARIEEZESRTIE, HIEFIC
(ORBEEBHBAENSE L, THREEERTH S ",
BEAHEAEOMTOFRAN, ROERERT 2
EHET AT ENBEEIND.
BHRIZOWTIE, PEEEORZE AL TIX RAAS
HEAE S Lk, BEORESFHEEASE, FEK
FNCFAFIC L B N TR O EB LIRS LETH L. Lo
BEARTT, EAEM L BRI T IR E A 2 BER O
el FTdH Y Y, B Fontan B# TIE M F 40
KR ASEE DD L7\, Fontan fiT 5 O 5 2 515 138
ROWHEA L2 TR 505, FEHC, BEEESE TR
TER, BAHZER R— A A — I RIE R EOEPHEN L R h 5
Td b Y. (EIRF IS OREE AR OB NEET,
ANTHEBROFEICEE TS, $72, PEEUT OREFH
PAREOHEITOH IR TH 5 2,

(3) MMmEER LT

i B~ DB 0% K AN7S Fontan J§BE OFECTH 5 =
EM, BT MG BRMERRI Fontan 407 14 1% fa 1) e _E
RPN, L7zas-> ¢, Mt (PVR) L5-1%
Fontan T B DWHEIZ DM 5. F 72, firthmlsidi < PVR
ERATRBEN Y S F IR AR O A
AL HAERALILEGER (RCT) 2GS TV 5, &
ARV L ATF—+ (PDE) SHEHDOI VTF T4V (6
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BN R CIREZRITA N T4~
I ——

& 69 Fontan MiEDEFEEERASHIES ZOEE, MWK

BLEAMHE AR, XK, BB

1. REBEEE (OFU7, B KEEE, EHEE
2. DME

IDHEREIR T

HE, Hhak, FEEIEA FuDA2EE, CRT)

BEFER MEHEREE, FiT

REREHF (aortopathy)

AR HRERE JDADEE EFEE)
3. NEEfR

1 JEREERS NR—2ZA—HHBAH

2 _ESER 1. &Y

(UTVhU—t BERETTE) VXY, PTUIIY, BIEME,
VEO—)L, PIAYAVIEE

2. AT —FIF7IL—r3v

3. Fifi (Maze, TCPC Eriffii/d )

mENTNG 1P,
FRTEMEAIC L S 1 I EOBIITIE R <,

. MPIREs

1 IRIAEES

2 PAVF
MATENREST
PR (FIUREEELE) DS
FrEFIRIADA I

3 TEFRIR AR
4 TSRFvITERRK

1 RRE NE) DFEE

2 [MATENRESTM
Fontan JU— ~igzE
FrEsAsRAE
AR M TEE DE
IDEREEET
EERHEERAD

3 BFEIKSD

- BPRE (SomBT, FHEZ, A

1 SomAf
2 FFEZ, FtrE

. M4, Hm

1 FELEBREHT (CT)

. BEFBAHEAE

RERLE

BRIRS, FhMEIhRSE

Fontan JL— NExif

discrete & © 9T —7 )UEERAT

(PR AR

PRI, MIREE, X704 RIRAED

Rez=:
miTENREEEE (BRARAERE )
NT—TIUBE, Fiin
HT—TIUBE. Fii
1 )UER
IDAEEE
MEHRE, Fir
KNEE, FIRE

MATENREE (RRARIERE T)
SMEIVYIL b

MASTARFMT, IMAZBRZEM
1EmeE, )Ltz

TUDAEEOE, Fir

R TSR SRR OT AR S, 5
557400 (68H) TILEBIREICI 2 LR OB
EEREUE ORI L LTIE, s

IDEiEE<ei

45 d 5\t PVR O LHZIIZ 50 REMEASRIEZ S
TWa P 7. BB PDES FlEROBEIER & L
TOLHERELEEIZ X AT REMED N ™. fo 7oA bo |
B A TIEEE RE DU E A HERR S I, HE)RE DO
(peak VO, < 30 mL/kg/ %) ($&BIA L Tz

