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Prevalence and Predictors of Gaps in Care
Among Adult Congenital Heart Disease Patients
HEART-ACHD (The Health, Education, and Access Research Trial)
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bdictors of gaps, and

Objectives Th

Background  Ad

Mathods Patients (18 years of age and older) with their fst presentation to an adul CHD clinic completed a survey re-
garding gaps in, and barriers - -
AFEFCRMEZMIEREBCHH TS
Results Among 12 adukt CHD centers, B — Irewas

ideatified in 42%, with 8% having gaps longer than a decade. Mean age at the first gap was 19.9 years. The ma-
Joeity of respondents had more than high school education and knew their heart condition. The mast common
raasons for gaps Includod f@eling woll, bolng unaware that folow-up was faquired, and complate absanca from
madical care. Disease complanity was prodictive of a gap in care with 59% of mild, 42% of moderate, and 26%
of severe disease subjects reporting gaps (p < 0.0001). Clinic location significantly predicted gaps (p <

0.0001), whereas sex, race, and education level did not. Common reasons for returning to care were new symp
toms, reterral from provider, and desire to prevent problems.

[Conclusions  Adult CHD patients have gaps in cardiology care: the first lapse commonly occurred at age ~19 years, a time
when transition to adult services is contemplated. Gaps were more common among subjects with mild and mod-
erate diagnoses and at particular locations. These results provide a framework for developing strategles to de-
craase gaps and address barmars 1o cars i the adult CHD popuiation. (3 Am Coll Cardicl 2013:61.2180-4)
© 2013 by the American College of Cardiology Foundation

Prevalence and Predictors of Gaps in Care
Among Adult Congenital Heart Disease Patients
HEART-ACHD (The Health, Education, and Access Research Trial)
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Ol MRI 87 LW & FR AR
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FIBEMA LR EOEE LIS —
DEMRI LT EIEHE
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I KRZEFEE/NR
=iE RE
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— cine MRI (SSFP)
— whole heart MRA
— 3D contrast MRA
= function
— EF, volume: cine MRI (SSFP)
— strain: tagging, feature tracking
= flow
— phase contrast, 40 flow
— vortex flow mapping
ischemia
— coronary perfusion
tissue characterization
— T1 weighted black blood, T2 weighted black blood
— LGE (late gadolinium enhancement)
— T1 mapping, T2 mapping, T2* mapping
= myocardial architecture / fiber orientation
or CMR

— diffusion tens:

feature tracking (FT)

TUEES I

AR (Ctaght WS case by case
BHIENBHD —RRISMRIELT
%A DL DL BL\(HIZACHD)
$Bsequence FE BB TE
TOIRKE (EREIGMAES . IRREL
FNERITTEELY
frame rate cne MRIIZEY'D  RE R
(s0/sBLEARIELLY) 1

(—#1220-25/beat)

*1: Negolta M et al. Int ) Cardil,
20162183136,

(LB RZEES /NERRR )

MRITRI A M B H\?

— cine MRI (SSFP)
— whole heart MRA
— 3D contrast MRA
= function
— EF, volume: cine MRI (SSFP)
— strain: tagging, feature tracking
= flow
— phase contrast, 4D flow
— vortex flow mapping
* ischemia
— coronary perfusion
tissue characterization
— T1 weighted black blood, T2 weighted black blood
— LGE (late gadolinium enhancement)
— T1 mapping, T2 mapping, T2* mapping
* myocardial architecture / fiber orientation
— diffusion tensor CMR

feature tracking (FT)

c BEOVFIMRIBEZE AL
TH&R AR strainf@ 4 A1
HIRE

(Ta—Mspeckle tracking& 3R {EL)

biventricular Fontan,
circumferential strain

—global strain, strain rate,
dyssynchrony® 5% (i

modality[El D IE EEDE
(normal subjects)

_mam—
————

LVacH -20.1% -19.7%

longitudinal strain (209 t0-19.3) (mzm -12.9) (20.4t0 -18.9)

LV SAX middle -23.0% -19.9% -23.3%

circumferential strain  (243t0-21.7)  (21.2t0-17.7) (24.6t0 -22.1)

LV SAX middle 34.1% ND 47.3%

radial strain (285t039.7) (43.6 0 51.0)

RV -21.8% ND -27.0%

longitudinal strain (233t0-20.2) (-29.0to -24.0)

Vo HQ etk JACC cardioussc Imaging. 2018; 11: 196.205.
FTESTE

% Zlongitudinal, circumferential : #i4a—3%
% Zradial, & =longitudinal: FTC{E




ACHDRBI [ZH T AFT
« Fontan, STEE M LLE&

= (15 cases)

STE: 63 CHIl T scgmentdst)

' = lDIdvssvnchnlmyt
global strain|<
FTiZFontan#li & TH & segmentit M AT BE Y
) global strainlENYHA, VO2-max/i& EBIEHY
V4 7”7 Schmidt R et al. Congenit Heart Dis. 2014;9(5): 397-406. antich in pross

ACHDFBIIZHITAHFT

* repaired TOF

Mech. Asynchrony Function
(wall motion delay) Exerclse capacly

I i@ dyssynchronyA¥, EF4Ppeak VO2&488 ‘

Function
Mech, Asynchrony  (myocardi
(wall motion delay)
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* repaired TOF
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1Y strain, RV inal strainAME i

—LAGHEASL

"BRWAES, GT S Haaet 2016,102:-209-215.

Vortex flow mapping

* FMRITRSN % dark flow artifactZ i

APC Fontan

normal heart
Right atrium Right Atrium

Nagao M, Tokyo Women's Medical University

Marketing Division, Ziosoft Inc.

Y, Clinical Appli D

Vortex flow mapping
* APC type Fontan

AP consecson fype Forta

Vortex FlowA 3L \#f
EERTERCODEAMENLYZLHEE

Shiina ¥ et al. Pediatr Cardiol. 2018;39(2):375-383.

Vortex flow mapping

. AF:C type Fontan
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Vortex Flow' B B T R#ELI—H—D LR |
Table 3.
Parameter xr Mazard ratio 98% C1 P valve

Tots birubin 21.8 (ngicL)

Coronal MVF <136% v 213.6% 4503 4542 1.123-18.38 00338
Hyaluroric aod 250 (ny'mL)

‘Sagittal MVF <14.0% vs. 214.0% 4208 ans 1.007-15.43 0036
Type IV collagan 7S domain 8.8 (ngimL)

Coronal MVF <15.9% vs. 215.6% 347 2685 0.9466-7 50 0.0625
MVF. magrituce of vortex flaw. A

T AU BRI RB R EE T MATRE

Ishizaki U et al. Girculation Journal. 2018, article in press




4D flow
| Phose ComtrastrCy ikt |

- BHOPCE

REsETRED,

Ly
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Itatani K et al. Gen Thorac Cardiovasc Surg. 2017;65(11):611-621.

4D flow

o M3/ Z—2DRIHRIE
(MFRF A, EE. E)

» wall share stress (WSS)
=i H, hEZDEL—

®HAFRLR

* flow energy loss (FEL)
BRAEEICHESTRILF—

B/x

Itatani K et al. Gen Thorac Cardiovasc Surg. 2017;65(11):

4D flow&ACHD
* repaired TOF (type DORV)

[Systokc phasa) [Diastorc phase)

PRIZ & Aflow energy lossld
CTR, mPAP, RVp/LVp, QRS duration&4EBEEH Y

Shibata M et al. Pediatric Cardiology (2018) 39:731-742

4D flow&ACHD
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T1 mapping

s TIE(ms)ZE L BIZEEBIL-TYTERTR
« BEDH15-208/1R54 X
* native T1: AR = LEFHIREFDE
-EE: - KBRS OWS (H@RRE/NENT )
(R, BIE)
-72O4K
— fEHE BB, $KiLFE . i

T1 mapping Dix{& %

MOLLI SASHA

modified Look-Locker sequence saturation recovery single-shot acquisition

A

V1144441

native T1: sequencelZ&4i&ELY

Accurate  (gyctematic error)

Table 4 Summary of oros and cons of variaus recorted T1-mapping protocols

MOLLI 5535135 SAMOLU  SASHA 3p-1it e o
Pracise
Imprecise
{reproducibility
error)
6259 —MAR

<HEEKEDBID>

TERMERBOBOIAIINIE,

accuracySTEH BB
—ERMEOEL\MOLLEEH E 8

GE : MOLLI, SASHA
Phillips : MOLLI
Siemens : MOLLI

Cf\.hju%'f . MOLL  gseommsy

Telxeira T et al, J Cardiovasc Magn Reson. 2016:16(1)85.

native T1: B35 (Z L A& LY

Average native T1 values for normal myocar-
dium measured using inversion recovery are reported to
b50] and T35 39 ms at 3T

1.5TKYITOEHTUEA KL
— B BE TR

native T1: @ EERC LD IEH[EREH DL E

O EXHINTELO TRHAEME THEHAIR

T1 mapping: AR = L&
s HRYZ=rY L(Gd)ZMZ S ETTUEIXIEHE
* GdIX#AB S/ IR 1253 7 vmmmiziz As Ly
— DR AR s R 1 — TUGIEHRT
—_ & ;m;ﬁﬁﬁﬁ,\(mlcQT — TIEREHE1T
NS

THEER®)

native T1

ECV: extra-cellular volume

* ECV(%)

(1 Hetpe T -1

(1T blood post '1/T1blood pre)
—HIFDAS, |IGFHEICLDEMNPES
E# IM :25.3+3.5%  ssscometat nean 201298019 103541.

fr S

100

B CapturGetal
W Heart. 2016102

ECV mapping (18):1429-35.

JEREMICREIEDEEEERLL

VP ’
native T1 post Gd




ACHD%EE (23517 5HT1 mapping

* Fontan circulation

Native T1 time, ms

ns ps0011
$=0.006 - ]

Control LV Control SV
[sRVTIZECVAS E R, (SLVidcontrolb A EEAL)

Kato A et al. Int J Cardiol. 2017;240:172-177.
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RV v v septum

lateral inferior

BEISHTH A Ssystemic RVTIEAZ<, pulmonary LVEECVAS £
EEREGoI=CEISEDLY (atrophy AR E??

