32

2012 11 17 13 00 11 18 9 00
u
u
, validation
, 64
deceleration time (DT) stiffness ,DT,E/e” EDP
(P<0.005).e” , e’
R=0.69 .
1e,
D
) )
) ) ) )
D (RT3DE)
52 ( 23 0 14 , 5.5 ).Philips
probe volume , QLAB(ver.7)
2D 2 modified-Simpson(MS)
90+ 22bpm, 28+ 7THz feasibility = 95%
LAVI  17.6+ 3.7ml/m2, LAVI 5.9+ 1.5ml/m2, LAEF66.3+ 5.2%
, ,Blat-Altman
agreements(LOA) LAVI 0.97,-1.3+ 3.0ml/m2, LAVI 0.89,-1.0 £ 2.2ml/m2,
LAVI 0.89,0.5+ 5.2ml/m2, LAVI 0.85,-0.4+ 2.8ml/m2 robustly .3D
MS LAVI LOA 0.87,1.0+ 4.4

2D

,LOA-3.3+ 7.0ml/m2

biast+ limits of



RT3DE feasibility,robustly ,2D

distensibility
Takeda Wall
distensibility , . NICU
15009 .AFD , 12 24
,48 ,96 Epicardial Movement Index(EMI) Diastolic wall
strain(DWS) . EMI DWS 48 ,96 . ,

distensibility ,

) University of Alberta, Department of Biomedical Engineering ’
University of Alberta, Department of Pediatrics ’

) Richard Thompson’ Jeffrey Smallhorn’ ) ) )
) ) ) ) ) ) )

)

(AVSD) (LAVVR)
LAVVR
53 AVSD 40 . 3.3 32.6
(Prolapse) (Tethering) 4 , ,
28 (G1 ),33 (G2 )LAVVR . Prolapse
G2 Gl (p<0.01). Tethered ,
G2 (p < 0.05, 0.05 0.01). G2 G1
(p < 0.02). G2 G1 (p <0.01),G2
(p <0.05). ,Prolapse , LAVVR

AVSD LAVVR ,



| |
. Fontan
TWins’ ) )
)
) ))) ) ) ) )
Fontan ,
Fontan ,
Fontan , 1 CT
, Fontan
(CFD)
.CFD , ,
1.66 1.07
74:26, 82 18
Fontan ,
13 F , Cc ,
45 18 B

(mi/kg/min) C B ,F  46.7(SD=9.3),45.8 (SD=8.9),40.5 (SD=9.0),
0.09 ,OUES U/kg  46.7 (SD=9.3),45.8 (SD=8.9),40.5 (SD=9.0), p=0.11 ,VE/VCO2 slope
29.1 (SD=2.9),29.7 (SD=3.1),35.6 (SD=6.1),(p= 0.000001)

. Proposal for a new concept of “Super-Fontan Circulation™
) )

)) ) ) ) ) ) )

Fontan , .Fontan

CVP , “Super” Fontan Circulation



, Fontan

ICU , “Super” Fontan
2 S-F
1 (Aspirin,Warfarin
PED-V /ET ) Fontan N-F ;15
N-F CVP  13.5+ 2mmHg, Cl 3.4+ 0.8I/min/m®> Rp 1.7+ 0.6RUI Sa02 91
+ 3mmHg, 21+ 6.6 S-F 8 11mmHg, 5.1 4.91/min/m?, 0.7
1.4RUI, 95 94 , 10.1 16.3 S-F N-F CVP
Glenn PA 12+ 4mmHg ,S-F CVP  Glenn 13 14 Hg
S-F 1 Super-Fontan
. Fontan (PAVF)
Fontan PAVF ,
(Qs) , (CVP) ,
.PAVF CVvP Fontan
PAVF ,PAVF
,Fontan , , , , , PAVF
.PAVF
,PAVF Fontan
PAVF
,PAVF (Rf) 1.39U m2 .PAVF
(Rf=c0 ) CVP  28.3( 16)mmHg, Qs  4.93( 5.79)L/min/m2
.02 availability(Qsx ) Rf=10.0 4.70L/min/m2, CVP
24.4AmmHg, Qs  4.98L/min/m2
Fontan PAVF
.PAVF , PAVF CVvP ,
.Fontan platypnea-orthodeoxia

; SpO,



platypnea-orthdeoxia(PO)

(F
F
2009 9 2012 8
38 PO 19 , PO 19 2
2 P-
,ChE,T.chol,PT-INR,APTT,Alb
, ,CT
(P=0.03).2 ,
F PO
| |
| |
15 ICG-R15
12 32
ICG-R15
ICG-R15(%) 13.3+ 9.7,
(p<0.001). CVP,
(B =0.38, p=0.023) ICG-R15
ICG-R15 CVP
. Glenn Fontan

