SIEEREA S BRI F R M SENE R B EBURI I E %
(BETR MR BBURTF 2 2)
MERMWRBEZ EE L T 2/NEHRIEO L EEEHERB O AEIC DT 5QLBED 12D D
FRARH DR L EFROKED M Lz m T - REHRFZE (21FC1014) |

SRR
[Super Fontan BB DEE L EEIRAGIE]
SRR KNFE BEMNBRESFEMER ¥ — BRALRKEODERYEZ— - NETERSSE
WMEHIE F AF BEVYRBRIEMEE ¥ — BMALERELERBEL ¥ — - /NEEREE

BEg— BEMERSFEMETY 7 — /DNRIERIRE
A & BEMERSRIEE Y — DNEERSH

MREE
QD)
“Super Fontan (SF)” |ZiEBMAGENMEE & & A% (B0%LL L) THDH 7+ % U8R (F) BE
EER SNBAF2ERY F BE OKRKRIARTH D, SFILF EBEOEBY OIRE & & EIEZ R
THETHEERHEEILNTND, SFOMEL SO RO EHLNETDH 2 L,
[H#]
WBET 2005 44 A 26 2021 4210 A F CloOAmES A fratER (CPX) 2 hifT S 4v7c F A EE 414
BIR RN TSy & ST 404 il Z x5 & LTz,
[#R]
E R HEERENMET GO 80%L LT -7= SF 1L 76 #i (19%) TEETEMENZL -7 (b <
0.01), SF OE[EIITE 54, 10 54, 15 4L 20 FETHK 416 B (35%) . 29 B (38%) . 18 i (19%)
& 13 6] (14%) T 25 FELIBRISAFAER T, B CTlE 10 s, 10 & 20 S TH& % 15 6] (39%) .
46 B (31%) . 1561 (11%) T 30 FRLARRICIZAFAE LAy o 72, SFIXFE SF AT H A~ EWMAINLE & B
FaFNE L ARV BNP 2 &2 BRITIE CPX BEDLMERE & DIMATENREIC 2T o T2, 7 4 o & Pl
AT ORI I A HHT & BT 2 5 o 7 BAF 72 DEERE L BE L CTunve (p < 0.05 - 0.01), F7z,
SF 13 SF IZ b CPX WF D BAF 2 R R N7 o 2 (NBRA. FERRRAREGR) . PRikkne (WIS E., —8
&, COYEHEE) . HEMEE, LM aeEiRratsae. MhHERE X OMATE Mm% & BSE LTz (p < 0.05
- 0.001), CPX #MY-Hy 3. T FEOFBBIEL T 25 FIAFET. 74 BHZAFEA X2 FRAEL TV -
M. SFICHETIE R K ABEA Xy b b IESF IR 67% D 723> 7= (p < 0.01 — 0.001),
[#m]
SF OBEFEIIMTE 15 LSS & & &I BT Uitk 25 A-LARRIZIH R L CTu/e, SF ISR
O MATENRETIX 72 < | F FTai0 BAF 72 0 mATEES A, /N TR BhAY 72 & S 3 1E, =R o
BAF 7R & Ll e 2 Frif & L BAf7e 7% L BIE L 7=,
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A. BFZEE®

— NS T B B O EE) AR 1
WL VKL PHREAR L ERZICEET S (D),
PE- T, AIGEME, FROEREE OB ALE
R —= T XN ANERRAE LI, £0D
HRERGESNLTWS (2), —F., 74+ %
VB CHEBNMAREN B (280% predicted
normal value) 72¥5&1Z Super—Fontan (SF)
LEFRINL (3), BUFRINZIREE S L CIRMK
CEHOBEOINDSHERBEE XL DTN
Do

