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Fontan Udenafil Fontan- Associated Pediatric
Ph1/2 PK/PD Study Exercise Longitudinal Liver Disease Study

(FUEL) Study (FALD) Study (<12 ylo)
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Udenafil Placebo p
Baseline Change Baseline Change
Peak VO, (ml/min) 1562+437 (200) 44.4+238 (200) 1627+414(200) -3.7+222(200) 0.071
VO, at VAT (ml/min) 1039+301 (170) 29.7+177 (155) 1021+280(181) -8.0+183(162) 0.023*
Work rate at VAT (W) 66.21+26 (167) 3.46+15.1(152) 66.1+23(177) 0.31+13,2(157) 0.029*
VE/VCO, at VAT 34.3+4.9(170) -0.8+3.7(155)  34.8+5.2(181) -0.05+2.9(162) 0.011*
MPI 0.45+0.21 (150) -0.02%0.11 (122) 0.45%0.16 (155) 0.0(11§:).13 0.028*

P-value represents between group difference. ¥ Statistically significant

MPI — myocardial performance index as determined by velocities obtained from blood pool Doppler assessment of the inflow and outflow tract of the dominant ventricle.
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Change mL/Min

1Xt Y =8 2K It X| &7

A Peak VO, at Maximal A VO, at Anaerobic A Ventilatory Eq. A Work Rate
Exercise (VO, Max) Threshold (VAT) of CO, at VAT at VAT
50 40 0 35
0.1
40 30 p=0.011 3
0.2
25
30 § 20 £ -03 2
2 % -0.4 s 2
20 € 10 E ©
() © [®))
g p=0. g, -0.5 % 1.5
10 S 0 S 06 & 1
p=0.071 . o
0 10 0.7 p=0.029
] : 02
0.8
-10 _ 20 0.9 0
mUdenafil ®Placebo mUdenafil ®Placebo : mUdenafil ®Placebo mUdenafil  ®mPlacebo
vV XX 2SN LAaAEOZ 0|0 U= AAAHIS0| EFAHE
v 2AEASHHEUNAN AN A 2SS0l SH AL AN O=Z SN0l A=

2 MEZZION"



X|==(MPI)

7S

M
<0

o|

1X} 8! =9 2K} X| &

p=0.028

m Placebo

o
= =
=
B
_n__\/_c_mmcmp_tu |
ol =
I_| n
X0 o - -
i ol o
__o“_m__m IH i) -~
Ol___o _.zu_ m
al o o W
DO g s
wa =N =
Ol ™™ =il W E:rum
rr U Lo = M) =
n) D E.E% IS
e jgom gy S0
=i = o0 1o 0 N0 ~
o w0 gy AW
RO o T3 00
54 by 20
ROBS 5RO Sy @ yo
all o M i X
s 35 Bz &yol
=g 5k Rr Mot
SR gro "= ok
Fhz s e M
< ol = = Uk oF 80 m.Tm__Io
K a1 =™ opo) Hw
~HEr = orr 8w o
M&wor g ol <& <K
DAL ST M0 <k

MEZZI'ON

21



Type C O|F0j| A 7§t 27} G| O] E
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Systemic venous pressure
SVP (mmHg)
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Navaratnam et al: Am J Cardiol 2016;117:1667e1671
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