EHZ, Ty FEY -1 (BT SERETEETH LR
> OB RCT THEES 2 ™Y 14 B o R £ >
y HERETIL, TR E QOL AR R (SF-36) D%
TEIZA SN0 57273, peak VO, 7T REEL D A I
K& (20 vs. 0.6 mL/kg/ 45, p <0.05), NYHA /LHRE
FHELUGEELT. INHOFERDOL AR Y ¥ —OF IR T
EBEC RS, IHEITOM W peak VO,, H5\ BNP %%
W ET-1BEDHZ L 22 550 LIt v, Fontan f§ER %
PR CIEAi M ROBE) £ 7)) ¥ Zhsebi, B



ROFEHI SURNE S 2 T B d B P9,

(4) KENIRAEZRE

TOF L [EBRIC, FATKEIIROIEA & KB HR A BE AR
ENTWDE ™ MR LEEERE LA, KBIR
BEH L OREPERIHEORE S S L BT 5 2 LR S,
aortopathy DTEFEDEEH N B ™V HEIIR % & 72 KBk
TERERHIMI 1355 CT A CTH 5.

B CIIRBIIRIEZ R BT ASE)IS & 72 525, WIS &
BRI AR TH 5.

(5) TEEMR

IR AR T EEARERDSL , FEIRIZOH N
SVT SRR E 22 5. B IE K E L TART &£
ATk BENRETTHELS X ALV HHIT (ectopic atrial tachycardia;
EAT) T, &<IZIART OHEAT40~60% LE<, Zhs
SVT IZFEEDFHIEFTH 5 ' 2 TCPC 7% APC 12 ¢
LARFSESHIE DV I & 8D HS, TCPC OAfizlH To3E
FESAIE D2 IWRE T2 29129 gl IR 72 ARy
CEEIN L Y b AT B N R 8 AR R B T S 12,
ECR TSI TORIREAREIRD S\ L S n 29,
T/ & TEMAMFER OO BN SEAEERE T <,
PR—=Z X — N R AR DBISFN S D753 d 5 12,
HRIZOWTIE, TART R EAT Cld3h 5 —7 V7 7L —
Ta MMEBNZ L DA RNZH, B kg R &1L
KPERTHEIET 25, Lo T, BN GBI
PEDWAEIE Y F U=V T I 500 % E BT LN
HY, —EOREPIGFTE L. IS I B RN,
VI O— )V T QT R4 EOMAKIRMEM, 734451
YT, FUIRER, BGREREREEOFIUTER L 25
DOWEELYRE L% B, APC D547121% TCPC Bl % %
B3 52LT, FOEMEEIINETLESNE P05
AN TR BRI B L 7S N R S B O S 2
B MREHAEEL, R—2A A=K ARG
MR EOEGRET 2 BB L 72 EIREENEETH
L. Mithm@co SVT 3 FHRAREBEET 2200,
LRI TOHBEN ADVEEDTRIBEN DD, ZDH
WEEARPITH 2 2V,

(6) PAVF

PAVF |21 diffuse 2!, discrete Bl &, TS 25REAEL T
FIET A 603 4. Glenn & 5\ d Kawashima T4l7 4
(2 I PAVE 2856E L, IRER R MIEASHES TS 5 1252
/NEIICIE, Glenn W4 C4: U7z PAVF (3BT I % Btk L
72 Fontan i 4 12E3E 4 5 & &2 'Y BWH X ERZ M
HET, BBIIRNOEEHNE AN & 2B AR DIEFE DS
BB I X R CT THRMI CEX B Ehd 5.
J% N\ Fontan £ @ PAVF OHBIEEII A TH 505, A

Il &5 (RER)

L CIEZOHEIRE L, FFEIRIEOAEZE A L7
BICE L 22 &%\ 29 F7- Bl Fontan 3% T
13 PAVF O SSFESEE 13KV & S5, PAVF Tl PVR 28
K<, DREAN G LABIL T CVP S EA L, PLE %
FEICREE L TV 129,

HIIZDOWTIE, /NEH Fontan 53 Tl hepatic factor
* Z R L 72 HF IR R T % PAVF 2395 10 A S8 5
Fontan V— b DEHEMHBE MR GEHH 527 LiL,
JFER DR T L2 B JE L 70\ PAVE S8ERET DIER S Tw
52 ERERFMAE ISR LTI, BEEIXSSINA, NO W
ADENEHHEEN TSP F72 PAVF2ET S
B Fontan % CHIIMHE & hepatic factor DG ER T A LS
i WIEE L 7 KB EIRBEE S I A S, DAL
LHELH DY diffuse BITIEABI 7278, discrete B
BT =T VIEROBMAE E 2 5N 5.