ZIVETIT SF DOERRBDOFRHE DN D)
WEEh TS (3, 4, 5 6), FOHEX
10720% T, #H4H, M7 < BA 2R IFHERE
ELEIMEREEZ RS, HE OIEEIMEN &< |
ABEER 2N LR E ShTnd, Lo
L. DIATENREZ G D=7 v & BETH
& 72 D ZlEARREE & ORI 72 BE TR ¢
bD, FIT, RIEH STV DHDRFDE
BREDHEE S (7). 74 X Ufian & OB
H A TH 5,
ZOXHIBREENDL, AEOKA OWERDY
1 SF DGR Z HEWr i 2> DHEEER 72 8 500>
SUTOBEEZBREMICHLNET L TH D,
1) SF O 2) HET OO MATENRE & DR,
3) SF &L MATENRED B E, = LT, 4) SF &
Zligastine & OB, B2, 5) /NRHOES)
EIEEHAED SF L OERE . Fex OLRTIOT
v — NARAE (8) /NRMI D IEBNEE DO HER (T)
EDOBBRMNEHLENITHZ EITH D, T
5 SF OEKRBERELHLNETDHZ LiF
L% DT+ X TR DIRIE & & BLO BRI
MEICEERERERMIET L EZ 2615,

B. W

1. %t

KB 200654E4 H 7> 5 20214E10 H £ T2 4BE T
CAEEN A TR (CPX) 23HEfT S AL7-ifed 14
BITHDH, ZHHDON3ISFNTYRET, 7641
fthifi 5% T A DNFETT STz, Z DR CiEE)
BT IS5 (e B I T A AZHikk < 1. 00)
&I S AT 10BN TR S S HERAA L (9)
4045 2 FFE G & L= (Table 1), FHEIEH
X, L EFRE (B£=, JEE=E). Heterotaxy
OF M, FHREHEIE & L CFifElm, 58T
#ff (APS. PA banding. Glenn). &HHED A
(PLE, PAVF, ~X—2Z A —#) Wik (FIRAI.
PUEERE , AEENR, BB, RAASFHEESK) & L
Too BxIXT 4 2 Z Atk DIRIEZITESF-D
MIRE CRE L T 5 (10). sz ) & OFEAT
BE LU TO I > TABRBREETT-

TV, ZOWFIFESERGRIEE > &
—OfEE AR OB G THITSh T D,

2. T vH UIRERRENT
EEhEE
E2TORFIXI MV FINEBFERHLEZT v
TAMRBR CLMEBATFTRBREIHEIT SN
(11) and @ PEFEIENHE L, EHE L
SN MEE ATz (pred-peak V0., %). K
[ DOCPX23M i T X AU, 2[EILL EdDpred-peak V02
> 80%%& /~ L7- A Cld, S OCPXEFZ £ H L
7=,

BEOEENEE & EERE O EBF O FEAf

66451 (27%) TiI/NEHD1H Y72 v OFIKIE
BEER] (B H) 2 —Eo7 > 7r— Mld
NHREH L 8). F£72. 16mLL F /R
DOIEBNEEDOHERS 2B £ D 2 F LU EOE Tl
1TCPXD & 7-2[E]Dpred—peak VO,DOHERE ()
MOYE L, BIE . #h0 L7354 138
(positive) KT L7z & 13 BE (negative)
Lz (7).

SRR

RREN=R (%Fat) &atsinatt (WFEM) ZHE
ELEDOEED Y OFE % InBody 720
(Biospace Co, Ltd, Seoul, Korea) (12) & {#
M L242f TR L7,

B, TR

& 7) (kg) (EJKO77, Co. Ltd., EVERNEW,
Japan) (n = 274) & FEMET) (kg) (Mobie;
SAKAImed, Tokyo, Japan) in the sitting
posture (n = 209) Z#HIE L7z

PR EE

367 {51 T i & & (Ve 1) . — # & (FEV1)
(Spirosift, SP-600, Fukuda Denshi, Tokyo)
THIE L HARN OREHEfE CTHAE(L L7z (13).

D MATENRE

LD TIE T + > & AfidT (n = 325)
itk 14 (n = 333), & L CHILDCPXEE (n =
398) D.UMREL, LWNE, DEEREZR &0 THE)
& Ll 7 — 7 iR L s B Akl L7z
(10).

Plasma volume status
A (n = 183) CT.plasma volume status
ZRMB L= (14),
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BNP, A{LEHRE

BNP, 7T, EUALE Y, ZLTF
. JIFEESE (ALT. GGT, 22V v 25 T —F)
ZM%E L. Forn’ s index, MELD-XIZ & H L.
eGFRIFE] 7 L7 F =227 VT A (Cer) >
HHEE LT, F7-. renal resistive index
(RRI) Z & L7=(15),

THEAERE
297 Bl TlX 75g KEA
L 7= (0GTT) (16).