Shehu N et al Int J C: 2018 Mar 29. do: 10. . f print]

diffusion tensor CMR

« fEfas EOLE(= B eiEE)
ALDEMRE AT A RICH
REhDTLEHR 3
(anisotropic diffusion)

+ invivoTOREITRE |
BRETHY. BRKICH E
E15Y

i /i

ACHD$BIEZ#175T1 mapping
* repaired TOF

Tabla Carduc HRA Sfngs

— P4 Vo a7 ) P
T
RVECV | | LVECV—

Table 3 RVECY and LVECY correlations

O i i& i

RVECVIZA R 564 EBTE

RVECVIZ
RVOHEK. IBX . EF{E T &80 oAl [ ol S B

ACHD$E1( 123517511 mapping

* cyanosis

s ; g

85 s}

petk

33,#3{};5;;}5

SZ I N

IR ”’;‘:‘s h 3

F7/—EREFEMDECVIE ERLL-F 7 /—E O HRELIHFELEL
(BEHREFNTIELERDHY, reansne)

Kharabish A et al. Pediatr Cardiol. 2018;39(1):105-110.
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qAY)

» &sequenceDIFHE LCEEEL. B4R
EBMATEDLSICREEZMAA . BBERICE®
ATTUKHNEETHS

Ferreira PF et al. ) Cardiovase 2014 Nov 12:16:87.
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1990 4| Lundstrom! 5 (% congenitally corrected transposition of great
arteries (ccTGAIZ B W THEH A DE~ORKREAN & ZRARHASEAE2 28 A
ODARENE, ZFOV AT 77 78 —ThsdE@HE LT, RLELEEENIS
DAH=ANTH EH LD ZRAFOMIEIC LD ZRAMAENE L T O RE)
Ik - Bk AT 2O RE SICRFT 5 L Wbl TV b, EiLEPREO LA LE
DERRICE DR v a U =ZRAAHOBREZHET 2ERNTH L L HB %
LTS 4,

—JEESEIR D ccTGA TIXEEIC72 D EF TRODPNTREFAN LR U L 5 RAEE
BLOHT—AbHD AKEBDOANRT N7 AIJRW RLELALEL SO ccTGA
DEFH DO TF%IE Hraska HIZE D FEET vy 7 =R HAEANE, HEKR
RARWIE 1 7mmHg UL B b Ok XL ONEINRS FERAEBAEFDMERKFTH %
ELTW5S 5,

2131990 FELUE CRER DR D EAEEEABO THEND X A 7D ccTGA,
OF Y MENRPAS/SRZE 21 5 . KREQLEPRXIBLZEVILSIEICA =
Bt THENRBIEIT O LB TR o7 L 5 RIER], =R OTERRET D & 5 fEf]
(ZILFEM R BT 2 I 2 72 O BRI F A e D E 2 R LE &3 D1k, OF
ODETNAAL y FFRINERIE LT TETe, ¥ TNVAAL v FFINTLEMTD
MEgsss (=227 Filfid D0 iE~ A Z2 — FFEMT) 122 ERPAS/ a2 & K
ERLERRREBOS D517 A7 UEIF 6 2 M#kFORENER TH D
GalZITEARA A v F (% T — U Fift) OMAE O TR FR A E 2 O
BLEITHMKAE L > TET, FORHE% Conventional repair & 4%,

Xt & HiE
162 BlOWMLENT o ADOETNT cTGA ZXR E L% AW E D non
randomized study T&H D, 81 Bl o 7 /L7200 R K A8 PAEH S0 /2 32 ~ Jlili&h
fREEEZHWTEAEEZRLELTHT7 A7 VRIOERE% T conventional
repair Z32(F 72, 71 BIAERE L 72 W ROl 27V AL F Fhifia 521
7o 10 BlIEAS—R A — D —RBHEl D A& 52T T2,
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Conventional repair Z5 728D 1 0, 2 0, 30 FEFOAELFRITZNLEIN T5%.
71%. 65% Td > 7z, FIEISERIIT ADERNTE OAEAF L W OMBENH - 72 (B8
CHEO 2167k, AR 19 =20 73%) . HMR = RIpBEHIFOAIL 22 il Z
72 R, FRE O EN )L 29 1% CF O ALFERIT 10, 20, 30 4E TEINLZE I 91%,
91%. 91% & BAF TH > 7z, 1997 FLIES 7V A A > FEEDO IS AIFLE
BnHAE 1.8 s T EFRIT 10, 20 EFTENLTI 97%. 91.3% & BAFTH -
7

7 e
Conventional repair TIFFAFIT AMBERFADNBVIZETRITAR TH -7, ¥
AR ABFLIE L 0 MERIGE . ¥ TNV AL v FRIROBGEILRL Th
D BEWRHIOWRIEA N 77 ¥ —DORENBRAFE DM LITHEOMF < &2 bR
7
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Survival of DSO group

8-t

DSO group survival afterfirst surgery
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Survival of conventional repair by the
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Survival of conventional repair group

All conventional repair
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BEOEIL 100 T NIZEET 2 ERHAE I TV D, LFEMEBO i Ko MR
DJRVENFEZE 2 FIET D Y AN EH T2 & Th O | LRV ZE IR I E
JEAELRLTWEENAZ Enb b, ZOTHEZEYNIIT O Z LT EME R
T H ETEBERRA VN THDH, MEETHODITidhtgERE (U
— 77 U UBHVIEDOAC) ZATH Z &l Dh, 0V A7 ERkE LT,
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BEOHARL L BT, A7 Tunderestimate &AL TV K F° ACHD & ~D i
Iz W TR T 5,



12, ORI 5 152 2 2 L 72 005 o R S AR
~ BN E T 2 G LRSS BRI HER DA E = & v MSHT B 7 7 a —
F~

AR HEOC CRESMERSRE RN

1. il Ifi 2 AE (pulmonary hypertension: PH) D &%
fat & N D L ERIRFIZ 351 2 Bl B IR - ¥ ) (mean pulmonary arterial pressure:
mPAP)IZ 20mmHg #2772\ B X TR Y | i BE XA 0D T —7 v
FR A (right heart catheterization: RHC) THlliE < 415 mPAP 7% 25mmHg LA | & &
"IND,
%51 B & B S A0 D BRI M it ) 1T iE (pulmonary arterial hypertension: PAH)
X mPAP 225mmHg. ffi#lfki2 AL (pulmonary artery wedge pressure: PAWP)
<15mmHg. 7>, Afilfil & #XHi(pulmonary vascular resistance: PVR) >3WU & &
"IND,

Hoeper MM et al. J Am Coll Cadiol 2013;62:D42-50.

2. SERMEOREBIZA O 2 Mlish R MH: it 5 i =5
Jifii eI F RO 1~5 FRC S b,
B RE B RN R L
B2 RE . AEOMEOE BT KD i AE
BIRE . AR KO F I IRER SR ME K 2 i S
A RE B i Ag AR P v
FORE: FEMIRBAZRZIR A A A = X LT D fifis L SE

Simonneau G et al. J Am Coll Cardiol 2013;62:D34-41.
Eisenmenger JEEREIZAER 41 5 SE R M0J% B (congenital heart disease: CHD)
IZfFE 5 PAH 1338 1 BRI FEE LD, o D L E IR KAEIE (atrial septal defect:
ASD)IZfE D PAH X Z OREIC/E S ML, B IZIE mPAP 225mmHg, PAWP
<15mmHg. PVR >3WU %9 X T’z 9 6 D7) ASD-PAH RS o & Th
%, fHL, PVR>3WU [Tt LS BMENTEERTHO YV LAY v FED
REVEFITIESIU DIEFIH L < AFAEL, Do 2 — X0 B EH &0 2 HEE )
ARG UL 2 S M E DO ERICHNOL N TWAEAELH Y . BEOE SR
THCH> THEMEDERICEET DILERD D,



CHD-PAH [ZERIRIIZ IZTREABFIC T A Z L RBE SN TV 5,
D Eisenmenger Efﬁﬁi
@ FEhHT v r MIfED (ERT 2)PAH
vy v METETFTRE T v v METE R
@ WEMIC UhE7R) vrr FEAPFLTWD PAH
@ T MEEZD PAH
® (Fontan it (2 & 0F3 2 ifi & 9 )
Galie N et al. Eur Heart J 2016,;37:67-119.
Brida M et al. Heart 2018;0:1-7
(ASD |ZRRE ZH72VN)CHD-PAH 1281 5> v &~ FRASHO RS L TIT MRtk
ENd 5,
v PVRI <4WU/m? PVR <2.3 WU (PVRI 4~8 WU/m?, PVR 2.3~4.6 WU £
=L ICkE)
Simonneau G et al. J Am Coll Cardiol 2013;62:D34-41.
v PVRI <6WU/m2 and PVR/SVR <0.3
Abman SH et al. Circulation 2015;132:2037-99
*PVRI: pulmonary vascular resistance index, SVR: systemic vascular resistance

3. WlEARAE T LR SE 2 £ © 0B T RARIEIC I D 2 v o b A
PAH % £ 95 ASD(LL T, ASD-PAH)IZEI1T 5 v > RS (- F Y 1% ASD PAEH)
DS FREDIIENKFENT A R T4 L7 EITIRBEINTWVA R, WLl
WEFHTET V AICHES L DO TR,
v mPAP/SAP <2/3, PVR/SVR <2/3, il & {FEHFRIZ L H Y
Warens CA et al. J Am Coll Cardiol 2008;52:€143-263.
v PVR <5WU (>5WU Th X LR Qp/Qs>1.5 Zii 7= 3 55)
Baumagartner H, et al. Eur Heart J 2010,31:2915-57.
v' PVR27TWU Toh IR - FEWARIT X 2 ME RS 2 3 L Tk
Niwa K et al. Guidelines for Management of Cogenital Heart Disease in Adults
(JCS 2011)
*SAP: sysytemic arterial pressure



4. LEFRRRBIEIZSTT 2 07 —7 VPRSI & i R A TE R S O R
ASD 12k 27— VEHSIIZI AN T O 2 B E LaVWMEREE/RIER & LT
1990 AR K95 K 91272272, 2000 4ERLLFEE ASD-PH (IZxt L CTH 47
— T VIR IS SN D K920 [ mWFHEAREIER & BAF 25 K O ]
THRPZ LN Z & FRERICHEIREDIKR T 25O biic 2 &g U e S
MTWA(TFRESCHRICE T D PH OERIZBIEDO LD L Bir-> TR Y L0 RIEH]
DEFENTWERTEEERH B),
de Lezo JS et al. Am Heart J 2002;144:877-880.
Balint OH et al. Heart 2008;94:1189-1193.
Yong G et al. Circ Cardiovasc Interv 2009;2:455-462.
Jiti v I R SR ) 1R R 3R (disease targeting therapy: DTT)IZIZ = R U V&R
RE5HIEE - PDE-S BHEIK -« 0 X & ) A Rig EndH 0 | B RME & i o
Bt HAEL T4 &2 K& <t T 2 FEHIETH 2, CHD-PAH O EIEM & & 2 &
LT % Eisenmenger SEEREIZIBWTH =2 RV U BIRETAIO L 2k &
ANMEDREN TR Y . CHD-PAH (2% L T PAH-DTT OFZMPEN IR ST
Do
Galie N et al. Circulation 2006;114:48-54.
Gatzoulis MA et al. Int J Cardiol 2008;127:27-32.
PAH-DTT %}t L i@ M EiEF D o v > b DS % B F5 3 1Rk 1 treat
and repair strategy & PR 4v, THFEER ZHEH TS, ASD-PAH IZXLTZ D
treat and repair strategy % i H U 72 5E Gl <0/ NEUE] C OMF PR S 8 S 40T
0. BEMWESLHEIMEDNRINOOH D, BEMITITEE TS FIA4 DTy
v MPASHEEE 2 7o S ARV EB O A TENRE A PAH-DTT O AT L 0 24k (fifi .
BERITCHEIRNEZIKT - EA Vv v bEZEINSE, v > FNAEZRAR D
EWVOTRIRIRIE T 5,
Hirabayashi A et al. Catheter Cardiovasc Interv 2009;73:688-691.
Bradely EA et al. Am J Cardiol 2013;112:1471-1476.
Taniguchi Y et al. Heart Vessels 2014;29:282-285.
Kijima Y et al. Circ J 2016;80:227-234.