(7) VVS

Fontan i @ B C i, KERIRA> O Bl i R~ @00 i 47
BOFENBEESNDD, ZOHEIRHTHL Y, &
FIIRELR VVSIHRERRORRE LY, hT—T ML
BN FRE 725" LrL, B\ CVP (> 18 mmHg)
DEENIIERFLDOIETEE (50%) 2SN EAHERS N
CHAROBZAE" L L THREEL T B IREE A RIS
CVP AW A IO AZERN 2 ZE T XEMd Lk
" 1263>.

(8) TS AFYITERR

INHEPHET, NEOREDIZEAETH L. FHN
WERHTH 205, (OHERE, = CVP R EENR & OB A
RIBENTHS Y BAROH S LN SILL
TR EREIR RPN R CIE L, BB AR E LS L. 20
PN JENE & FESEMEIC T SN B8 Y BT
BabL\n,

HRIZBWTE, ZoHMEZI) R Z & TERITSEE
T4, SRIEH P OME L 720513 % WS, IATEIRED
WEIZ, ATOA FRMEET I A3 =7 ViEHEER
T (tPA) TT VKB GAE N R id B Y.
(9) &4F, 1R, HE

Fontan 2 EEEOE DM _EIZ LY, AR A4 2 2)5E
L 72 N Fontan BB L T 5. £ 4 ENIEET
xR L STBLY, TR TR CIEA oL
B % "> Fontan i B8 CId AREEB OMEREATE < 1,
B DD LA IIF N CIN B SR R T A 2 &
PIFE LWV, ZNFE T L O ORI EIZE T 2351
IONDBD, FOUHIZONTOREEIIARHTH L. FHE
DR OEBHE TIZSVT b - & 54 < (10~20%),
KOTHARIED G A ARSI B 7 HERIZ LA LD
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NSRRI CIREZTETA NI A >

BIET DALV THY), IR ONEIRBEA: A
FOREOTFHRFTH L 27 F72, i OHEEDE
(30~50%), FHEIEIHHEDL Db H 5. MBIk
KT EYIR & BRI GA E DITHI B TH DA, FEA
THEBEPIIAHTH B, TEREEIE 33~34 H L5 <,
AAREIZ/NE 2,000 g B CTH B05, eRMOEEOA
PRI v, SO L) ITEWEFOEIHEICS A2 b 5
¥, INE TR E DB DL 2 v 1205127,

INSOHMEDS, NYHA UDHERES I ECEELA
BHED R, UIlidEEE % &0 72 O AT B RES R A AT He B L
FCehiud, WRHMEROSFHIID VTS S L. L
7L, 2 FE TO Fontan i EBH DI E RN, 73— 1
F—, FLTCENLDOMES T IS 2 0EZEN D),
INBB X OEBRERNEL, BEIRAEE (DIIVE R & D
2 EHAAHI T Z ORFEICH) O C EREETH 5.

(10) EREEHER

Fontan % CIXMERE MK, OAERITHERE R T
L OBEAGRIE SN T WA Y ZORRINEZRIIAY
Thb —h, BMNEWOAEEE LR, 7Ry
BT SR A © A 7235 RAEI 7 & 00 72 T HE R S D S
3 (43%), EBINZAREOMRT LB 5. S 51HER
WA RTEEDEL (16%), LFigEB®EL, F/-2208
R IIUME I3 FE T2 TS 2 5 1 &5 VP, 1T o %
FIRSEDOT 55T HERE S L B 2 & STV 5.

FEAL L 7-{63 R IANIA7278, R0 E B 7 & O EGEE
DUCEENHERES N D, FEIRIF A OB I PR~
WATLZEDRET LW
(11) EEEEmES

Wk oK C 13 Fontan [ & @ il (BMI = 30) <@k &
(BMI = 25) 2SEhnL, I L5 2 Rk DEHh e
(N QUAV IV N SH ] St R N ) TRk s A Rasn il S E
HY, HRIEEOEEERIZT 5. Lal, byiE
TORGFHOMHEILEDLOTLRVETFMEING, HKEE
FREEHEOWDLOAREDTFTRIZDPDED, BA
Fontan 8% T b ML A % & 60 B & AR T e 22 1L,
&S| B RE L EBIH 2 AR S 5 'Y Fontan
BHETOEBEEANE L OBEDHERINTNDD, Tk
t 0)[35]1@;"*%’(7;\/\ 1268, 1271).

