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*1.

First-stage survey

2018 #-~2020 4E(Z 351 D Fontan itk FBF O#WEEFT . (— KAL)

Number of reported Number of reported
patients (2018-2020) patients (2020)

Sampling Response
Stratum (no. of No. of No. of selected proportion No. of responded proportion
hospital beds) departments departments (%) departments (%)
University 567 567 100 320 56
hospitals
>500 beds 897 897 100 451 50
400-499 881 702 80 332 47
300-399 1357 543 40 239 44
200-299 1231 250 20 111 a4
100-199 3337 406 12 139 34
<99 beds 2848 148 5 50 34
Specialized 44 44 100 24 55
hospitals
Total 11162 3557 32 1666 a7

Total Men Women Total

2000 1135
1353 763
115 68
76 43
161 91
119 57
2 0
985 549
4811 2706

865

590
47
33
70
62

2

436

2105

# 2. 2018 4:~2020 FFIZF51F 5 Fontan itk H H¥s & U FALD IBEH O HERT

Estimated number of cases after the Fontan procedure (95% Cl)
Period prevalence (per million)

Estimated number of cases diagnosed with FALD (95% ClI)
Period prevalence (per million)

Abbreviation: Cl, confidence interval.

%% 3. FALD 3 & FALD OZWr D 72\ EE O BRI ik

2018-2020

1465 832 633
1098 610 488
107 62 45
71 38 33
139 82 57
113 55 58
2 0 2
744 409 335
3739 2088 1651
2020

Men Women

9490 (6770-12 200)

75.2
3790 (2700-4890)
30.1

7810 (5430-10 200)
61.9

3120 (2160-4080)
247

Characteristic

Age at Fontan procedure (years) Median (IQR)
Unknown
Glenn procedure Received
Age at Glenn procedure (years) Median (IQR)
Unknown
Background characteristics
Birth weight <2500 g
Gestation weeks at birth <37 weeks
Sex Male

78

Total (N = 1168)
3.1(2.2-4.6)

9

923/1137 (81%)
1.0 (0.7-1.8)

11

160/896 (18%)
75/884 (8%)
626/1163 (54%)

Non-FALD (n = 697)

2.8(2.1-3.9)
6

589/680 (87%)
0.9 (0.6-13)

4

111/554 (20%)
54/551 (10%)
3707695 (53%)

FALD (n= 471) p value
3.4 (2.5-6.3) <0.01
3 -
334/457 (73%) <0.01
1.3 (0.8-2.7) <0.01
7 -
49/342 (14%) 0.03
21/333 (6%) 0.07
256/468 (55%) 0.62



TABLE 3 (Continued)

Characteristic

At the time of the present survey

Age at survey (years)

Duration from Fontan procedure (years)

Past medical history

Ejection fraction (%)

NYHA heart failure class

Drug

Respiratory management

Invasive treatment for heart

Disease condition®

Cause of death

Age at death (years)

Median (IQR)

Median (IQR)
Unknown

Cognitive heart failure
Cholecystitis/cholangitis
Pancreatitis

Venous thrombosis
Cancer

Collagen diseases
Hepatitis

Blood diseases
Median (IQR)
Unknown

|

1l

1

v

Unknown

Cardiotonic
Antiarrhythmic
Anticoagulant
B-blocker
Branched-chain amino acid
Diuretic

Antiplatelet
Peripheral vasodilator
Pulmonary vasodilator
Oxygenation
Ventilation

Catheter treatment

Pacemaker

Recovered
Improved
Unchanged
Aggravated
Deceased
Heart failure
Liver failure
Liver cancer
Others®
Median (IQR)

Abbreviations: IQR, interquartile range; NYHA, New York Heart Association.
*Based on the information of 1161 patients (693 non-FALD patients and 468 FALD patients).
POthers include two infectious diseases and one suicide for non-FALD cases, and two protein-losing gastroenteropathy, one antineutrophil cytoplasmic
autoantibody-related vasculitis, and one lung hemorrhage for FALD cases.
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Total (N = 1168)

17 (10-25)
13.8 (7.6-20.0)
9

356/1106 (32%)
3/1105 (0.3%)
2/1107 (0.2%)
22/1102 (2%)
11/1135 (1.0%)
3/1132 (0.3%)
10/1126 (0.9%)
7/1131 (0.6%)
58 (51-65)

316

613 (56%)

401 (37%)

41 (4%)

8 (1%)

105

13171155 (11%)
116/1151 (10%)
694/1156 (60%)
305/1155 (26%)
4/1153 (1%)
471/1152 (41%)
849/1156 (73%)
603/1156 (52%)
264/1153 (23%)
19071157 (16%)
7/1153 (1%)
499/1161 (43%)
11471154 (10%)