A&HMH’ﬁLTPN+mT&ﬁ@%%%ﬁf%éﬁ%~%w%%ﬁk%ﬁ
¥ B "treat and repalr"jiﬁ@{j“fﬁ 2 &~ O AT RSN T
WHA, BRI AIMECET 5T — 5775>7Z¢< Lt DORERIOERE L B MBED
WENHFREEND,

5. MimiESE & e R DEE - DEFRRIBELZE RS ETHETREZ L
st IR it A AR A v LA JE & 2 R M VR BB PR © il vy i i
Eisenmenger JiE {5 FH | 34578 P Al 8 Ik i 1) 1.+ 7€ (idiopathic pulmonary arterial
hypertension: IPAH) L D TH N B W ERRESNTWDER, ZOTHRIZEL
TIEEHWT —F TH Y AFRICEIT 5 IPAH EBEFEO T L 0 BUE EidEEw, 4
D Tld Eisenmenger JEERED 10 £ 7121349 30-40% & R L TRUVWME T2 <,
FERRA) 72 1B R A D LB DEIE S22 d 5,
Hopkins WE et al. J Heart Lung Transplant 1996,15:100—-105.
Ogawa A et al. Am J Cardiol 2017;119:1479-1484.
Diller GP et al. Heart 2014;100:1366-1372.
kP RME R B PE S i@ M E D > v o N EASHO A EME
Eisenmenger JEMEREIZ 1T 5 2 v o FEASIIM & fLE & ZA0I2PE S A TEhRE
2B D Z D "reliefvalve" & L TORERE L W H BN DEER E SR TW\W5b, Bk
BIZIE, AEY Y & MRV R OBFE(LEZBE(TT /7 —B)Z2 &2 LTl
HELZHERFToREZ b7 LI TWVD, o, BB/ S 72T v b
ZE LTV D PAHEFIZIHWT S, FAFROHEH T v o FHASITT & TR
BNEEBEZ LTV
FERIZ, v > MEASHRZIZ PAH OIMATHESFPHENSEE L2V E T 535
CHD-PAH JEFNIZEB W TRFEAIZY v > FE2ATFL TV D PAH BEREE v v v
MEHE T D PAH BE#EIL Eisenmenger BE L D THRAENETHMERH 5,
D'Alto M et al. Int J Cardiol 2013;168:3797-3801.
van Loon RL et al. Circulation 2011;124:1755-1764.
Manes A et al. Eur Heart J 2014,35:716-724.



ks BT 2 LFEALY v o~ oA APE
HE O i ML ESE NS 36 1 D DA ERER OFEF IR AE ~ DAFIE L 727678 &
LTLBENMY Y v hOERBERTH D Z ERME SN TWD R, ORI
BUCOWTIE 72T —Z R0,
Sandoval J et al. J Am Coll Cardiol 1998;32:297-304.
Kurzyna M et al. Chest 2007;131:977-983.
YN FLBHAFE (patent foramen ovale: PFO)IZ ASD X 0 HHE DO &\ W DENL Y v >
N Toh VA DK 20~25% 03 F T 25 & STV 5, 1980 (EROF|ETZ D
PFO 23 ifis L ERE O T 2 3 2 wRetE v iiE Sz, Las L, DIgEowE
T PFO (3 & B E 1] C % f 5 Bl A [RIRR ITH) 25%I238 D H LD & O D | AT
BT R EWET DRITRD ol ST 5,
Rozkovec A et al. Br Heart J 1986,55:449-458.
Nootens MT et al. Chest 1993;,104:1673-1675.
Gallo de Moraes A et al. Respir Med 2016;118:53-57.



18. JEFI 1 AR O=ELAEOROMEIK & B EZ 2 LB E RSN,
subaortic stenosis, unroofed coronary sinus % & L 72 A\l
- Ffr. 0N -
kIR S (ENCERamit et o % —  /NRIEREFD
T
& IE K I & $5 7  (congenitally corrected transposition of great arteries:
ccTGA)TIE, HRLELAEIFEAMICHEIST D72OICIER L, —EHBOH]TITOm
DRFHEALDHEITT D Z ENF BN TV D, WEI 7B HE LI DR RE R ORI
Ak, JEENHAREDOIK T & B35 & @ﬁi‘h BDHD, BIRF R TIL—E DRI
B HITUN e 12,
1) Am J Cardiol. 2006; 98(9): 1277-82 2) Heart. 2006; 92: 1673-77

JERF] : 66 %, L
35 k. #EAR 3 » ARFICENERIEDO 12Dt 2272 L, #EMEE LT 22— T ccTGA
LW ST, FEXR S EEEEPSOIER M LEESE O Y — RE2# D K
L. PIAEENREE & FRA OWNAR THREBLZ T o, 66 mkRFIT 05 Al 2 %8
JEL7Z-D &L LTH oM DARENEE L ABRIEZE L=, BAEOME
ccTGA |2/ FREFIRIES%. unroofed CS (Qp/Qs=3.5). subaortic stenosis ([E#4
72 30mmHg) # &0 L T\ D Z L2V Lz, 228, ZRAVIRITRE CTH - 7=,
A DIREZEIT 48% LRI TV D EBEIABE L CAREPHICHMEL L CF
V. WEEEPIMERVEDVI 47ml/m?2) LTz, FIRA & BRfllE) C oAt —
R L7223, DB MEN S TR T 5 & DAREDFHHIE L, SVRHEEN 2 /KR
5 LT, LToRBEESNT,
- unroofed CS ZPAHT 5 = & THLE~OFAMIAS I L, A EILERL
o

FRICE DI D o I = RO N Z & 729U X7

ARDEADIMFEZE 1 ARKOFEIIRDFE - TWAE T2, AR ORISR HE N

L 7-B8IZ demand ischemia ##2 29 U X 7
- ERE EFIC R0 DEEANERDEMT 5 Y 27



66 7% &\ O i BE TR, PINEBIREOMIES I T —T AT T =g v
TIRFAHZ FTREZR R U #fERF LT WRBITRIR T2 R 5 Z & BRI E T
biviz, ARIEBI DTG TTENZ OV Tiskim L 72\,



X1 LAT—TNAVRE (DAR2MEE)

J£ (mmHg) fesefafnE (%)

SVC 61

IVC 71

RA (6)

LV 38/edp4

PA 35/16(24) 88
Rt-upper PV 98

LA (6)

RV 105/edp8

Ao 85/56(72) 98

CI 1.7 L/min/m2, Qp/Qs 3.5, Rp 1.8 WU
RV-Ao [£i#%75 30mmHg
*MV =(3XSVC+1XIVC)/4 & LCEELE

# 2. g MRI
EDVI (ml/m2) EF (%)
RV 47.2 47.5
LV 109.7 45.0

AEIEEAEE, TEEAEL, TEEAMBEICEBIEEE H Y

1. Lig&ERE CT

HBRHI : unroofed coronary sinus

FHDEOBEIIE L, BLORIZEAY Y FOTZDBEILRK L TWD



14. JEFI 2  ASD 23722
-l % (BiEfy KT fEERSZNED

FEBNT 34 ikfctE, 3 1 7O 21 MCHMT v v 7 Sz, miEO
BrERE 2 —T7+rr—3h, FFERGSNEC—RARBEALEPRREX
$HIE (ASD) . = 5eF i (TR) . i 0 (Bev) &2 &z, BIRRRIE 1T
HEE L7223, oo ifeth K 0 B TIRe D B0V, THRRZIEAEE L7, AiE~ABTL .
RAEETT—TH ASD DRI, DY 7 — T VAR T ORI IX 6.5
Thotz, IREOTZDUBE~PN I, Yht ToLT a—XBRE Tld—K&k
L/ ZRILRIE L bRBD o Tz,

ASER) TIXFACHN e ER W LIRRZ (T o7, ZWE TOMWRRE, Tips 7 —
VBB EZ, T4 AT v ar Lizne BunET,



15. JEF 3 ODAEMELE X7 Lo Gl - 2B A D Ebstein 95 D — 1)
e B (BB KRE fEAERZNED

BRSOV /s LV BRI BB UL R EESE D B KRR Y. FEAR
T CEA BeE] Ve Y. Sei FI YL Rl sk Y
AR AIEER R NALT VL NEE Y LDl AR

[iE 41 ]
T3k, HBiE

—
¢

7 ]

Ebstein J&
EE = R IR

B LARL (NYHAII~III, @OARE)
18 0 BB Al Bl
T3 — )V HERTEE
BB RREREE
TANA

Burger J&®

EN G E BRSSP 2
5 5B B R BR SR 1 £ B

H H H H H H H R S



[BREE]

<FFF>

55 VEIRE R PR 5 (NYHA #8585 J5 1)

< Bl Jp JE >

30 mARIZ.L S E) & Ebstein I & fi5fi S AL72 25, @Peid L7gdo 7z,

60 FERFIZ T /L — LTI & 2 S v, DI THbas N EHZ L L Tuhiz,
68 MHFICIMAZ &7 L, DIEY T — T AIRA 2 & T CORMAMIISE S
. FERMETADADZEE 7o T2,

ZOEE, BYEOEME) & BEE RS E, DIERRH D FIvoREL L
e, BRIERICZ LS, R SNz, RA TG ERFFRINEES B L, £ 0
FEFINZRET 2R LEEINT ., FURAOHEE TS L TWe, LarLl, 72
RIS TCHENTOHRETREUNEZARTH L2122, —#51L T
FirE AL INT, 2018 4 3 HITOLEBEREFHM B THURI AL L 72 o 72,
SUNASZ iy
NRYVRFY L 2mg, 72 K 20mg ., A /)77 kv 26mg, V—7 7V
v 1.bmg, 77 VU7 20mg, 7I 27—/ 150mg . =F YV T A 2mg
< ABERFEUE >
BF1163.5 cm, {KE:64.5 ke, BP 120/67 mmHg, P 88/min A&R#&. Sp02 98% (R. A)
FRFRARASSE (+4+) | W05 1 3LSB UM MER IV/ VI, iig 0 - A7 L,