(12) EEDLIEDIF

BB REO I MBS A EZ O 5RO 1
T, FRICBEE$ 59 & CVP & BIFZ R R
Z, B BB 75 6E 25 FLIF 22 B\ Fontan S5 OF T,
TFlhEBEBR P DboTWE Y ZoaD»S, bR
ILNEORANL 72 Fontan 53R TlXEAE T R > 7 & R »
FIZE B ORI AFEAEETH L 7. LihioT, i

B X 2 IME PR RE OS5 R BN BB & 2 Bk
PRI ML — = ZIEEEEZ 5N, s s
Eb g, EZE RBAMOLIYAY AL —=2
ZCHEBTO 1 E L, EBRE T ET B Y.
LL, &I CVP S LA T 52 ALK o 1o
RO EEbN, S 574 BEERIFESLETH B B,

(13) IMie%E

MK OZER E LT, MEnk (MkestE o), i
EREVEIR (NREZBERESEHR), BB itk (5 o, L
iit) 57 A Virchow @ 3 #aHibxd 2 2 & 28, Hligei
BAZ D4 H3 % P —fI2, A Fontan 3% o 11 1f
ERTIE, 7yFhurere7s7ursy CinEONRME
PUBtER 1% & 0% C OEFEFFAMET L ', PEzikhe
[ 5 % WL C von Willebrand (13 AL, F 721/
FEREDSTTHEL T\ 5. N2 T, Fontan TEERIFH OAHLFRD
ML D > 26 MARTERAEIZd 5. Fontan JEER TR
IR AR, B S TAL T T R
ELIZED) A7 BN X gk E % 56 T O
RO LHH AL P L, 7Y 7% Fontan
BETIE, BERRERVEREALRELRD, LINOHE LK
AF 7 1 12 R - B O — RIS AR AR S |
W3 zEEz65. F72, WA Fontan B3 CTlE ML/
AR LT 5728, WEREWEEEE T 7 A ) VIPUE
%ﬁj—zg ]280).

K& M Fontan IEEROWEHEZ /2 ¢ 2 &b, F
BDER, MIEBLETHLH05, s O EBE TOHEERE
BRI L T v, BAFBNIIETIE, 7TAEY &
TIVT 7 ) AR VA, NS PR EEE TR
FERE L DA EICRFRA D N Y T EER
PR AT SN BEZE T, TV 7 7)) w450
TINLDOHEMAE LW T NETIAM % 2 £ O
RCT ASHiAT S 7228, Pk, P IMOREIZ =D 0o
723 —75, B Fontan #% TOIEHAE D RCT 1372\,
AR TR BB SR IMEN. L TR\, Virchow O 3 % &
MRLEEPEETH D, PUMEER T VT 71) V12X
APMAEHED L 72 78, —EOFLMEIIHET L T2
v, RIS OfERRR T2 6 3 5356 (M OFFAE,
7 CVP, fOiathE, VVS RBBIC L G- EEi0fF
e, PEEEL EoLEIGEET, APC TOILKL-H
B, Fontan )V — MIZERE), SVT OBED S 5556 7%
LI PR ERE OS2 BT 5 YT ki
FERRAE RIS & TSRO E 2N T o ADS RS, NI
IR, Fil57% EOMATEIREEAL ChliE 3 5 2 L1 & D e
TR SN A EHEE S, TS OFFRERE| TS 2 Pl
FEAEE 7 5 "7 LENICE RIS AR L 72354



VR IEAS, BTSN MR TR L Cld s 7 —7 )V
RNFHEHE D TG L 7 B MATENREDSANEE 72 s
&, FOFELEEIL T5% & v 20 M A 15 L
T, MARERRREL D &OIRIUIIG L7 B Th 5.
(14) &M

Fontan #ii B OB M OB IIHR I NS, FEL
7 REVARBTEIIRANENIMATEE AN R IR & g s, & 2 ICHBE
Mz anid ) " KEINRATEIR RT3 % &
FHIHEBRLET 5.