Fontan

,Fontan
, SpO,
PO
, F
H 1CT1
-P, LAST,ALT, y -GTP,
,Child-Hugh
PO 8/14 , PO 2/16
43+ 4.1
,CVP,EDP,

CVP(B =0.52, p=0.0022)

) TCPS



(MAPCA)

7 , BT A
Uniforcalization,1 4 MAPCA stent A1 7 Glenn
2 2 EPS .CVP12mmHg ,SVC IvVC 6mm
VC SpO2 82 - 93% ,SVC  12mmHg TCPS
2 5 TCPC .TCPC
,CVP10-12mmHg Glenn
Fontan
F
SvC
F F
G
G F G
22 12 10
SCM-6600
meanNN(ms), SDNN(ms), CV(%), pNN50(%) LF(0.039-0.150Hz, ms?),
HF(0.150-0.500Hz, ms?), TF(0.002-0.500Hz, ms?), LF/HF G F F 1
F 1-5 Qp/Qs<1.3  PH PDA
G F 1 F 1-5 meanNN(495 vs 459, 620 vs 536, 703 vs 558)
F 1-5 SDNN(174 vs 95), CV(23.7 vs 16.4), pNN50(23.8 vs 4.2)

. 2D Speckle tracking imaging Fontan
Fontan 2D Speckle tracking (2DST )
10 A / 113+ 4 Fontan 8 B [/
113+ 6 ,GE vivid7,vividE9 , ,
, , , EchoPac PC 2DST

Radial strain(RS),Circumferencial strain(CS),Longitidinal strain(LS)



peak strain o , (Ld) (td)

Sphericity index(S.I=Ld/Td) . ,Man-Whitney P<0.05
S.I B .(2.1% 0.2vsl.7+ 0.2). peak strain ,RS,CS,LS
,B A RS:45.5+ 4.7vs 30.4+ 9.3/CS:-23.4%
2.9vs-18.9+ 2.8/LS:-24.5+ 1.7vs-19.1+ 4.7 . B RS
( :22.4+ 8/ :36.8+ 13.9/ :28.6% 12.9)
Fontan ,

) ) ) ) ) )

(ECG-Fontan) , ,

ECG-Fontan , 1 10
30 ( 21 9 ) , 10
, 1)
- ,2)
,3) - 3
. TCPC sinus node dysfunction ,
(Ib)
[ ]
[ ] b 11 . Glenn , lateral tunnel TCPC
,5a0, 95%,CVP 12mmHg,Qs 2.8L/min/m?
sinus node dysfunction(SND)( 39%bpm,maxR-R 1.9 )
CVP Qs
, (PMI)(AAIR 80-100bpm) ,
[ ] SND PMI

,PMI



(peak VO2)
peak VO2 . ,
(BMI)  peak VO2
ramp .peak VO2
(peakVO2/HR) (peakHR) BSA BMI
34 13.7+ 34 30 140 =+ 3.1

(BSA)

7-19 64

peakVO2/HR(

=1.24, p<0.001),BSA(B =-0.902, p<0.001),peak HR(B =0.454, p<0.001),BMI(B =-0.414, p=0.002.

R2=0.917)
peak VO2 peak VO2/HR

BSA,BMI

37 42 AFD ,
536 551

50 58

1097

Kaplan-Meier

(p=0.03).



(LMT Atresia) ,

3 LMT Atresia . 13 MR?1° LMT Atresia .ECG
.8 CABG(LITA-LAD) 21 MR3° LMT Atresia .ECG
.MVP + CABG(LITA-seg6) .10 99% A1
CABG(RITA-LAD, SVG-OM) . 311 MR3° LMT Atresia
I aVvL deepQ . )
LMT . MR
BWG )

. Pulsatility Index/Resistance Index

)) ) ) ) ) )

Pulsatility Index (PI) Resistance Index (RI)

Pl RI , )
, Windkessel
, PI/RI
PI/RI , )
,PI/RI
RI/PI ,

(twisting)

twisting ,2D speckle tracking . ,
17
2D speckle tracking peak torsion(Tr),peak torsion rate(TrR),PH
ACT/ET 0,3 . 0 AcT/ET 0.3 10 PH JACT/ET

0.3 7 PH

PH , 0 3 ACT/ET . 0 3



PH peak Tr,TrR (p=0.05, 0.09).PH

(p=0.40, 0.49). 0 peak Tr,TrR  PH
(p=0.35, 0.48).