NEER A - ok - R () . ATl AR N, DURRIE R L

<A R >

WBC 3400 /ml, Hb 12.5 g/dl, PLT 8.6X104 /ml

PT-INR 1.83, aPTT 45.0 sec, PT-% 34%

TP 7.2 g/dl, Alb 3.5 g/dl, T-Bil 1.1 mg/dl, AST 40 U/1, ALT 21 U/1, ALP
306, y —-GTP 176 mg/dl, BUN 36.1 mg/dl, Cre 1.32 mg/dl

UA 5.7 mg/dl, CK 174 U/1,Na 139 mEq/L, K 4.7 mEq/1, Cl 105 mEq/1

CRP 0.37 mg/dl, HbAlc 6.0 %

BNP 371.8 pg/ml, TnT 0.051 ng/ml

HBs il (-), HCVHLR ()

E7ve oW 140 ng/ml, VBRI Z—4 275 11 ng/ml, 7 > F=7 98 pg/dl



< AP >
L EAREN,  HR 91 bpm, QRS 130 msec, SE@FAM~7rm v/ TIMaVf &M T
57

< NBEIRe i X >

<oLafE I R A >

A

<A T — T kR >

CAG: HERZAER L

JERRE (mmg) = ERER(25) . TR (23) . A5 (22), A= 36/ EDP 13,
JHEIAR 38/19 (27) . MHENIREEAE (25), /=28 108/ EDP 20, K&k 111/58 (80)
<Fick >

C04.5L/min, CI 2.6 L/min/m*, PAR 48 dynes * sec/cm’ . PARI 80 dynes * sec/cm’ *

m2

<MREIHE A >

vV ORISR D FE IS L 2

vV R X DR RBEITIRF TE 5002
VY 227132 (BRIIFERE)

v ) 7o =L 2

vV AR OE B> G OHRE~OXIR (ITRREIREE . A0SR L)

16. ACHD ¥ 0 Jnizréne
Hhy E (ENEERZRIIEE o 2 —  JEFES - g AFHER)

1. Mo & HeE



FRAR 1T F B BEICAT S L T DN H 720 b MBI O BRI o 2 3 L
TWAHRETH D, DFED, REPEKZ KL L T2 K54 (ERPE) ICRHE
Mz L, EOFIHER D DBET HMENZEL TWDIRETH D, £
R ERAE DEV AT Z LR TE VIR, REZIRD ET L2
BENGENTEBY ., TREHEBREICESIALBBRENZ 20 bR~ 7251k
TUERYWEEZRINL, RNELRMEZENT S, TOFRTHiES EELRYEIT
MFETH D, BILITHTERAZ L TORWO THREOHETFIZZOBBTH Y .
HIZZDH ST RHRMTH 5,

2. JRMET DT AALH

Ntk & MEME TON AZHITILHIC L 5, T7obbH, £Ud Fick O
AN X 0 IR OBBREDEICL > Tirbh b, B IBROBRFE S IE T A
DUVARRETH D, 1o, HEMPEORHMAMITIEAS N T % 720 50mmHg 2
Thb, TORERARTHALZEN /2S5,

Fick ®:HI

dV/dt=KA/L(C1-C2)

KAEB R, AZcfumfg, Lynaast, C @ AR
FE. C2: 6 V2 i i BE

X B ICERRE OIEARENT IR 2 AT EO IR CoigFE omimIEITE< 725,
ZDIH, BIIT~E 7 v v OFEMBBEMBEOLE T BE), B FEBUFEO B R
RETENZM>TND, ZDX D ITBERED R DRI & RHARD MK TH A
R TOI D, ME TR TIXREBT A0t S 57290 pH ITIK T3 2,
ZOFER, Bohr ZRICEXVBEOEGEENE DL 2T TEENEITIK T 5,
— 7, MEMPETORMKMIZIKEE T A &2 BT 57 pH S EH35, BBEE =
DB RT VIR IR T U, IREABUIILRT 5 72 OIRHRh £ A3 58 <
720 R oOBBLIMEE SN D,



BRI (%)
70 -

Bohrh$

60

50 -

1
40

1 1 L
1
¢ 20 E#HSE (mmHg) =

F7m, NEZ BT CO2 I B EMMEZ oM, ZOREN 45 L BES
JEIHE T3 % (Haldane 205, Ba# CoOMRIRIMO CO2 XK T3 % 0 ClesEE;

PEIZE BIZTLET 5,

16

3. FREMPED M

FR BRI AT RHMA I X & ABIIRDY & 150ml/kg/min ThH D, L,
FERI 72 regulator Ko 1F Tld7e < BHRD I T 72 ERHARIEER IZIKATFT 5, RHE
PEERITIEIR IR & < BT %, IR IR R MK BN 225, 2D
BEINIZ, AEHR 5 RICITAAE Y | AEIR 28 D 32 WITHR K & 720 | FEATIRIE D
1.5 52T 5, 2O EIZiEMERLE > O renin-angiotensin-aldosteron
system(RAASHEMAL S N U U AT NTLHET 5 Z E 5T 5, &SR
Va—2OEMIZ o) MY U AR L AMEERNEEOREINE S 5 IZ/R Bk
BOEMMBIRK & 705, 727120, Z O OEEANIIEER M4 &AL TA R ME
DEMZZET 5, ZOMEEOHEIMIMER~OBFEMRLLE, T70b bk ERPE~
DERFEAL LI g DA E O EBRT 5, F 7 APRAOR 13K O A L
Z b B RIE~DORAZ BT, BB~ OB FERIZAF I <,

AE B ML S O BE NN X4 PN 2 flIE @ prostacycelin, relaxin, NO(Nitric oxide)
DFEAEZMR L, MR T 5, 2O bR 5 #2345 %E Y second
trimester X E TWAZHElT. 3540%F TIK T35, 2FOMERFLOMKT
FIGEIE RaR M, P IIE 2 T AR T S 5 03 F OZ LI ZIHE ] i
JEL 0 IER Mz X v Bins, MEOK IR 6 5 S BITITHEL L,
IHRATE Y 5 mmHg 205 10 mmHg (X 9%, % L C, Third trimester (/&
IHRATO L WIZE T 5, Z OMERSIOMK TIEHN L 7= 1§k &~ adaptation
THY., Thbb, BMENEE LV 1.5 501K % third space Ti&7e < L&A
(CPRFF L. AR ER 2 TR T D 72T - T D,



4. ACHD T aiEHEAE

FEAERERE D T T BV~ DR AR O A qeRE, 7o, PR~
BEEWIHIBAODORLEZELEEZ HN5H, ACHD BE OERCIEE Y55
ZTWE, T ETICBRARIZMBEREIC ED X D 1T B E 52 5 DB E L7 <
TR B 720, AT OEBMAREMRA (CPX) THRALHE<150 4 /477
and/or peak VO2<26.2ml/kg/min 73, WA > b (FpE, NYEMAE, K
REARA, WiEE) [CXBT D L VWO MRS 5, £7-, CARPREG Score THL T
% OMER 71X NYHA ML EY LT 7 2 —BPLEE, PrkEE o,
WARE RPENT . LA L SNTWD, THHIEA T TIZAR WS R AE
ORIENEEL TWDHEEZD,

ZZETRARE L) ITHEROERIIMEICHEL 5 X 5 5, LrL, [FRHIE
OEICHbHY . T LLRICEELZEIXRWEELH 5,



17. ACHD B#E DN HMEEE « 1221k
A HBEE EGEEFPbE  Em AR

fE L SR PER AR FEAREE] PREXR NFRF OEEM AR AT
NETEBREGR 58I G

O AR B &AL R

TEERA A IS IE

ERREIT OMESRT K D% < ORI DIERE FFOLMENLRITHEYR - HED
TED X9 otz, £, AMMBER (ART) OEMESSHREE L,
AFTIHHARD 20 A2 1 A2 ART IZ K DR TH 5,

T 30~35 FRALD b DS B ARITHENR T 5 ATREMEDMEE T L 45 i £ 5
& ART 247> CHIHRT 2 FIT < ENTH D, FREOBREEZ FF> L TH
AU, BER - HEEDRT), HEZOBRREEZE X2 &, BB EWINLEE
LW, F7o, BPEMETRS 35 mllEm <720 40 Ll L TIE 25-34 5% 0K 2
G CTH D, THUTHE DS EN e RO BT  XIG BR SR Al pE S AR, B4
RO > T2 AWHFE TOFEENEE LNEWNSI T ETH D,

(KoK « MR ZPEINETIC B Y L7201 & B 1 2 (RO Tk S 7214,
W (I 2 FENICBET 2 FETH 5, JEINFREORGIZ I EHED
Iz E S, 1 EORINVLE CEEBEOIIF#GZ2 BT 2 L8, B
ROAREME D b= A b AU ERELS 2D S O ICYP R EIREE G
EDEMEK - MkEFE, BRe, MBREREZRZTHALH D, F-HARE
oA KRR, BRI OFENBEREOT-HIZ, =X hr b i
FOT e 2ra o8HE LI LIRERST 5,

Z Z T Fontan fiit%., e, SEIMNRFAZA % £7-> Kawasaki 75, fifi AVM, il 1L
JESE T WHO4 23 BEICAEY L Y 27 D=z A b 7 B T & 7
WZ & A2 WELT %, Fontan 7714 TIEAFE ORIV EMERER 22 LIX LITRR L,
a2 u ARFIOLRTITHIBRHDLZE Z SN2 &3 B 5,
INDHDOEBTIIARN, FENSETYRY A7 28R Lic L LTH BRI 220
USRI AR AIRE CTH 5, FERMALEEFF R RBOLMEIZIZT A 7 A X
ANV EBIE LT EBRAGHER ., TN, 22O & i B 7 RN L Th
5o TOMOIEE & U CHE B E L EETH D,



18. Bl hw ot 7
E #eE (BISERRTE DNEED

WIBE MAAXMOKBEIF— TERICHIT DRELHRE - BIFICMT3HA K5
2018%6A2A BFRE¥£2011.2
. . RESHRERERICER N SRHEHDH
ERBAHNMEDuUp to date HRL: REFOREORN LT IEBE - ABE

MABEE: BEAS U< BN Eh D9 FREFNRERF

HEBH: R, REFH, A6HE, £ERFRETLOENZARE
RRGR: ARUE - T - SUREARZOAR, DR, BT, BER
BREFNEARELOEE: MBESRETS, FRERAETHS

AR DA

. RGEENRE:-RERORGEREOWRICE T L, NBEDOIERE
RERRE, RENEE, HENBEHOTEY, TORESER

8. HAEWHICHTSWH: EMRWHBIE, HSMATIE, BELHR

9. BEHD YV IDRFICOVNT

BEAY LYY

&1
1.
2. BFNEE: ARE, BEE, 4k, AES2L
3.
4.
5.
6.