BEHICBWTE, MES CT GE Tl mER A 23T fe 2
Babd s, KENRGEIIRMEIMATROR 2 mEL, o
BECHIUSH T —T KB T VERMZIT). K&l
MTIEER AN LB Y B D35 5.

(15) JHIEEHMm

INLEPHET, BERIIAWNTH L%, PLE LBHE S 5
ZEAIRIBEN T Y

BT, WAL L % 536 Hh3% 5. PLE DUk L
ELITHLERIMbLGET DL S5,

(16) BTHEEERS

Fontan 75529 H AR5 (Fontan-associated liver disease;
FALD) ¥ LTHEHEN, L ORRAHE S Tn5 2,
FALD OHEEEIIAEFERIMKAF T 525, WifgE A%
B L 7 s 7 io Wi 2k #E T UL, Fontan 7% 10, 20 B XY
30 £ R DRFEZESSIE D 5 DO RIHEERL 99%, 94%, B LY
57% &, AitaiamictEnsEins 2 22 BRI 578
ICREIRD Z L8138 A ET, BRI IR S5 E T3 5.
FFREZE 5 AT 3 AU IEIK 7 & DA ) TEERTRRE & 72
5. MR TR O b AT IR E #HPH N 2 )
FEAZRTOAT, GGT O LA LF IR ME & B L,
40~60% TLHALTWA,

BT OWTUE,  MLREEIRT A 5 OFFRAE Lo AR RE
P LR 72 25 P RS ASHEAT L 2231, I
BT NVTIVEDOKT, CYVEYER, a) 22575 —
PORTAALN, 70O rBe VRIS —47 s
EATREEIND. T2, WROEHERRE L BES 5
IS pE R =t N AV (VNS A B i L
L& B9 %A%, Fontan & TIEPIIRIE L OHEHEL &
HYLEMESINTD, F72, ST SE LTI
A5 A 5, Forns index, model for end-stage liver disease
(MELD), Child-Pugh %38 ® A 2 7 X2, varices, ascites,
splenomegaly, or thrombocytopenia (VAST) A7 H34&ME
SN, ZOFERUEIKEF N TS, LirL, 6
KD MA 72 57 % 1L Fontan it f2 B IIE@H T & 2
WEHEER SN 1Y FALD TOMKE LI IS oS
TH5b.

Il &5 (RER)

ESEZ T OA D 2 i STV 5, BFE T
iR & FIBROILR 21 o 72 E K L 72 BT fis g A3 st 3
5. FFEEOEST CTIEAROBE AN 4. Fontan ffi 4
T, w8 )RS RO MRS A BIE Sh
TR HHIRE T & OBEA R S Tw b ™9 CT
13 Fontan fii 2 DIFEE OFFEMICAHH & S JF%H
ROZEME LI E E R, AL, & ke
KMONEGERT. BRI R CIRFEEIRIcEEZ ST
HIEIMATEE DO FED A S, BRI TR 4 570 1 DEHIZ
FIAEAEHED (regenerative nodule) 2SERZE S, BIEOIRZE
LENDD, & EICEMRE L OBNSHETH B Y,
— 77, Fontan ffi % & & @ i #Hl ld %% (hepatocellular
carcinoma; HCC) D% EUFEIIHS TR, JFEKRTO
FREEFT I, BT O3 KR zone 3 IZHEMEILDS A S L4 fE
SIS T L T\ b, RIEOFT R 7% <, FIIRELEIC
b HEMEIL SRS S 4L, Fontan AT LIRT L V) S5 ORAE
{EDTFAEDFEAEE N TV B P ML 2 DR EEED S
— TR, IR 2R LOIRIE O DS &
7}’1,% 1200).

WHIZB WV TIE, # IR & LT 2% Fontan 4 % & ©
FALD ODEZELENTH LI eh 5, Bk T OB AT
EETHY, LD T =T VI D5 MPLETH S,
CVP 12 mmHg PLECPLE SJEY A7 233 fimwn 2 e 2%
iU Y, FFREEOETOBEAS G, FEROH
WD STHEBENAT LI ENEETHL. FREDOH
28, HCC ~OHLIIFET L THBY, CRFRICHT S
DRSNS,

IAERE OIS E PR L BE L, fh7 v
TV, MEVIVE VRE, ZLTGGT & EDZ DIRE
Td 4. Fontan i EETHT IV 7 2 VIIfEIL PLE %
BLL, FHEBET LA, MALNETIETFHRE DR
(387 %" FALD OIFHZEZI % 1 45 L 005 41
FIXZNZI57%, 35% LR S " HCC 38 A
7 HEE$1UT 'Y, FALD Id Fontan i 53 b % ik < L
ETHIEHIIRIESNS.