41 (4%)
232 (20%)

855 (74%)

19 (2%)

14 (1%)

3 (21%)

1(7%)

3 (21%)

7 (50%)

23.6 (14.6-32.7)

Non-FALD (n = 697)

14 (8-20)

105 (5.2-16.5)
3

1507663 (23%)
1/665 (0.2%)
2/666 (0.3%)
11/664 (2%)
5/681 (0.7%)
2/681 (0.3%)
1/674 (0.2%)
4/679 (0.6%)
585 (51-65)
180

427 (66%)

196 (30%)

17 (3%)

3 (0.5%)

54

52/690 (8%)
58/689 (8%)
4197690 (61%)
168/690 (24%)
0/689 (0%)
270/688 (39%)
563/691 (81%)
384/690 (56%)
182/690 (26%)
113/688 (16%)
4/686 (1%)
307/693 (44%)
56/687 (8%)

41 (6%)
173 (25%)
445 (67%)

9 (1%)

5 (1%)

2 (40%)

0 (0%)

0 (0%)

3 (60%)

7.6 (38-187)

FALD (n = 471)

22 (15-29)
18.2 (12.0-23.8)
3

206/443 (47%)
2/440 (0.5%)
0/441 (0%)
11/438 (3%)
6/454 (1.3%)
1/451 (0.2%)
9/452 (2.0%)
3/452 (0.7%)
57 (51-64)
136

186 (44%)

205 (49%)

24 (6%)

5 (1%)

51

79/465 (17%)
58/462 (13%)
275/466 (59%)
137/465 (29%)
/464 (1%)
201/464 (43%)
286/465 (62%)
219/466 (47%)
82/463 (18%)
77/469 (16%)
3/467 (1%)
192/468 (41%)
58/467 (12%)

0 (0%)
59 (13%)

390 (83%)

10 (2%)

9 (2%)

1 (11%)

1 (11%)

3 (33%)

4 (44%)

30.1 (19.9-33.8)

p value

<0.01
<001

<0.01
0.57
0.52
0.32
0.36
100
<0.01
1.00
0.21

<0.01

<001
0.02
0.56
0.05
<0.01
0.17
<0.01
<0.01
<0.01
0.99
1.00
0.27
0.02

<0.01

0.06



X1. 7u—F¥—Fh

List of hospitals

First-stage survey |

| 11,162 departments ‘

l Random sampling

3,557 departments were selected ‘

Excluded
lllogical number of patients from 1 department

1,666 departments responded (Response rate: 47%)

244 departments had at least one post-Fontan patient in 2018-2020
229 departments had at least one post-Fontan patient in 2020

Second-stage survey

!

229 departments were selected

]

154 departments responded (Response rate: 67%)

Clinical information of 1,193 patients provided

Excluded
25 duplicated reports from two other departments

1,168 patients’ reports analyzed
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¥ 3. FALD H3& & FALD
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¥ 5. FALD H3& & FALD
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#z 4. K9 AEDF FALD OFF#

Age at Signs Age at Age at Liver cancer
Age at FALD leading to  Fontan Glenn
survey diagnosis FALD procedure procedure Size Liver
Sex (years) (years) diagnosis  (years) (years) (mm) Number Treatment Varix Ascites cirrhosis Qutcome
1 Male 27 Unknown Unknown 1.5 Unknown 25 5 RFA, TACE Unknown Unknown Absent Alive
2 Male 27 254 Liver 25 0.7 200 1 Limited Absent  Absent  Absent  Alive
cancer resection
3 Male 33 315 Liver 7.3 None 150 1 HAIC Absent Mild Present  Death
cancer, from
ascites liver
cancer
4 Male 33 324 Liver 5 None 180 1 HAIC, Present  Mild Unknown Death
cancer, molecular from
ALP, targeted liver
GGT, therapy cancer
PLT
5 Male 33 305 Liver 57 35 10 1 Limited Absent Absent Present  Alive
cancer, resection,
GGT, TACE
6 Female 38 355 Bilirubin, 6.3 None 24 2 TACE, Absent Mild Present  Alive
PLT, radiation
NH3

Note: All patients were diagnosed by imaging findings, whereas patient 1 was confirmed by target biopsy of tumor, and patient 2 and patient 5 were
histologically confirmed at the time of surgery.

Abbreviations: ALP, alkaline phosphatase; FALD, Fontan-associated liver disease; GGT, y-glutamyl transpeptidase; HAIC, hepatic arterial infusion
chemotherapy; NH3, ammonia; PLT, platelet; RFA, radiofrequency ablation; TACE, transarterial chemoembolization.
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