twisting

11 16
switch 1 small VSD

.Bruce stage 3 6,Peak heart rate 141 206,3
0o ,5 ,10

u
u
. Wave intensity analysis
)
)) ) )
)
Wave intensity(WI)
, wi ,
(Compression wave W1) ,
Wi
(Ees,dp/dtmax), (Tau,EDP), (EDV), (Ea)

(RVEDV,PR fraction,RVEDP)
W1 Ea

(p=0.15, 0.09), 3

2D Speckle Tracking
Shaher 1 , 10 15 Arterial
1 .6
Muscle weakness ,
, 3

, Circumferential Strain

25

: (PWV)

,PWV



w1 RVEDV
w1
. Norwood
)
TWins’
) )
)) )
Norwood
(VFM) ,CT
JHLHS(MS, AA),
,homograft patch
VFM
CFD ,
6
VFM
F
2003 11 2012 4

, 6-55 (18 ),
(VC % of normal),1

PAP,

VC PAP Rp

(EDP),
EDP,VC,EF PAP

(BNP)
(p<0.05).

PR fraction ,

(CFD) ,
.6 Norwood
( 5 mmHg),9
CFD ,
.VFM ,CFD
ZVFM  CFD
,CFD ,
F 221
0.5-27.2 ( 9.8 )
(FEV1.0%) ,
Rp
,p<0.0001,p=0.014) .FEV1.0%

(EF), (Cn,B
,ClLVC,BNP Rp

PAP Rp

137



.Fontan

Fontan , respiratory pump
sacking , . )
Wave Intensity (WI) ,Fontan
Fontan 1 10 , 20
, Wi W, wi)
Wi 2 . (W1) , (W2)
, Wi 2
W1 ,W2 , sacking ,
, , Wi
Fontan ,respiratory pump , sacking
Glenn MRI
MRI Glenn ,SVC

, (SPCF:Systemic-to-Pulmonary artery Collateral Flow) 46-54%,

36

Glenn , MRI
Glenn 36 2.3+ 13 | 9.8+ 2.0kg 57 MRI
HLHS 18 ,Asplenia 10 8
MRI(Siemens  MAGNETOM AVAND1.5T) ,
Sp0O2, (AAo, SVC, IVC) .SPCF
(AAOF: Ascending aortic flow)
SpO2 (82.2 vs 89.0 %, p<0.001), (115 vs 110, p<0.001)
AA0 (=Cardiac Index;5.0 vs 4.9 I/min/m2, p=0.003),SVC (1.85 vs 1.77 1/min/m2),
Qsl(=SVC+IVC)(3.60 vs 3.46 I/min/m2, p=0.001) .SPCF(1.41 vs 1.45 I/min/m2, p=0.367),

Qpl(=SVC+SPCF)(3.26 vs 3.22 I/min/m2, p=0.231), Qp/Qs(0.93 vs 0.95, p=0.221)
AA0(43.9 vs 45.0ml/m2, p=0.042),SPCF(12.2 vs 13.1ml,
p=0.042) SVC, IVC
Qpl Qp/Qs ,Stroke volume 1
SPCF . ;

Glenn , ,Stroke



volume ,
Glenn ,
| |
| |
1B -
, RAS
, Schwartz
, ACh
ACh
conditional VHL knockout mice ,
,ACh
| |
| |
. MRI Fick
MRI
MRI ,Fick
MRI,

Rpl

ACh

SPCF

ACEI ARB

ACh
ACh

von Hippel Lindau

Fick

ASD1
Qsl Qpl

,VSD1



- ASD9 MRl Qpl 8.9-9, Qsl 3.5-3.2, Rpl 1.0~

1.0, Qp/Qs 2.5-.2.8 Qpl 9.0-8.8, Qsl 3.2-2.7, Rpl 1.0-1.0, Qp/Qs 2.8-3.3,
VSD2 MRl Qpl 8.2-8.6, Qsl 2.6 2.4, Rpl 2.1-1.9, Qp/Qs 3.2- 3.6, Qpl
21.1-24.8,Qsl 7.1 5.6, Rpl 0.8 0.6, Qp/Qs 2.9-4.4
Fick MRI ,
: Qp/Qs :
ACHD
ACHD .
18 ACHD 87 (UNa,mEg/L)
(FENa,%) (NYHA class,B , , ),
Ccer .
UNa (DU) n =236 87+ 36, (nDU) n=51 90+ 38
.UNa .FENa
(NYHA class = 11) ,Ccr ,DU
(p < 0.05).
ACHD UNa ,FENa ,
1993 4 2012 5 , ,
149 , Pp/Ps 46
3 , 4.8kg . Pp/Ps 10%
,10% 2 .
1.3 , 4.2 (p<0.05).
,NO ,NO . , PH crisis
, ,HOT 2
149 1 , ,
, NO ,
PH ,

borderline



) ) ) )