(17) PLE

Wik D 4~ 13% (Z58HET A & &0, RRAERIZHI
L, fl5f% 10 43 £ U8 20 4EC PLE ZSJEMRLEER 1L 92% B &
086% & &M B . FHERDOTFIHIIE DO TARRL SN
54EB L OV 10 FEEOIE TR RIZ Y 50% B X 08 20% T
Hotz P BHEOMAEIREOMERIZEL D IS DI
TR ZNZIH 90%, 70% & FEHIZHEL TwW5
A3 161299 2 pERERIZ E DT, QOL 2% L &
TERDL, HERTF IR TH LA, HEE 7 Fontan JEBR
THDHEVEIRE L B L 12 iS5 Xk b &
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NSRRI CIREZTETA NI A >

A% PV PLE BTV S IS PLE BER T TH 5
T EIFERO YY) F72 PLE IIANERNR (F9 30%) R
BAE (7 20%) % EDMOAEIHEL fFELTWAZ L b
7:@ < 7;,\/\ 1256, 1292).
BFEIZBWTE, B2 T 2560500 T, K
PP L 2 RIEOFERFERR, LT 5. EkosBl,
AEENRIEIE % B0 72D ATBYRE D e i b & D 4y b A 1
FL, O EZRHER L2 CVP IR T2 HIET. CVP LA
DOFERE LT, BFKRD OkaHIR, FIRHF]), Fontan #
B OB (77— 7V H D \WIETFATER), MRk
EOFM (H7—F)Vd B WIZTATERE), A= T
BIC X DA ORI (T4 VER), LEERET
CEYIGH), BEAEEASE (Fil) 7 EOFHEL iR
LB H D, 51213 PVR Bl & W L -k
RS PERSE Z B3 5. RIEMERELY ZEL, 7OV R
ik x G- AT u A FEEDS A Fontan T A %172 d
Lz 29 F7- Fontan V— N & BERERY/E LR & DR
EIZLD CVPRET LLAEEEINE T — T v D\ i
FHTTI ) LB RGENDH B P MO %EEET
X, WINOEEDL —EOHIEXD HHEED 44% L
DU L oz PP RNRTIEA ) R (2 TE)
2D ZDREIRIL 76% CTUET 24, FHRUGED A HEIZ
AT, FABERLT VT I U5~ U 5
TEALD 2\ & END Y A% VIO Fontan
B TOENFLIE S TWE Y MEIEEE (NO
WER TURY TV VR Ty ) Y EERETEE)
DERIDHRENL Y F72 2¥T/F7 by, O
AF0A FH (75 = F) OFMPEAHEsn 200,
BT TR Ty 70 7)) YEFIDSHIT SN TV A2, Th
SOMEIIHE L TIIARHTH L. LB TIHIZEAED
/N Fontan 3% T? PLE O EDHIFHETE L 0D, JE
PLE F |2 ORZDTFHAENT LR 5 570 PLE
RREHRDOTHRUELEBT HE 0 2o I
SHROBETH 5.

(18) BHEHEET

JR R U 4 FR & R LUV E B O AR AE AR 3 &
P NS R OB AT 5 SR LB kB0 70 I AT B A 5
OB T A5 S5, ¥4 7 1 0L HESRE R
DAL STV S P B Fontan 3% CH Z OB 1L
B (17%) ), LHEE OBESRE S NS, FEEIEA
W725%, RO CVP IR 20K RS, &
SICFRHAER L GRS 25 2 25 9 fiEi oL
FEIC & AIEBFEM 2 B E DT REASER ST 5.
BHEREIL T 109 2 IEEEIIATH 5%, RAAS 1
DAERHS Lz B0 RERSSE R A 425 0 AT

REEHICIE, B2 E BT 5L %0 H 5. Fontan
TEBROLGAITE BN EORENE L, WEehTas
IV ETCMEE MRS 5 2 E DR EHERR RO AN
HbH. Tl BIRTHREIZE LKL, & CIZRAAS
PHESEAE BT, BRREE LI T I CHLE L iR E
BEThh.