Ty RlR 7> O MTHERE 2 Al

BRERA RV b, MIET

HEENEERHIR O TR 2 TES AR (LA,
EENR, FiF. 7 —7 VIRR, AREZR L)
ML BRIl L7z,

3. ot

EIRFY) (EFEHER ) i (PU447)
TELZ, 2BEOEIX Wilcoxon 7 A ~ TiE
il U, #HEEDOLL#RIT Fisher” s AT L 7=,
T ON LT v 7 AP — REF L% A
L. A2 0B DO Kaplan-Meier {E T
iz U7z, /N OTE B RERTSCIE B RE O LR & [k
N7+ 2 BEORELEORE I AT
v 7T IVEER Lz, CPX Br o L TEhREE
FEL SF OB TIXHAEMIT Tp < 0.05 D
EIE A2 225 & logistic MATIZHWM =, FRbT I
JMP 12 Pro software (SAS Institute, Cary,
NC, USA)ZMfEM L, P < 0.05 ZHEELL
77

4. fREERE

ARFZRIE, ERFZERERE Td 2 U RFBIT B
TR L 2015 4E 7 HIZEiE L, H&EELE
FAIL 2020 4 HIZHEBL TV 5D,

C. MrREiER

CPX

SF & non-SF @ CPX fEfE D th#g % Table 2 [T/
T, BEIF O ME A R E T X COEEIZEZRH

-7,

SF OBEE

404 iR 77 B (19.1%) A3 SF TH-7-, 10
AT, 10 £%, 20 /%, 30 £, 40 fREL o> SF
DOENEIEA % 15 451 (38%) . 47 1 (32%) . 15 B
(11%) T 30 FRLLETIIAF(E L o T2, — 5,
itz 5 4%, 10 47, 15 4F, 20 4=, 25 LIRS Tl
%216 51 (33%). 30 1 (39%). 18 5 (19%) .
13 5] (14%) T 25 FLIBEIIGFAE Lo T2,

SF OE R

SF VAT, FAIFE# MK < | it s s
< Bz L o7, SF L Heterotaxy O#EE X
DI R ETERECIT & OB 20 o
720 ISFELAR I BMI 23/ & < IRARIA =AML |
R FRM R E < VBRI ENZ W L 2R L
720 £72. SF TIXAPHEN D 72 < NARE LK
-7~ (Table 1),

SF O.LIMATENRE, FBERE (Table 3)

7 & B TR SF ORFEUT, ARV M
BT, B 70 DR RE BV MR R IE Td - 7=,
T U H ARID S Logistic T TITAK
WA BRI E ZIT (p = 0.049) . F7-. il
O & BEfE A 2~ L7z (p < 0.1 for all),
CPX W Ti, SFIZ@EW CI, i E, Sa02 & k
D ARIKITANT VA ThH o7, L, (DERE
T Do T, CPX RED 25 & Logistic fif
BrCIiEmvy CI, {RME, KV EDP & &vy Sa02
DIMSTIT SF & B L7,

B 72 WA RE & (VY BNP | SF & B A2 B
L7,

SF D ftifigasisre (Table 4)

FEMRE « Spkae, s 5 - i, FFhstidlie s
BTV d SF TRAFTH-o72, AST & ALT
1L SF CTEDS BTG ERFEHTh - 1=,

- M BERE « BE[E K1, R, WECBEREIZ 2
T SF BB AF 7 Re 2 R LT,

BHEAE - Cer. RRI &% SF BRI TH-T=,

THEFEE : 75g0GTT T DM /3% — 1% SF 121
EEE T, SFILRAFRMFERE 2~ LTz,

XA SF &/NREEEN S E

ANRENZ 2 [B] CPX 23HEAT SITZRRAN 7 4
X BFE 134 BT, 16 B3 SF THoT, =
OHT 15 B (94%) /IR HIIZ positive
trajectory % s~ L. adult non—SF ¢ 118 fijth
82 5l (69%) IZHL~FEIC L o7 (p = 0. 0217),
/NEHAIZ positive trajectory iR L7277 %
VA BRI/ NREIC negative trajectory
R LI LY 6.6 %A SF 1272 % ArREME
NEhro7= (0OR: 6.59, 95%CI: 1.26 - 121, p
= 0.0217),