~

BN AEEFINNEH

BES - NRERES— 10. REWROHE
W= 1. BREOHET - RELERIIB32L, BIAZVIE, BRROMREES
THILOARTHS

< http://jams.med.or.jp/guideline/index.html>

; 1) BEMEORSE
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22, R & NI AREE O R
HigT S0 CREEX ATHBRATEEE  NEED

ITC®IZ
ACHD B# DO AREENRDA DI Fe kD, KE S ZOIZHT bivd, I ERD
FERBLE LR R ATENREIC X 5 IR AREIREE ThH 5.
1. FIMEERORERES
DIEAL, FESIIRIE SR D RETE 250 2 RENREEFTH 5,
HREFETIIH LD, ELOLORBIFGCORFITEEL T, ML & HITH
. RAROEPEREML TL %,
O LEAL
SJeRME (CHD) FEEOHEI D L, (OB IEAL “atrial situs
slitus” & JiEN D, DEMAPIEFE O, D>F 0 G fER FHI 2 7
3, NSRS A B BALE T DA 10 EVAL “atrial situs
inversus” &7¢%, WIOD.LFE DR AR U O%E 1 ZFEFL
“atria isomerism heart” . F7-IXHNIESEN “heterotaxy syndrome”
EREIN D, WML (O E) 2S04 B OO ) O8%a 12343
FHIELS” right atrial isomerism” & 720 . WALLGE (OF) 2SEE] 2
W97 g (Fe D B O E T ARG left atrial isomerism” &7
S
FRIRL O 3RR 2 72 B 2 1 5 . FRRLL 35 il DJRBIAEA (45 1RI4H
[E.0r 10 (51, ZEARIARTELC 25 f51) Tl RS SR 1A RIARTELC T 90%Z il
([ZTOfFE L ZEAARIRNL TIE 44% TIRIZ R ZR RS i 25— D721 . 56%
TR ET B IRDEE S 2o Te, EAFEELL T 100%2, ZE 4]
FEIEILNTlE 329%1C Twin atrioventricular (AV) node Z iR 7= 2,
DR REREETNAL & 70 2 43 X AFETRLL T 87% C AT
12 L, ZEARAD Tl 88% CRIMIFEIZTRIE Lg\ 2, Z 7= A AR [ L
X IART DEPFAR L <, E=EMEBOGHHTNE & & b IZHEnd 5 %
L2xU, ZEMIELG Tl IART OEPHEE IR < | 7ERITH TR~ 4
ZIXCO LT LMD EERAEIRTH D LT’ Ll &
MTPHROBEIZ LY | I > TREEAR 2 A ORI L, FEE
et DA L EMEN A GO Z e b TE T,



Q@ FBEL

BB fE A 13 5 = MR E B ORI B 59~ %, CHD 3EE-OHAI D 5 ==
FEAIXEEIEN (AV concordance) & KiE Db, ZDLEITLEFIEE
LEFFEDHEES] (alignment) L, FEAE DR T )75 = MRS E R
DR S L, DEFRERISICALE T 2% T REMGTNED °,

EERMAE RN S 3D MR F A28 s 3 A7 38208 7 5 o S8 gL
(AV discordance) TiZ, (LFEH k& OEFREAES] L 220
(malalignment) Z & 3% < | 15 ERBNR G N, 7203
TR CRITT B BRI RS . AT RSB D, 2D X 9 ITh
Bk & DEPROREIIORE T, EEOWBBETEL LN —FHDHESE
FEEINRE D a L. BRI T OB SR (Twin AV node) 235% 5356 703
b5 >,

2D KD I E RIS R OfRH B 2 b D EEL TIR, HAR
AN E L BICEETr Yy 73BT 5 Y Oliver b, 38 fild
FBESMOBRGT, LDEYMITEML LKL, BFETr vy 70T A
2 A CEIEDOGIRMES | DABRRIERLDRNE LTS Y, 20D
BB E LT, B TIILETRELERRBNESIL B, BHESE
MR EDMEN. T D Z & OBFEMEN O 723Dt TV D23, FEFIE
WY Ia o ABOERDERMIZEDRLETH D,

2. FrR2MATERIC X 5 R ARBIREE
I TR RENZR 4 ooRiE. O MEINRSS TA=RE, © KROLELER
B @7+ F ER, @ REELERMEOREBELEZHIT 5, B1E, REEIZH
DO KRR MATENRRIC X 20 % A —2 T, RENREE D N & & & I12H
ML Tw<,
O EhRS T =R
JHEIRF A ERE ORI RIRB TH 5 7 7 v —iiik @ H AR
PEREEAROFREAFRZ X 112~ 3 20, fi#Eh RS T WiRic & 0 A K
MBI, A7 ey 7 LLERA2EZ0EB T, iificiT-o7
infundibuloplasty <> RVOT patch (Z £ Y 472 D aneurysm < akinesis 7335
25, B0, EEH O RV dysfunction DR L 705, S HIZFEIC
PRLUIEARIFLEEO VS A M) —%2Z LS, LV dysfunction 733 Z



%, Z L% adverse ventriculo-ventricular interaction & FE5, fE&: & L C,
sustained VT X° sudden death 3552 %, X 62, AERIEKRICL > THE
IR L, FANIC L D UIBARRITIAE D scar X fibrosis # & B2 L, =
NoENHHLPDLAATOUENEREIROER & 72D, ERJERNT 7
72—t OLEMEBIOER TH D &V I HE S H D,
7 7 v — % ORI O A LR ITER & & BTN 5,
FRC OIS, ODEVEEIL 45 Ma Bz 5 L E LT 5 %
@ RLEAERE
L E A R B ORER IR BRE T H D KM ERAL 5 N L s
fit#% Tl Mustard Ffi & Senning FA & m RIS RE A 200 MHEAE
HZzA0F L., B RBER L & HICTORIESRITHMT 5 1, itk 20
T OIMEREARR[ERER X Mustard F47 T 46%. Senning T4 T 40% T
Hotz P EH B E T REIR- =5 FPimeil c AR A B 0 | TART
DOHFTH ZRFpRE P A HEE T 5 & DR A, DI B
FREFEEIR DV | TRENR-ZRIPERBE 2/ S 72 IART H A H AL
%1, F itk R O L EE - DEMENC XD RRFEOME L £ <,
ACHD DZESRIED EERRBO—>THDH 2 L b RN TR B0 1)
Prospective study CIIKIME AL/ PN LIRS 4 O R HER DS 3=
T o & LFEHE . DML OETE TH 5 OMR LGE B & o> B
W S 7e 1, BED L E SR IL LGE BB THEICIRLS . OF
PE - DEMESM L BS LTun,
@ 744 PR
TR T &+ 2 R, DEMEIRYAE (atriopulmonary
connection; APC)IIHLFIZIEAR, BEAMMMNNY | JAEER S
ODEMESEMAERICRET D Y, EFRERWAE (Total
cavopulmonary connection; TCPC) IZ.LaFE A AS APC K V) BREL X 41 5 23,
TCPC D 5 HLFEPEER & DAMEER TIIZ DFIERITEN R, R
F0 R & &I e AL, EBb b H T o Z itk 20 45T
O FEMEAE AFE LRI T0%FRE TH 5 27,
AT ND T 4 Z G EE ORI R &2 ATCim LT, 742>
PEERRGRAE S & A ERED R S 3 LUK L OFREE S EARRE L7 & il &
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2 - g o = Z KT U7

Univentricular repair(UVR) KEXEAHES

FRTONERAERSNS, "




Patients—[f] LI K TOHEER

* December 1992 ~ December 2017
* 65 cases
*22 cases: Neonates
*Age 31.8438.7days (5d~4 mo)

*43 cases: Older child or Adults
*Age 6.9 +8.90 months (3mo~70 y)
*12 cases: > 20 years

Treatment protocol for Ebstein’s anomaly in the neonate

Neonatal Ebstein Prostagrandin infusion

7 B

{EBLEERE B eAaipe
TRAP=30mmHs

BAER or REI4

Al

fifi 6 M FEiE (36 92 A5
ZRFFAM+ RARV

exclusion

ZRFF MR+ one and a half

repair or bi-ventricular repair

SB35+ B BAR AR '

{ERDEREN=7)
1: BTS O#
TV closure+RA/RV exclusion+TCPC
6: BTS+ TV closure + RA/RV exclusion
5:Re RA/RV exclusion + TCPC

1:Re RA/RV exclusion + BDG (waiting for TCPC)

BRIFEHEDHMAEN=8)
1:BTS (D& —-» Extensive TVP + 1.5 &5
1:BTS+ TAP+RA/RV exclusion—» 2324
6: Primary repair + TV repair —> 2[Z8

Neonatal Ebstein

LR

B4 D HRE(N=12)()
TV repair+tRVOTR
BTS D#
BTS+ TV closure
BTS+ TV closure + RA/RV exclusion
no mortainty
BIFLHEDEEN=10)( )
BTS alone
BTS+ TAP+RA/RYV exclusion
Primary repair + TV repair =8()
(Hardy / Danielson / Carpentier/Cone)

Neonatal Ebstein

FET-EE - 31.8%( 7/22)

BT AEMREE R OESIICRET NI, T
TH(£20%(2/10)|I KD T 5.

RA/RV Z8IRk9 5 FMEHAT HFEICEK
Y, ERDBEERFOEFTEXFTENRET S,
CHITEE. MICRIFEHEREEZL=5T M
THBo




ZRFHAEM

Cone reconstruction®3A 7k

ConeF i ZE1T =34 R 5

Day 19, Female, BW 2.6kg, Ht 45.5 cm, CTR Edge to edge, PSVT

Preop Echo
TR velocity =3.37m/sec

08 111608 TISLO MiOW
OKAYAMA Un I S124/0KADAI PED
SUPINE

da Silva J. P et al: J Thorac Cardiovase Surg 2007:13;
Copyright ©2007 The American Aszociation for Thoracic Surgery

FMETA @
Post op Echo Post op X-P

100027 133404 TISLE MIOS
OKAYAMA Univ, WP B124meaimric




FRRE, BABIOEXS &

> RA/RV-exclusion +BTS/BDG — Fontan

Older child or Adults
> extensive TV repair + BDG (+RV-exclusion)

=One and a half repair
» TV repair (Hardy / Danielson / Carpentier/Cone)

SRFERTEEHERT D,

Definitive Procedures

Patient profiles
1 (of 43cases) patient died

Fontanfif{£ OPLE C3L 1=
6 cases : TCPC

*43 cases: Older child or Adults 5 case - With RA/RV exclusion

1 case

7 cases : one and a half ventricular repair

;E%#ﬁ?ﬁzm( Carpentier, Cone)

Age 6.9 £8.90 months P

(3m0~70 y) 6 cases
30 cases : 2 FRM (SR AFMRHAT)