borderline (LVOTO) (CoA)/

(I1AA) ,Yasuli (VSD * )
(BPAB) ,BPAP LVOT
LVOTO-horderline BPAB LVOT
VSD CoA ( 1) 1AA3 ( 2 4). BPAB
LVOT( (AV) (SAS)) AV (=%LVOT)
.LVOTO-borderline  %LVOT=45-60%
132 15) 1.2 3.0( 2.5)kg, : =1:3
1 doming .LVOT 1-3 , 4
.BPAB LVOT  (%LVOT) 1 AV:5.3mm(76%) 5.3mm(69%),SAS:3.7mm(53%)
4.1mm(53%) 2 AV:4.1mm(57%) 4.5mm(64%),SAS:3.6mm(50%) 3.3mm(47%) 3 AV:3.9
mm(57%) 4.0 mm(59%),SAS:3.5mm(51%) 4.4mm(65%) 4 AV:2.6mm(46%) 3.8mm(62%)
2 4 ,
1 Ross-Konno
BPAB 3/4 .VSD
BPAB
u
u
Fractional shortening -Speckle tracking imaging -
(LVNC) ,
LVNC .
fractional shortening(LVFS) LVNC speckle tracking imaging
3 (LvNC ) 9.6 .E/A,circumferential(circ) strain(S),circ strain
rate(SR),circ early diastolic strain rate(EDSR),longitudinal(long) SR C
.E/E” LVNC (median 7.7 vs. 6.8,p=0.07),long S(-17.2% vs.
-20.6%, p<0.05),long EDSR(1.6/s vs. 2.4/s, p<0.05) LVNC
LVFS longitudinal ,



CRT ,

, 3
B ACEI
fusion CRT
,CRT
1999 2 2011 11
14 ). ;10 ( 10 ). 200 (
: 7, 5 )
A ) B ) 2 :
(FAC),Tei index ,
,2 FAC
2 CTR,BNP,Tei index , ( A
29,Tei index0.65-0.44 B :CTR59-51,BNP217 - 25,Tei index0.59-0.31)
( A :0.27-0.34 B :0.20-.0.38). , B
.B FAC
3
3
ACEI,ARB,[3 blocker( B b)3 ,
ACEI,ARB,B b 987 ,3
4 ) , BNP,CTR, ,EF 3
1 2 ,1-2 3 6 2 9 ,17 1
2 2 Jatene+MVR
, Fontan Glenn 5 , 2
ACEI: )0.13-0.57mg/kg. b:
0.27-0.28.ARB 0.16-2.7, 0.09-0.2.3

- 32.6%,CTR74.7%— 72.7%,BNP915 — 440pg/ml,ProBNP5247 - 2404

3 (2

(CTR),BNP,

:CTR56 - 50%,BNP251 —

2
A
(r=0.59).

0.2-0.93,
EF29%



3
| |
| |
B -
V2
| |
| |
)
)
AS
AS10
AS (

SEVR(p=0.023)
stiffness

5(PDES5)
Rho

20

51+ 32mmHg)

SEVR,

(PGIy) PGl,

ERA PG,

SEVR

(SEVR)

.AS

(ERA)

PDE5

1 (S
SEVR

SWI(p=0.0037)
dobutamin

PDE3



stiffness ,SEVR SEVR
AS , stiffness
() 78 ,78
, ,126
6 13 2 .pressure
sensor Doppler sensor Combo wire , (APV),CFR(coronary
flow reserve, CFR= APV/ APV), , (coronary vascular
resistance: CVR, CVR= /APV). ,DOB ,Fusion(SPECT/CT)
CVR CFR CVR(
) , , epicardial
artery Fusion ,
CVR 2.6+ 0.6, CVR 12+ 04 , 4 ,
2 .78 8 , 2 4
1 10%, 5%
conduit vessel resistance
vessel ,
(BNP)
BNP
BNP
2011 1 2012 1 20 ,
BNP 8 . IVIG,mPSL
IVIG
IVIG BNP 100pg/ml BNP (n=2) (n=6)
(LVEF),E/A,E/E” BNP
BNP EF(60%,64%) BNP EF(63-78%)
BNP E/E’(12.6,10.9) BNP (6.1-9.5) 2 10 .BNP
E/A A BNP
BNP E/E’ BNP



Y 29/kg

y 29 kg
AY 2g/kg 24
30mg/kg/day . ) ) )

6.3g/dl - 8.7g/dl . GOT147,GPT159,CK203
cm/sec/g 0.609 - 0.319, (segment
4)0.532-0.367 . 54.87ml - 65.45ml 66.47% —

72.84% 6.23-2.62 . T
y 29/kg
T

, . 2g/kg

y 29/kg