LIRTORFFERI G D> 105 BilH 66 {51 CIE B REH]
DOFEENFIHFRETH - 7= (8), WFIEMN B4
O CPX F TOHMIERfE 18 £ (15 - 21 4F)
Thole, /NEMIOTEBENRFRI A # D PVO2
CFHBAL (r = 0.29, p = 0.0199), 66 fiH 5
) (8%) 23N SF & 72> Tz, SF (median:
3.5, 2.0 - 7.8) M non-SF (median: 2.0, 1.0
- 3.0) XVAEIIEBREHNZ o2 (p =

165



0.0466), /NEHID L\ N EITEEIREE XA SF
12720 L9°< (OR: 1.48 per 1 hour, 95%CIL:
1.04 - 2.14, p = 0.0319) T, ¥z 1 H2.8
R L EOJREIRENIEZ 9 ThRVWNEBREIC
9.6 {FR N SF T2 A RIREMEN B o T2
(OR: 9.56, 95%CI: 1.30 - 194, p = 0.0253),

SF &7

o 2 4F (0. 6 205 4. 3 4F) DGR B %L
75 Bl ABE, 26 BIOFETERH>7-, ABRDJ
R 17 B AREER, 15 BSR4, 14 FilH3
il i BEE 12 3% IR M B IE O P36
ZLTCEDOM 1T HITH -7, FELEIRINIL 8 H
DaARA Ikifinge, REERR, Z29R%E, Tk,
T —T VIR, DN &2 4 5 TTE O 2 B TH
ST,

SEIZFET=HN v ->7= (p < 0.0001, Fig.
la), 2y 7 ANY—REFT/LTIE, SFlidnon-
SF {2k~ 68%USH 23/ 72 < (HR: 0.32, 95% CI
0.14 - 0.64, p = 0.0007, Fig. 1 b), F7-.
USH OJFEEBITIZOAREARE (n = 42) (HR:
0.32, 95% CI 0.02 - 0.49, p = 0.0005, Fig.
2 a) & IEMB#EARE (n = 17) (HR: 0.19, 95%
CI 0.01 - 0.94, p = 0.0407, Fig. 2 b) 234
einole, UL, REERRARE (n = 24) 1L SF
& non—SF CTZEX - 7- (HR: 0.89, 95% CI
0.29 - 2.22, p = 0.8126, Fig. 2 ¢),

D. ££

A BIOBFZE T 52272 > 7= DIXLL F D@ Y
ToH D, SFIZLLTOEK TRESIT 6D Z
ERHALMMNE T, 1) Bk, HEE, BE
T TEOBITRRE & & bichd L, itk
15 AR LI 2T R L 25 ALK (30 ffR) T
IEESE LTV, 2) Heterotaxy RRFER T4
BB 7 o o H Uitk A OFE (PLE, PAVFE,
PMD) SCAARIEE DEIG 3720, 3) BRI
Z iz, IR, RLDETERE, CPX BEO LA
JlifEER & OBEIL RV, 7 & fTRTO B
U 70 D BERESORTEBR & BE L 72, 4) Zhsents
HE & OBLETIL, RAFZRIRMR. M, .
1R OPE TR & BRI B L7z, 5) /MR
H O TE BB AU S EENEE S _E O
ST A D SF &858 < BE L Tz,

SF OERRL = & BHE.

Tx U BB TIT 2 AR O T BAT
IREENREMERRICEE L (17), F7-. BEMIC
HEHFRENME T2 & &b (18, 19), #it
T, ABlD SF OB N F T4 R 23 5
WHITEIK 4), ZNETOMRZFMRE LT
FEREE 2D,

AR TIZ BMI 28 SF T/h&<, Kb nz
EOBEEMNFHMER I (4, 6), EENREKE
FRICITMEER BHEFF O BEEME 2 R ST
% (4), AEOHERE SF OKVWMERIERR L 1E
EMEAE XMW D IEEIENENEWZ &1X SF
DRERFFEE T X D, HINTER 2> TR
RUEARBATZS RS D 2 Z E NSRRI
LAV,

|2, SF TWHR., PLE, PAVF, PMI O#HE N
DINT ERH BN E o T,

SF &L B At ae.