11 cases : Carpentier

15 cases: > 20 years 4cases  :Hardy
: Cone then 1 case prosthetic valve

14 cases
1 case : prosthetic valve

SRARE 1 SOE AR @

ERFE DR+ SR AT (Carpentier %)
+ BEDRICK A

Tricuspid valve annulus : 59mm
massive TR

RVEDV : 403 % of N

LVEF :45%

Vs : paradoxical motion

@ 39—20mm( 67% of N)
100% of N = 29.5mm




_Al2-yearoldboy &4 ConeF iz 1T 27=70ik Z 1441

One and a half repair
RA/RYV exclusion
Aggressive reduction of TV annulus

+ Carpentier

70 &1, (LB,

507% X [ZEbstein’s anomaly&EEZ Bt T=
M BERICTFRE MBS LESNG I o=, T
D& 708 15 Y FERFFFIR RS A IR

AR mild == LB =2
LVEF : 85%
IVS paradoxical motion (-)

+ annuloplasty using treated autologous pericardial strip

CTR 65%

Labo data

Pre op Echo

TOSHIBA

y-GTP:28IUN

UN :12.7mg/dl

Na‘138mmol/l

Cl:102mmol/l Ca:8.9mg/dl
BNP :156pg/ml

ECG-Afrial fibrillation

CTR 83%

FE T4 ™
RVDd=28mm

Post op Echo  xwparvbazoss

IVCp=18mm

Post op X-P

0000778 16:5000  TIS22 MIN2
85-1/AGut




ConeFTZIZTVRE T4 >1= 14 ConeFiAIENII—HRE
* 50 y.o. female
* History
2011.7.29 Cone procedure,
TV ring plasty
MAZE
2013. moderate TR, severe RV failure
2017.3.6 severe TR, severe RV failure, VT
2017.4.5 TVR, 1°1/2 repair,
RA/RV exclusion

ConeF i Hi] ConeFfii

ConeF iR iZREADTI— TVR, 1+1/2 repair,

RA/RV exclusion

Conefff 34 Coneffi %64

F=EH

. EELGEH S REMICHLITIERA/RY exclusioniiEE
SERAL-BRRBERFHTARIC KD, Fontan FHTHH
ATH5.

. SRAVTERBRICHSIBOFLEMNICIE, BED
BAVIRESHALILIDERRNERATHS

. SRADHEMICHI->TIEHEDRRNEEL
Eg—(;&é#. ConeF 1l [ F¢ R F T D RLZH O T RE
(A

. BEGEDFEEFICH LV TIE ConeFE Ttk TH-
THETEDFHRERDH D,
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Rastelli F1ifi

Twenty-Five—Year Experience with Rastelli Repair for
Transposition of the Great Arteries
Christian Kreutzer, MD, Julie De Vive, MD, Guido Oppido, MD
Jacqueline Kreutzer, MD, Kimberlee Gauvreau, ScD, Michael Freed, MD,
John E Mayer Jr. MD, Richard Jonas, MD, Pedro J del Nido, MD

Probasitty of survval

® .sussvsyssd

REERERE TR TR

0123458789 0NRNUSETRDD
Thn e Ram srocecurs trears) B

T wnca Rastul prosedus (rears)

J Thorac Cardiovasc Surg 2000;120:211-23

Twenty-Five—Year Experience with Rastelli Repair for
Transposition of the Great Arteries

Christian Kreutzer, MD, Julie De Vive, MD, Guido Oppido, MD
Jacqueline Kreutzer, MD, Kimberlee Gauvreau, ScD, Michael Freed, MD,
John E Mayer Jr. MD, Richard Jonas, MD, Pedro J del Nido, MD

ysseeazzd

Probabiity of freedom from desth of
reintorvention

o2B82883d88E
e

e 0123456789 NNRNUBETBED
Tiese since Rastel procedure tyears) o saco Rastelh seaceaure ymar)

Probability of fewdom trom rentaretion

L

J Thorac Cardiovasc Surg 2000;120:211-23

Long-Term Results after the Rastelli Repair for

Transposition of the Great Arteries
Jiirgen Hérer, MD, Christian Schreiber, MD, PhD, Eva Dworak, MD
Julie Cleuziou, MD, Zsolt Prodan, MD, Manfred Vogt, MD, PhD,
Klaus Holper, MD, PhD, Radiger Lange, MD, PhD

Ann Thorac Surg 2007;83:2169-75
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FEB 1:415% . Z1E

DN T—TIVEEBIRE) Holterih BEI(395%)
RA: 10/8 (6) mmHg DA% - 141/49/68 /5
RV : 105/edp 9 mmHg PVC : 1.8% of total beat
rt.PA : 19/6(12) mmHg Couplet: 89/8
PCWP : 8/7 (9) mmHg RonT(+)

LV :105/edp 12 mmHg
Ao : 109/62(81) mmHg

FE 1:415% . X%

AERHBREE

SEF 141, Tt

MtELBERLLTVT B TERTRTE
EBLOTWEL =z EIFERH XL &%
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125 Z45H B BRMBR— A T & i8R,
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FEAHET DERMIMBLART HLSI1TBo11=80.
REFITLDRAT—TILREFORENEITSN
MBARRERART 2 +HBEROEPRR AL,
BFEADELHNESN

fEBI 2:415% . X%

DA T—TIVERERIE) Holteriy (395%)
RA: (15) mmHg A% - 71/46/54 /5
RV: 100/edp 20 mmHg PVC : 4.8% of total beat
rt.PA:39/20(23) mmHg multifocal
t.PA:49/17(26) mmHg Couplet: 121/8
PCWP:  (15) mmHg Triplet:(+)

LV :120/edp 18 mmHg
Ao : 128/69(92) mmHg

fEB 2:415% . X%
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IWENS . EEREBREFOFIETRUNEZEET
B&51Th o1, 36REF . FAEICTHMBARS KA
ERELLHEIh, BFMBGCHmShi=,

5B 3:475% . Tt

DA T—TIVERE 6
RA: (6) mmHg
RV: 103/edp 9 mmHg
mPA: 94/ mmHg
rtPA:14/ (6) mmHg
LV :106/edp 9 mmHg
Ao : 109/58(88) mmHg

SEBI 3:475% . &t
FRBIAR S I S e

fEW 3:475% . &K
Rastelli (2455 85)
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fERI 3:475% . &tk
BFMEIFEAR) BFEMEI1FATR)
RA: 9/8 mmHg RA:  (10) mmHg

RV : 81/edp 15 mmHg
mPA :76/11(32) mmHg
rt.PA:19/12 mmHg
It.PA : 58/12 mmHg
BP :104/63(81) mmHg

RV : 80/edp 4 mmHg
mPA : 67/9(26) mmHg
rt.PA: 18/10 mmHg
It.PA : 48/11 mmHg
LV :110/edp 5 mmHg

FEHI 4:335% . X%

10H A B¥I“Waterstone E 7,

SEEICLDEAT—T V. EMBIARIER R CTFHER L.
FT7/—ENET BHFETLRUANHEERTL3124Y.

168 B¥(ZRastelliFE#T HE1T -

17TE&B ., DD T —T LR EICTEMENARES2/6(20)mmHg, X5
OB,

2288, DA T—T VR EICTEMEIARES6/4(23)mmHg, EE
[E80mmHg, ZZEFE 124mmHg, Rt 4228,

TOk. &, mF.

REALYEIE. MHETHREBEZAR.

SEBI 4:335% . &tk
165% B : Rastelli+A fBIAR BB 2 + K BIAR I+ 72 B

Freestyle valve
(23mm)

Hemashield graft|
AimwARER




SEB 4:338% . &tE

Rastellifif #55F(21%) Rastelliffj % 164 (335%)
RA: 6/0(2) mmHg RA: (4) mmHg
RV : 80/edp 7 mmHg RV :59/edp 9 mmHg
mPA : 64/6(27) mmHg mPA :43/6(17) mmHg
rt.PA:58/3(23) mmHg rt.PA:25/4(11) mmHg
LV : 125/edp 4 mmHg LV : 86/edp 10 mmHg
Ao : 126/71(80)mmHg
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29. Fontan Fft A4V U bFiiilE T
e = (FEREERZR T2 — DIEmESAE FrBlEER)

1) Fontan THFOES, i 2E

= RFRPASE, VSD Z R 2R W IENRPASH (PA-IVS) | .0 — LSS 72 &
BLSEIEREIC KT DAL A /XA fF & LT 1971 4 Francis Fontan (2 &> TRH
F& X7~ Fontan F4f7 (APC-Fontan) 1) ITIEMEIA = 2 47 003 A R ZARBKITIE S
% Bjork Fontan % & HEMORRIME & & HIZ & F I E RO EE LSOk
KREZIFTE 7=, 1988 4 De Leval & IFJiiAI1FROASED & E AR I FE D = R L ¥
—HEED DRI E LT EREFIRZ OIW LU MR B FEICESEYS L. T
KEFARD B ORI FENIC Sy 7V HWT h v &R L, ERER~
B { TCPC(Intra—atrial lateral tunnel TCPC, ILT-TCPC)2) Z #4517, Z D
EUE 1990 41 Marcelletti & 23@ME L7z FRERZ I L T KRSk
W% A\ T Thea1 2L AMEE R TCPC (extracardiac TCPC, EC-TCPC)4) & &
HICBER B % < JiifT S5 Fontan il & 72 > T D, EC-TCPC CIEHLEEHEIE
ERMAL ENTHWERLEZEWFLEREO AR S0 B S,
ILT-TCPC ® X 5 RLBERNORWEREG I A FIEE T X 5720, RHIRICRERO H
BEZMHTE2 LB 6N TND H),

2)Classical Fontan #fi1% iz 5@ 154 i #E

APC-Fontan TIEMEINRGE TdH 56 F T EMERICEH O OFIREIC S b S,
EMIIIZ L7EWIZHEE L T< %, Bjork Fontan6) TIXIEBAYA 2 D IUHE O3 it
BRST A~ ML A I S D 1o O L FILENE L 1), LR LTEABENT
EFRARIMGE O ELFEAFHE S E Z 0 . DR T 2/ & ek S o9 < 72
Do (K1) FWEEITME L7 5 O R IRECHME (LA 2 0 AT B
UAENREE DS S 5, ([ 2) D ESRaHE RNEENRIL OGRS scar &
[FI§ET D macro reentry, intra—atrial reentry(IART), atrial flutter (AF),
atrial fibrillation(Af) 7 EMHILT 5, LIZIRFEHIREN 2 LRO LD,
AR 20 S OREERIZES NN L Fontan Fiiif4 20 AEORGBIIANIC A 72 < &
t 50%DIERI DA TEIR D LEENEIRZ RS 5 8), T bEBHORIIEIC
£ A Fontan s O HEIX failing Fontan & FEIXAUNYHA class D FOZEIRIE .
Z T RBIRIE 7 EO BB LR EIHELE LTS %,