(19) TCPC #xitaii, [DigHE

Fontan i B0 EIZd b 53, —EDEET
Fontan i B2 #% %€ (failed Fontan) @ & EFH DB {EFE T 5.
Fontan fEER#HE D EAEL o\ 7S, —f%I2 PLE, #EATEAR
PR, FEEE PAVFE, I, 77 AF v 7&K, L
EREIKT, BFEARERT LS. RO APC
Fontan 17~ 5 TCPC §izft 9" % Z & CIMATEIEDSTET 5
BEMWHAH, L, %D Fontan fEERCTH S 2 &
R, RS TAARELZEL, HEIEH RS
LVEENRH DL, L7223-> T, TCPC ¥nffaffi 2 failed Fontan
BEORRE RO VIGEED S, RGEIL O
b, IO Ea s Tld, failed Fontan 8 O HE
B4R, 5S4, BLOI0FEEFRITZNZI82 £ 2%,
73+ 3% B LU5T +4% T %Y. i F o failed
JEBI, #%E7 Fontan )V — Nk%E, % L C PLE Va2 L 72
Bhitk S FAEAFEOMRTERT, ZNENONF -
1270, 5.6 BLU53 THo7z. PLEFERID 5 FEAFHRIL
46 £ 14% T, Z9) THRWEFID 84 + 6% 12 T &IX
B, PLED 9 AF T A (78%) HVEML, FILZZ1A
THUBHARESNTHS, —HT, bokdbFHRAE
WO B OIPUETEAME T L7 failed SEBIT, 5 4EA4
FERIL 92 + 6% Th o7z, B[O TCPC HEffl BEE <
G SR L7 O F IS, BAERE O T 4I23
HLWEENE  Lpl, #&ED PLE BFHDOTHO
SR 126 1Y 5 R T AT R R S
BT E LA SN Fontan TEBRIZHE ) FHERER 2 D il
DAL 70 & OZ I AR T 2 Z 1 L 72 Sl 22 i e
Moz, SHOBETH L.

(20) =5 <& Fontan &8

1,500 m DL b TIAERF AL, MBIIRE 25 I
5L, Fontan TEBEDBEHENTRIE S HAHY 311500 m
BEF TOESTIIEEN W EDRELH S BV,
g. JIKEE

FREOEBIHAHEE B L, 3~67 A2 L O
BSWEETH LS, BEOIWERLEELIIS U7 RGO
EERLI-AEEEE, EHAYEENS. £/, /T Fontan
BER/NEHIORAE L 3R ) PV EREESEL, ABF
JEDV AP LA L THARETH D &) ifilkx, BHE
REDREEIWETLIENEETH L.



3.

F7 /—BEEXENRRE,
REED DL\ 52 Filvik

AR B RME B B VIS Bl o F 7/ — B iE
KU BB, FEWNZRLOL LT, Fallot U#L (TOF)
R 32 B K Bl R il #h BR 8 E #D AR (major aortopulmonary
collateral arteries; MAPCA) % ) B EhHRBASH . O == kg
K48, Fontan FA7I1ZH]# T & 22 W UL ET MATERED L
R EDR DD, 1IN, TEIREZE 2t b 2 iRl
MR GRS, TOF MoKl &G Eiiels, Bk <
ERIMAEHRAL, Z5TPPsH, AITUMEIREISHZ: & T KB
> B\ B 2 OB BIA R ST b B2

PRI AR L LT, IR S ARBER DN T > A3 R 72
n, F7 LR ERD D, RIBEOF F A
W L7210, EIIROFEE FE D7D RKIEED 5\ i
HEMIC L EF BENE . BTEIIROFEFRFEIL, FRW
7 BRI D 5 \VIEFHZEDIT D, WAEZ O AP
FEVERRZ OAEAT R AT (Al Bl IR 46 47 <2 il B IR A
JaAtr, MliEFAR Rz M AT 22 &) IS X DMBBIIRDZETE - %
%2 - MZE, IMHHIROSRZE - HZELR EI2E %,