BLRIEV DT SF 23 non-SF |2k~ CPX DR
RTCOCVP BT LHES NI & ThL, 5
VWL D & E CVP IR e PR B R 77
ML ARWD CVP 3L L H SF 2 THIL R, F
7. OHERETIZ SF Tl EDP 2MEWVEE D B I
MEERE & Lz B2 0= RIEREN SFIZITE
BWChHDHI LERETH, BT, B Sa02 1%
SF Z R8-S 2 KT, CO HEBR Ikt 2 MRk
OFEEMEITIMZ (20), VVC =N D72 < | MK
BEREN BAF CH D Z LR 5, Bt 7 WP
HEIX SF 24 on—o L S 2 5,

£7-. fETO.OHERE (EDV, EF) . i & #5410
& Sa02 73 SF & BHE L7 = &I BRgE -, BT
72 i M RSN 2 TR O BB PR EE 1
& D D E D3 D HEIRRE ~ DR A AR
295, FERES. FiRTo EDV 1% CPX Ko EDP & B4
WL TW= (r=0.18, p = 0.0013), SFIZIX
FH OO EN B & KRR MR O EE M A
XFFT 5 (17),

SF & Zjigasisne

FALD (X7 # > & v E O E B m iAo
JECT#% EEBICEDb S (21), ARORET
i o o1, SPERE & FFlBEkHE L OB B |
SF O BIF 7 IFHREDS iR Sz (4), &
I CVP 23272 < . SF TIHEB T o VP F5
BOIRNATREME 2/ RIB 5 (22),

BLDRTR N O 1T, IFRERE & BB IC B3 2 1k M
WIBHEEENBIF CTH D Z & Th D, EENINK
BEREDETIN 2 (23), 1k IRV R~ A 2
THAREMENH D (24), JEBEIMERRITIE 3K
T 212 AR D Lt

HSREREE Y 7 4 v X BB DO TE L B
THEERAIETH D (25), Cer & RRI @
BLED SF OBMEILIRIFTH -T2, Cer X
RRI 2SiEERE & RAFIZHBE T2 Z &b (26),
HE) N L— = 7 TR LSBT 5 AT
ML RIS (27),

MHBERE R 1L 7 + v Z V EBRE DR D —>
ThEITTHIHET, THRELLEETS
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(16), SF CTHRFREEE DWW Z &I IIES)
DFEHHMERF OB CTHHATH D Z & 2 Ek
T 5,

SF &EBENEIE

18 4ERTD H HIE B & SEBNEE DR 58
< SF LB L7- Z L3 CEERMAT,
/NYEHA O SEB)EE O e N7 0O TN & PR S
w25 (7)., EiT, SF OSSR o F dfil
3.5 R IX L oA (CF¥) 3.9 el & iR
T—ET2 (6), SBIOWIEN G, /NEHICHE
M 3 WML EOREE DL EOTRE) & HEFF S H 5
ATEEBE AT S8 5 Z 213 SF ESICITEE
WEHEES 2D,

SF &7

SF DL & E D T4 RAFCTh DR S,
EEREIR T & THAR OS2 R L (1),
2, PREOGOEZRBIMA, EE, DAL
1M EESE N D 2N LI L DR HENH -
7o TEENREAMERF MBS & DA EBE D T4 dE
)1 QN | SR 111 B S B = 3 e 17 VAW = =0 e g
45, —F, RNENRS EE /2 TR E(LEX T
HHZEND (28), RIEENRBEO T HUGEIC
VLEE) & IR OB EEO LM AR L S H%
DEELRFETH D,

4. RIRER72 Y
ZOMFRIZESDRIR RN H D, 1) %I
RS CH 0 K RBHRIZFEE TE 220y, 2) K
FLRR, 75 71 OWIE ST IER], /NIRRT EhE
MREAG 23D 72\, 3) a2 EDV X2 EF X MRI T
HESN TV, L, 74 & Uil D
GO RN CRAEEO BN 00 & 2
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Table 1. Clinical Characteristics of the Study Groups

Super Non-Super p

Cases 77 327 -
Age (years) 12 (11-18) 22 (16-30) <0.0001
Male gender (%) 69 54 0.0154
Diagnosis