3)Fontan conversion

1994 4F Kao, Lacks HIXUENIMAE, DEMHERIENRE 5 3510 APC-Fontan
2k LAREEAR TN 2 OFH L 72y ILT-TCPC ~@ conversion Z{T-7= 9), #iftk
NYHA class (T2 L7 BWAREEIRFFHE OMIEIZ A+ CTh o2, EC-TCPC Z1T-
IS THRBROR R RSN 10), 1),

Mavroudis, Backer Hi1Z 1994 4£ K ¥ 2001 AE-D[E]IZ NYHA class M-IV @ 40
® classical Fontan JEFIZK L BEC-TCPC ~DZHa &b RIRHZ REENRTAHT 24T
Fontan conversion Z & L7z 3), ST 7 < NIRRT 12, 5% & #11
Z B 85%IX NYHA class I -1 (Zek#E L7=, R U4 = Children’ s memorial
hospital @7 /)L—7 1% 2011 =% T 133 D conversion FHTEITWFITIET
1. 5%, AHENRFFFEIEIEER L 10 45°C 85%, F72iFT & A L DOJERIT NYHA class DF
HRUGEZ RO 12), [FRRICMEEE )5 b conversion FAT DA R IEFE
INTWD 10,13, 14),



4) L O RoE 2 F

JT4E 0 Fontan BMFHFOFHIE ECTCPC  +/ o woum p u
T %, TCPC TH@H . IVC WAL SVC 5 o 1 © 'tr %’
WIS & 0 SRR & L b R L 00 %2 :
2 & B = L — KA BV T B (caval &”fﬁ’@ A
offset), fx T ClZ Fontan 7% @ 3D, 4D-MRI - |
FAEHEALTaVY ;?ﬂinﬁ"?f*é
R TN R 7 L e AR ! it !
(Computational fluid dynamics; CFD) {7\ (X4) 15),16), LD = FR/LF
— RN D LR AVC M) 232 BENARICYZE R & 2 W) A iED
BEtEhTna,

5) Beyond conversion

Fontan fHERIZI51T 2 fRAEAY 72 DR RE DK T 01
PERY 72 i D ERIRIE SR & 72 D Tk ReRR . Z v
7 I HEMHE 72 £ O failing (2% U TIENEBOTRHRICBR A

L.
N

723% %, Fontan conversion | classical Fontan (2%}
TOMLAEE LTHTHD ZEMRINTWDRZE
L%, E1213 &5 TCPC MifT ST\ b BE
S AD failing IZE D L D ITxHLT D7, KRE72EE
o T D EBXOND, MRIED — DI LIERE T
HA5 9, Muratuza 5% 1990 F) 5 2015 FDO I 5 k19 LY
RS % i1 T X 2172 26 5110 failing Fontan @ % A1 %

WELTWD 17, D 1 FAAFHIT 65.4% T non-Fontan ACHD JEFIIZITH
NTRBHER DEGFREFETH -T2 & L TW5D, Donner 3R ERIIZAZE LT
DA TSR LI T D LBMEHEE, 1Z&A TR T, £ 2 THfRE
PN EI DL mechanical circulatory support & &z 5115, BIED & Z AR
EHEEZ BT D VAD OIMFNTHME SAVTWAH D 18), LEMEENM R S
T\ % failing Fontan O ififiEs % i7" 5 circulatory assist device |3 325 B
T2 19,20, ZONBHORYMERNPLEND,




2 BN
1) Fontan F, Baudet E. Surgical repair of tricuspid atresia. Thorax.
1971526 (3) :240-8.
2) de Leval MR, Kilner P, GewilligM, et al. Total cavopulmonary connection:
a logical alternative to atriopulmonary connection for complex Fontan
operations. Experimental studies and early clinical experience. J Thorac
Cardiovasc Surg. 1988;96(5) :682-95.
3) Mavroudis C, Backer CL, Deal BJ, et al. Total cavopulmonary conversion
and maze procedure for patients with failure of the Fontan operation. J
Thorac Cardiovasc Surg. 2001;122(5) :863-71.
4) Marcelletti C, Corno A, Giannico S, et al. Inferior vena cava—pulmonary artery
extracardiac conduit. A new form of right heart bypass. J Thorac Cardiovasc Surg.
19903100 (2) :228-32.
5) Backer CL, Deal BJ, Kaushal S, et al. Extracardiac versus intra—atrial
lateral tunnel fontan: extracardiac is better. Seminars in thoracic and
cardiovascular surgery. 2011;14(1) :4-10.
6) Bjork VO, 0lin CL, Bjarke BB, et al. Right atrial-right ventricular anastomosis
for correction of tricuspid atresia. J Thorac Cardiovasc Surg. 1979;77(3) :452-8.
7) Gatzoulis MA, Webb GD, Daubeney PEF. Diagnosis and management of Adult
congenital desease Churchhill Livingstone 2003. P85-91
8) Deal BJ, Mavroudis C, Backer CL. Arrhythmia management in the Fontan
patient. Pediatr Cardiol. 2007;28(6) :448-56.
9) Kao JM, Alejos JC, Grant PW, et al. Conversion of atriopulmonary to
cavopulmonary anastomosis in management of late arrhythmias and atrial
thrombosis. The Annals of thoracic surgery. 1994;58(5) :1510-4.
10) Aboulhosn J, Williams R, Shivkumar K, et al. Arrhythmia recurrence in
adult patients with single ventricle physiology following surgical Fontan
conversion. Congenital heart disease. 2010;5(5) :430—-4.
11) van Son JA, Mohr FW, Hambsch J, et al. Conversion of atriopulmonary or lateral
atrial tunnel cavopulmonary anastomosis to extracardiac conduit Fontan
modification. Eur J Cardiothorac Surg. 1999;15(2):150-7; discussion 7-8.
12) Backer CL. 12th Annual C. Walton Lillehei Memorial Lecture in



Cardiovascular Surgery: Fontan conversion—the Chicago experience.

Cardiology in the young. 2011:;21 Suppl 2:169-76.

13) Sridhar A, Giamberti A, Foresti S, et al. Fontan conversion with
concomitant arrhythmia surgery for the failing atriopulmonary connections:
mid-term results from a single centre. Cardiology in the young.

2011;21(6) :665-9.

14) Fujita S, Takahashi K, Takeuchi D, et al. Management of late atrial
tachyarrhythmia long after Fontan operation. Journal of cardiology.
2009;53(3) :410-6.

15) Haggerty CM, Restrepo M, Tang E, et al. Fontan hemodynamics from 100
patient—-specific cardiac maghetic resonance studies: a computational fluid
dynamics analysis. J Thorac Cardiovasc Surg. 2014;148(4) :1481-9.

16) Bossers SS, Cibis M, Gijsen FJ, et al. Computational fluid dynamics in Fontan
patients to evaluate power loss during simulated exercise. Heart.

2014;100(9) :696-701.

17) Murtuza B, Hermuzi A, Crossland DS, et al. Impact of mode of failure and
end-organ dysfunction on the survival of adult Fontan patients undergoing cardiac
transplantation. Eur J Cardiothorac Surg. 2017;51(1):135-41.

18) Woods RK, Ghanayem NS, Mitchell ME, et al. Mechanical Circulatory Support
of the Fontan Patient. Semin Thorac Cardiovasc Surg Pediatr Card Surg Annu.
2017;20:20-7.

19) Derk G, Laks H, Biniwale R, et al. Novel techniques of mechanical circulatory
support for the right heart and Fontan circulation. Int J Cardiol.
2014;176 (3) :828-32.

20) Pekkan K, Aka IB, Tutsak E, et al. In vitro validation of a self-driving
aortic—turbine venous—assist device for Fontan patients. J Thorac Cardiovasc Surg.

2018. 1-10



30. Fontan O B 4 - & —Moss and Adam’s DHFEE) H—
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bz bhle7—=ICHIL, “Fontan FiO/NERBIRZROBIK LiBE" (2
DWNWTHRS. LA L, Fontan FOMEICHEE, &L, FEWRE 17—
TVIRIR, FINTT e E1ERAICE L L, HERRICK > THINEIC L > TH 5
72HDT, EORFRTM AT A20TEHE L. URNEITA K74 67 <,
8% OFfm 3 H EHRITE S

Z 2T, NRTEBRAR S Tl D & % Moss and Adams’ DR EDOFL#H %
ST HZ &Lz, LUT, 1983 4FD% 3 hit, 2001 FFDH 6 ik, 2016 FDHF;
9 Iix® Moss and Adams’ Heart Disease in Infants, Children, and Adolescents
[ZHRWT, =R, BO=, EMEEKOFEZ 012 Fontan FTIZBT 2
FOERELHKT L. RIEFEOaA L NERT.

g 3R (1983 £)
=RHAFHAHE
[9hr=X]
LEMEIRERE (APC) W BIE (G L AEOHER 2 E) 25, EROH
HERRIITONS.
()]
4~15 i%, IEFIRFAE, FEXMEARE 20 mmHg A3, & O & T,
)72 EhIRPE (CRENIRFRLL 0.75 LA 1), BAf 72/ sEMgRe (BEIRARWIE 12 mmHg
Kiif) BDRGETHS.
[richA]
WU BE BRI E FEOUGEICL Y, FINIC XD TIE 14% 0 5 T%AT 15
D LTz. FMIFERICHELTHD.
(& PHE]
FHORORZE < BZE, LN - DADOT v b, DEME - DEEREIR, T4
BE7 vy 7, KEIRE LR SO PHERRD bivs.
APC @ Fontan T3 & U 7= T, BEIZEPHEDOFEN B X5 TV 5.
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42t ]

SRFES TERBROZ S APC ISR S, (DS TREREA L
L b725) FEEBHLE (DILV) T, OETHEHN (septation) MRS
na.

G|
S HENRE 20 mmHg A3, & ST 5 BAL - m2 AR, (DEJRRRHIIE
.
[FiAE ]

% H %\ Mayo Clinic D45 Tlx, 5~23 i D 14 412 Fontan T3 1o,
44 (29%) NI L7 (WFhd DILV TldZeoo72). F#71% Tlx, 5/10
4 (50%) (F0EERED B < HHER TH o 7.

*Fontan FINNEA IR TH 2725, FIRBEEMTOIZ O NEMA I TWD.