RMBED DB ROF 7 ) — PR EET
1, EBEIT AR, RRMEHE = (percentage
predicted peak VO»; % peak VO,) I Eisenmenger JiE 5 &
[ZRWTIRW S S, % peak VO, 50% Aiids 60% %
G5 Y E R AN, EH, AOERTEEO M,
peak VO, L0157t (heart rate reserve) DfAGDH
R, EGTFROTUET-& 725 1%,

NEHGE BT, 1B IR INE SRS T 2280
e Sl a SR (IRIMERIGHN, MR E S, B ke,
RS BIRIEZ: &) DIF2, FEFAREZ 20, §£
FW R GBS LEE 2D (18 24 77/ —EHE
RUELCEBIZA LN L &5 AR RE [p. 14], 15 8. .0
PRI [p. 50], 13 15. 47, WA 22, A
HHEE [p. 65] OEEZZMOZ L), w4F, PEAHRE
LIEHESR Y, RBEOF T —LHOEBTIE, 218
FFMAE A Z IR (79 £ 7 mg/dL), #9250l HE fE
B FIBERAE R 720, HbAlc DV, Z2fiE B b
(< 80 mg/dL) AR TSN ABE DI L 72 fa ks H -+
THDHERESINTVWD, T/, KB PI R E =
et MaEZz EOEREO B EON LI ENH Y, K
R R MUE & BRI D5 A & D W2 BEMEATRIE S LT
W ;u) 1313, 1314)-

R IMEORHIC LY, SCEZEIR AN R A D3

Il & (KRR

FEEL, MEHS %/ NMIE OBHEIZ L HIEIM LEANDEEH
WA E B Z DD 5. HFTERN AN EZOND
Bra2id, MBS OFFEA AR EF O RIBR LA - it
HIMIZEE S 5 2 LV ERET 2LEN D 5.

3.1
Fallot FU

W A i~ IR Z22 2% 1), IBIAR I R D
SEN BRI RGA, RMEECEIEGESTRTH L. R
145D Fallot UL (TOF) 1&, 6% %% 30 %, 3% 7% 40 % %
THETELEEN, BPITIET0~80mE T THEMEL:
IO EBEEH D 5 B REEGAOBHRIIE L, T
HoF T/ —¥, EBFEET, NEIR e, B
ez G022 8B 5. 40 mELEORTENIE, &
MoOHEEAM I AINHRBL L 72 KEIRMSEAEORE
BRMDIND S Z &L D044, AR, X weE
Bl 7 & Cd . T D BTENIRIETE R — BTG B AR P $4
DA D% WG AN SN O @IS A5 B S, 40
i LA TR OB IR Tl % 2T 72 FE B 10 4R A4 1731k
73% L s TL S Y,

3.2

AENAREAZHFR DE RIS, EE2ARENARAT
BB = Eh AR

a. FREIPHYFHE RRELETE
HUODEIIRAFAE L 72V, 7213 & b TREKTH 5
ZENEL, BOIKER TTRENR D MG % FZERH)
IRATEIIREIRIEIR (MAPCA) 2Bl s S, %
CON) =2 arhids. KEOMEEIZ MAPCA Hijl,
HHIEHDITBIIR & O EEMELR T, Bl X I8 E A
MAPCA HADOB; &2, #FEFRIZ MAPCA OFRZE R P%E
MEZY, HATF T ) — BT T LI e DD, —T,
MAPCA 23K Bl ML 2 1 9 35 6121E, MAPCA & {.
EORRIE R R HIKALZ B0 5 B RIBEOBEAEER
TELIRB D 13~25% % (58, 22q11.2 RIGEBEREIZA S
N5HZENL,
b. ERERFRR : FER, IBFFR

FEEGI DL 1, INEEIZIE MAPCA 12 X % #FE 2: ifi
MiEAsd Y, 77/ —BI3ECHERTH 5205, BAMIC
FT 7 —EAEEL, OAE, AR, WEM, P L
MRS 2 & A3 5. s b1, FATREIRILER &
KENRIT A EOHEITZ RO, HEDQIEAMIZEEA
TSN B 72 DA ED 2L T E 1T IHEND 5.
REIGARE L, TFIEHE—CITHE L, MM % 1L
IS B2 03d 5.
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c. BREMR
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