LV systemic ventricle (%) 42 41 0.965

Heterotaxy (%) 15.6 26.1 0.0444
Fontan operation

Age at 1st Fontan 1.5(1.3-2.2) 3.2(1.7-6.0) <0.0001

Follow-up after Fontan (years) 10.5(9.5-15.8) 18.1(12.9-23.2) <0.0001

APC (%) 1.3 3.7 0.2409
Body composition at CPX n n

Body mass index (kg/m?) 17 (15-19) 77 19 (17-21) 327  <0.0001

Body fat mass (%) 16 (12 - 24) 30 24 (18-31) 212 0.0005

Body fat-free mass (%) 45 (40 - 49) 30 41 (37 - 44) 212 0.0006

Grip strength (kg/m) 14.8(10.0-18.1) 22 12.5(9.7-15.4) 252 0.1356

Lower limb extension (kg/m) 14.5 (9.4 - 18.0) 19 13.6 (10.1-17.9) 190 0.9556

Complications (%)

PLE 1.3 9.8 0.0038
PAVF 13 89 0.0073
PMI 7.8 16.2 0.0451
Plastic bronchitis 13 0.6 0.5570

Medications at CPX (%)

Diuretics 17 41 <0.0001
Anticoagulant 4 28 < 0.0001
ACEI/ARB 27 44 0.0053
Beta blocker 13 38 <0.0001
Arrhythmia 3 10 0.0206

ACEI = angiotensin converting enzyme inhibitor, ARB = angiotensin receptor blocker, APC = atriopulmonary
connection, CPX = cardiopulmonary exercise testing, LV = left ventricle, PAVF = pulmonary arteriovenous
fistulae, PLE = protein losing entropathy, PMI = pacemaker implantation.

Values are median with interquartile ranges.
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Table II. Comparison of CPX variables during CPX between Super and Non-Super Fontan patients

Super Non-Super p
Cases 77 327 -
Heart rate rest 93+ 16 87+x16 0.0073
Heart rate peak 163 £ 16 142 £27 <0.0001
Systolic BP rest 100 + 10 98+ 11 0.0882
Systolic BP peak 144 £23 134 £22 0.0002
AT VO, (ml/kg/min) 214+4.1 148 +3.6 <0.0001
AT VO, (% of normal) 96 + 14 70 = 15 <0.0001
Peak VO, (ml/kg/min) 377+4.6 230+£58 <0.0001
Peak VO, (% of normal) 86+6 55+13 <0.0001
VE/VCO; at peak 369+4.7 414+7.1 <0.0001
VE/VCO; at peak (% of normal) 108 + 16 132 +28 <0.0001
Gas exchange ratio at peak 1.10 £0.06 1.13+£0.06 0.0009
AT = anaerobic threshold, BP = blood pressure, VE/VCO, = ventilatory equivalent for
carbon dioxide, VO, = oxygen uptake. Values are mean + SD.
Table III. Comparison of cardiopulmonary function between Super and Non-Super Fontan patients
Super Non-Super p
Hemodynamics prior Fontan n n
PAP (mmHg) 11 (9-14) 69 12(9-15) 237 0.4792
Rp (Uem?) 13(10-19) 73 1.7(1.1-22) 244 0.0071
PAI (mm?/m?) 292 (212 - 355) 73 268 (205 - 368) 249 0.6618
EDVI (ml/m?) 101 (77 - 119) 73 107 (85 - 134) 252 0.027
EF (%) 61 (53 -67) 73 57 (51 - 64) 252 0.0351
EDP (mmHg) 7(5-9)(72) 72 7(5-9)(247) 248 0.9633
AVVR = moderate (%) 2.8(72) 72 8.1 (248) 248 0.0873
Sa0, (%) 85 (81 - 88) 72 83 (78 - 87) 252 0.0031
Hemodynamics at CPX
CVP (mmHg) 9(8-11) 76 10 (8-11) 322 0.1133
CI (L/min/m?) 29(25-32) 76 27(23-32) 318 0.0094
AOP (mmHg) 83 (75 - 88) 76 78 (71 - 85) 321 0.002
Rp (Uem?) 13(10-15) 76 13(1.0-1.6) 321 0.9504
Rs (Uem?) 24 (21-29) 76 25 (21 - 30) 321 04768
EDVI (ml/m?) 74 (61 - 88) 74 70( 60 - 88) 312 0.6053
EF (%) 57 (50 - 63) 74 55(49-62) 312 02218
EDP (mmHg) 6(5-8)(76) 76 8(5-9)(318) 318 0.004
AVVR = moderate (%) 7.8 (77) 77 12.6 (310) 310 0.221
PAI (mm?/m?) 229 (176 - 283) 71 210 (162 - 252) 300 0.0584
Sa0, (%) 95 (94 - 96) 76 95 (93 - 96) 322 0.0155
Plasma volume status (%)* -9 (-13--6) 20 -5(-13-3) 163 0.0311
Pulmonary function at CPX
Vital capacity (% of normal) 90 (80 - 100) 67 81 (69-91) 300 <0.0001
FEVo (%) 90 (86 - 94) 66 87 (81-91) 295 0.0002
DLco (% of normal) 61 (53-71) 60 56 (48 - 64) 268 0.0017
Neurohumoral Factors at CPX
BNP (pg/ml) 7(6-16) 77 17 (8 -39) 325 <0.0001
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AOP = aortic pressure, AVVR = atrioventricular valve regurgitation, BNP = brain natriuretic peptide, CI = cardiac index, CVP
= central venous pressure, DLco = diffusing capacity for carbon monoxide, EDVI = endo-diastolic volume index of the
systemic ventricle, EF = ejection fraction of the systemic ventricle, FEV, o = forced expired volume in one second, PAI =
pulmonary artery index, PAP = mean pulmonary artery pressure, Rp = pulmonary artery resistance, Rs = systemic artery
resistance, SaO2 = arterial oxygen saturation. Values are median with interquartile ranges. * : data are analyzed only in adults.