2 DE TS R A B

[{fi=]

IR & RoTbIe, 35 L TATABIRMOSE, MBIk : T ABIRM O
W, MRS I LA AFRBIR - KBRS OwaA (Norwood i) o 3
Y OISR DD FRO IS, BAIICIE Fontan FHET 5 2 L1725,
T HRRORET, Fontan FHFOMMIEFH S TL720,

& 6 ki (2001 &) % 1 Choussat-Fontan @ 10 #
=B 1 4~15 M TOFM
e 2 RAMEOEE
(=] 3 ERLABKOER
Blalock-Taussig Fli7s SOz v b 4 E#GEEEH
i & 5 WIS B AREHEHT — [ 57 A% Glenn 2;ﬂﬁ$f§fmi§
/r R A B 1L YA ] y
Fir (ERERIR & MEINROVIE) —Fontan 7 EEIE/ KBEREL, 0 75 12
Fifr & BPEIZ TN D, Fontan FAIL, 8 ZEERHIE 60%E
HENOBS k2 x (LT) i kv Fafy |9 BEFHRIEISHENE0
10 LBTOMBIREHROEZEAL

AR Z T EIARICE < FIEIC LD, DAVERE
Anbshs.
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T XTOREHR O T—/LiX Fontan Fili & 72 o7z, 1978 FIZREK I Lo
Choussat-Fontan @ 10 & (3 1) 1XMakAyZeim@ i L MEClidZe <, KFIROET
HEDOHD 4 RN OBE L FINN T s, L, MifE et & Mgk
JEAMENZ E 37l EE R RENET, AT & & E OMIE AR 23
SR TH 5.

[rifA]
(ZRFAHBLS OE B L & ©7-) Fontan TN OE T RIL T~11%TH - 7=,
(& PHE]

H5 - KEFIR, NATRENNRD & OMIREIILE O34, & AT BE (PLE),
HEEIMNAROR T2 ENEEICR 5.

EERER 72 Fontan BTN L7-tH7223, LT IENEROFLE TH D,

BHibE
[##7=X]

Atk 6 A FTIE, BRI O 7o\ W E TSI TEIRR JtlT, AfEIReAE N &
DF7 7 —FEELHIHTIEEIASH S IEL modified Blalock-Taussig
(MBT) FfizE1T 5. 4~6 HLBETIEE A Glenn TR B E I 415 73,
JHEFFIRE 7 & ORMBERH Y, £ < Ofask TIEm M Glenn Fli2s v 6

5.

Fontan Ffff& LT, APC ik, LT EDIED, DN - DA OEEICLY, T
AR 2 Al BRI 8 < WRERIRITENRY) & Fiff (TCPC) 2 —fik L eo7-. &
OFHE 23821 5 72912 Fontan FIIE 2~3 MICE T2 Z L3RRI D, =0
ft, HIEANT ET R 40%D 7= DHELE S N2y) LB H 5.

[richA]
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Z D% 4% U LTz, L L, PIBERALO K 9 72 EHEZER] T 11% & i
Thb.

(& PHE]

MAEYEEOAZE, MElRORIL - AKTEA, FEIREAZEMER R, MifFIREAZE,
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FREIARIE O REGRIT X D 50 72 il M PR DR, S22 RIMEERN 2 & b7 58
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H LTz, B 72BIEN SN TE 0, LELZ I TITEEIRZ BB IS
i < & LT modified Fontan procedure & V9 TR = A0 > T\ 5.
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— 7]~ L

SRFMHO T ZFH L TRES %2 Fontan FHOMMMBIRET
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R AR, RZITRT LSRN o e o RS E B EES.
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Fontan Filf O P42 o 0F9E13
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FA8H 273 4 @ Fontan T OAAFZIZ, 10 45T 79%, 20 4F T 62%, 30 4T 45%
2ot

|@=== T el P 1)

LT a—RETIE, FSOFRPULEATH S, HEERNZKRER, L=,
FOFMEEBNAT S . HE - 5 L& o ORIRENC X D MEROE -
BVEES, AR THL O TRKENR - IFEIROFMHSEETH L. 7LV ART T
2 X Y Fontan fER LG T, APC EOMEIRITA B ONAE & YERIC & b
IRWIHENIRIL T DTEE  (to-and-fro) /X% — W H B4, TCPC 1A TIEZERE DI
Mo LRI K AEEITH 52 torand-fro TR S/, Eg 7 T7ikICk D
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8 mmHg N IEH TH 5. TPG OEIZMREDHA, EHIX, Fontan fREED
Wezg, N E R LA, Wi RPAZE &2 me T 5.

Fontan #&#& ~REMENROPAZEIT, Wrkgike R ZETHOMNITE S, B
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MR T2 CT, MRI, MEEEAET 5. U7 — N7 FEIC L DBk
MO, Nyquist limit GEE L > 2) % 30-40 cm/s UL FIC RIS THT 9 L
WD, BEBREEN D> TH, FEITHEROED (>0.8m/s). = —OH/{E
W TR < T, O FREIROIEKR, @0 O IUHEEE - YLiREE DR T, @Fontan
FREE~ KM ENRDOBZE, Dfenestration (235175 TRPG %%, X Fontan
failure Z /~IE7 5.

[GOHE] (=R AN G ET)

s AREENR DR MEAREENRIE 10 4594 T 30%I12 384 L, TCPC IETIHEERTH - 7-.

- PLE : #J 1,000 5l 2278 — RMFZETIE, 8%IZFAEL, bEATFRIL46%TH
-7z,

- MARZERRIE : 2~19%I254ET 5. UL T 7 VDT A Y KT 5 FHD
BEALPEITRER S48, & DOFEFIOIRRBITIE CHIZERBIEN TR bl T\ 5D,
BB AGE - e R BREIL, TN~ 228, IEF#HE FE 5.
EEFRE, (KEROTIN, B CidkmBBAERENESMEEZTRT.

- IFiRE - RMIGOHESL L CEHET, MRt 2 LIEMb#REShTn5.
*Fontan FAFOHT LUWMERIK 100 2 —I2 L 2 Ml A3 fedk S 7.

HihZE
55 6 M L AT RIBRDONE D7 O AW,

DB 7 BUE & B
[##7=X]

<5 1RO AT RENR
& EMEIROMAIZL Y,
HRE AT L AW ETE
B & BRI 5 2 e RS
% (X 1:Norwood FAH7) .
Jili L3R DFELR D T2 8D, HEk & i

B RV to PA conduit C Hybrid procedure

IBEEHEIAR & O MBT ¥ % > E¥MThi T ied (A), T4, AEMMENRR
(RVPA) OEE LTS L9272 >7- (B ERE). b O ik
L7 549 £ D7 & 2MELbigiABR 1%, RVPA EEDIE 5>, MBT v v b &
D, 1EROBREERERNERTH 20, AIHE LS < AFERSEYOF A




CHBEZET R o T, TR IR 2 5 S 3 M ENREI I & A% T, BRE

REFROAT > hEDANAT U > K (C) bHND
ns.
<52 W EREARE FROMEIRICYIE L, MBhR
~DOV Y v NEGRT D, EXREIREAE 2D 0 EES
T4 5 Bk 2y FCHE{9 % hemi-Fontan F{i7 (A)
& ERFIRZ G0 B L CHG O ATENRICE S & S [
Jimfk Glenn Fifr (B) 235 5. Atk 4~6 2 Hi ’5%7}!13
A, BHNCAT O & aRVMEEESR ME, & H1 o Kl
T—, MBEROFEE AR ERELETLTU.
3 RSB L LT, 18 20 H ~4 IS T REIRIL Z Al EhARkICE < Fontan
%?ﬁﬁ%%b’rﬁéﬂé LT & (A) 1ZHe, DAVEE L

(B) 1T, VAERE 2O ME, FliE RS &3
% LB AI%%%ﬂ&m MARFED U A 7 MK,
REDORNENH L. ORI EIERRE TIE, iiiza0F
JEMNZ DT, /L—F T fenestration %17 9 iz b
5.

B Bidirectional Glenn

A Lateral tunnel

B Extracardiac
SNy

Choussat-Fontan ® 10 % (3 1) 3 failing Fontan (ZBH#E 3% U X 7 [K 1T,
FRIZ/N S WIREINRES, L& HEHT > 4 B2 - m2, fiTRTOifi#lkE > 15 mmHg,
venovenous collaterals (VV ¥ > ) OFEEIEIER Y A7 THDH.

[ricfA]

51 WIFINE DT RIL 5~30% Th 5. AMFEFRIT, FiE, KIAHE, LAVE,
AIGIEGRE, MO LAFEE Vo TRARKF1IH LMY A7 FETIX 87%,
R 7VEHEY R 7 BETIE 95% Th 7=, & 2 WITI (7138 M) %o 1
F O ATFERIT T8% %t 98% T, 7t 90% Tdo7-. Fontan FHiafkic, FHIE
TERIT 2%A0, AW TERIL 5% L, EMREBIEEREO T — # 13D
IRNDML OB ENZIEET 5.

[l 7 — T A ]

OEH 7 —T VIR, 2T U1K T b A MR BUERRE O BRI /AT
5. FAERME, @JHJT?%?XT/ NES L — 0B TR A AT i
HZENDHD. F 2 WMTFRORNIX, 1ZE A EORRTOEY 7 —7 VAN



FEhaSnb. B2 THE, VV v v b, (KA EROZE, RIEMEIRO
%2, KBRS OPIMER Eicxt L, BT —T ViR (=g ) R
V272 5. F5IZ Fontan FARAT CTIXREIRNMTEIIRMIE]ML1TEE (APC) DR
INEET, —F U NZaf VHAEHET I i b & 5.

(& PHE]

DBEREIR T - ASEMEOEOIE - M, PAEMERE ORI, BEEFAHAR
R LI L DUHERE « YEIRREDIR T 23 Z ¥, failing Fontan % X 7= 7.

- KFERFRIMIE : fenestration 72372 < T, AEFREM, VV v &, MR T v
Vb, HRIMGEAR M 72 & O BT, EERARFIEE I 90% AT 0.

+ PLE : (Fontan FAlF &% T) 3~15%I2%4 L, 24EAEFRIT 30%, 5HELEF
X 50% & WG SN TNDD, KITD 5 HFEAELFRIL 88% & LI H 5

- A2 3EARE © (Fontan BTt ) WAL= 32— Tl 8.8%, RAIE LT 2
— Tl 17~30%ICRD BN 5. %@@#“l%%i%ewf@w
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25, AT - EENE G, EATHERE, GEEVRSE, 1TEVRE, RCHEEXMR LDl
SERFHEA T 5. 321 44 ORI BIEBERED /NS KT 2 A TiX, Ko
EENZ 44%, FHEIZ 36% DI IELRIE A7 D 1=,

FEOMEFERIEEREDEM T HRNLE LI Z 0D, it lEN
ENEEDTZ. 2010 4TI T49 & O ERGICHTT 2 THE TIE, 99%70° B Ay
FHF, 6T%0NDNEIEHE, 62%23 FAli7e L OB 7 /et L, 15% 43¢ X T D
Rk EFEICTRD ERZE L. B QOL OF —2 B ARELTWAH7), ‘JA
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WIFRIEO T T o ABZ LS, BERMET —~ 120155,
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Mode of Death in Adult Fontan survivors Survival and Mode of Death in Adult Fontan survivors
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JDiwld
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2EEDEEEE (FRARRIN L AFOMmMPREH
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