Table IV. Non-cardiac organ functions

Super Non-Super p
Liver function at CPX n n
Synthetic function
Albumin (g/dL) 46(45-49) 77 46(4.3-438) 324 0017
Cholinesterase (U/L) 283 (259 - 330) 71 267 (220 - 315) 317 0.0021
Liver congestion
Total bilirubin (mg/dL) 0.8(05-12) 77 09(0.7-1.3) 324 0.0028
GGT (U/L) 53 (36-87) 76 67 (44 - 103) 324 0.0099
Liver cellular damage
AST (U/L) 29 (23 - 35) 77 27 (22 - 32) 324 0.0236
ALT (U/L) 24 (18 - 30) 77 21 (16 -27) 324 0.0561
Liver fibrosis
Forns's index 23(0.3-3.6) 75 42(125-6.0) 324 <0.0001
Fib-4 index 0.5(0.3-0.6) 77 0.8(0.5-1.3) 324 <0.0001
MELD-XI 94(94-938) 77 94(94-102) 324 0.0087
Liver echo at CPX
Liver score 3(2-4)(64) 64 4(2-5) 293 0.006
Hemostasis function at CPX
Coagulation factors
Factor VIII 76 (65 - 95) 45 85 (70 - 99) 266 0.0491
Fibrinogen (mg/dL) 248 (220 - 274) 75 265 (235 - 308) 322 0.0017
Antithrombin (%) 110 (103 - 120) 76 100 (90 - 110) 323 <0.0001
Protein C activity (%) 90 (80 - 99) 73 85 (70 - 99) 302 0.028
Fibrinolysis
a2AP (%) 111 (101 -117) 36 103 (92-113) 274 0.029
Plaminogen (%) 91 (83 -99) 72 87 (77 - 96) 301 0.0054
PAI-1 activity 8(5-11) 72 10 (6-13) 299 0.011
Platelet and endothelial markers
Platelet count 17 (14 - 22) 77 15 (11 - 20) 324 0.0177
VWE (%) 119 (110 - 145) 37 135 (109 - 174) 271 0.0143
Renal function at CPX
24-h Cer (mL/min/1.73) 107 (83 - 125) 55 93 (70 - 114) 234 0.0035
RRI 0.66 (0.60 - 0.69) 53 0.67 (0.62-0.74) 228 0.0041
Glucose tolerance at CPX
Diabetes mellitus (%) 0 38 10 259 0.0063

ALT = alanine transaminase, a2AP = a2 antiplasmin, 24-h Ccr = 24-hour creatinine clearance,

GGT =y glutamyl

transpeptidase, PAI-1 = plasminogen activator inhibitor-1, MELD-XI = model for end-stage liver disease excluding

international normalized ratio, RRI = renal resistive index, VWF = von Willebrand factor.

Values are median with interquartile ranges.
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