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Age at onset (months)
#F1 ERMEA LAY CMIEDE & D
Transient CHI Persistent CHI Unknown Total
Number of patients
total 197 225 25 447
male 125 (63.5%) 120 (53.3%) 14 (56.0%) 259 (57.9%)
female 72 (36.5%) 105 (46.7%) 11 (44.0%) 188 (42.1%)

Age at onset
median
range
Treatment
nutritional treatment
diazoxide
somatostatin analogues
glucagon
glucocorticoids
alpha-glucosidase inhibitors
calcium channel blockers
mTOR inhibitors
pancreatectomy
Posttreatment complications
residual hypoglycemia
diabetes mellitus

developmental delay

epilepsy

0od
0d-1m

80 (40.6%)
99 (50.3%)
1 (0.5%)
9 (4.6%)
20 (10.2%)
0 (0%)
0 (0%)
0 (0%)
0 (0%)
1 (0.5%)
2 (1.0%)
23 (11.7%)
4 (2.0%)

0d
0d-2y4m

124 (55.1%)
213 (94.7%)
58 (25.8%)
29 (12.9%)
31 (13.8%)
3 (1.3%)
2 (0.9%)
0 (0%)
25 (11.1%)

80 (35.6%)
14 (6.2%)
63 (28.0%)
32 (14.2%)

0d
0d-2m

10 (40.0%)
14 (56.0%)
0 (0%)
3 (12.0%)
3 (12.0%)
0 (0%)
0 (0%)
0 (0%)
0 (0%)

2 (8.0%)
0 (0%)

4 (16.0%)
1 (4.0%)

0d
0d-2y4m

214 (47.9%)
326 (72.9%)
59 (13.2%)
41 (9.2%)
54 (12.1%)
3 (0.7%)
2 (0.4%)
0 (0%)
25 (5.6%)

83 (18.6%)
16 (3.6%)
90 (20.1%)
37 (8.3%)
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Transient CHI Persistent CHI

Number of patients

total 137 59
male 83 (60.6%) 35 (59.3%)
female 54 (39.4%) 24 (40.7%)
Treatment

nutritional treatment

59 (43.1%)

32 (54.2%)

diazoxide 68 (49.6%) 57 (96.6%)
somatostatin analogues 0 (0%) 8 (13.6%)
glucagon 5 (3.6%) 4 (6.8%)
glucocorticoids 12 (8.8%) 8 (13.6%)
mTOR inhibitors 0 (0%) 0 (0%)
pancreatectomy 0 (0%) 1 (1.7%)
Posttreatment complications
residual hypoglycemia 0 (0%) 22 (37.3%)
diabetes mellitus 0 (0%) 1 (1.7%)
developmental delay
total 11 (8.0%) 11 (18.6%)
mild 7 (5.1%) 2 (3.4%)
moderate 2 (1.5%) 3 (5.1%)
severe 2 (1.5%) 6 (10.2%)
epilepsy 2 (1.5%) 6 (10.2%)
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#3 2009 FELIFTHED I RIEFE A A U HUE & 2009-2018 48 H A1l D LL ik

Year at diagnosis before 2009 2009-2018
Number of patients
total 62 162
male 29 (46.8%) 91 (56.2%)
female 33 (53.2%) 71 (43.8%)
Treatment

nutritional treatment
diazoxide
somatostatin analogues
glucagon
glucocorticoids
alpha-glucosidase inhibitors
calcium channel blockers
mTOR inhibitors
Pancreatectomy
total
near/subtotal
partial
unknown
Posttreatment complications
residual hypoglycemia
diabetes mellitus
total
post-pancreatectomy

developmental delay

epilepsy

33 (53.2%)
57 (91.9%)
13 (21.0%)
7 (11.3%)
8 (12.9%)
2 (3.2%)
1 (1.6%)
0 (0%)

11 (17.7%)
10 (16.1%)
1 (1.6%)
0 (0%)

18 (29.0%)

13 (21.0%)
10 (16.1%)
25 (40.3%)
15 (24.4%)

92 (56.8%)
155 (95.7%)
45 (27.8%)
22 (13.6%)
23 (14.2%)
1 (0.5%)
1 (0.5%)
0 (0%)

14 (8.6%)
(2.5%)
(5.6%)
(0.5%)

62 (38.3%)

1 (6.2%)
0 (0%)

38 (23.5%)
17 (10.5%)
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Age at onset (years)
x4 ARV ) —<REFOE LD
Benign Malignant Unknown Total
Number of patients
total 118 18 69 205

38 (32.2%)
80 (67.8%)

male
female

Age at onset

median (years) 53
range 5-88
Treatment

nutritional treatment 32 (27.1%)

diazoxide 31 (26.3%)
somatostatin analogues 8 (6.8%)
glucagon 0 (0%)
glucocorticoids 2 (1.7%)
alpha-glucosidase inhibitors 4 (3.4%)
calcium channel blockers 4 (3.4%)
mTOR inhibitors 0 (0%)
pancreatectomy

total 118 (100%)

43 (36.4%)
58 (49.2%)
13 (11.0%)

tumor enucleation
body and/or tail resection

pancreatoduodenectomy

subtotal resection 0 (0%)
unknown 4 (3.4%)
Posttreatment complications
residual hypoglycemia 1 (0.8%)
diabetes mellitus 16 (13.6%)
dementia 0 (0%)
epilepsy 6 (5.1%)
other neurological defecits 4 (3.4%)

8 (44.4%)
10 (55.6%)

49
24-86

3 (16.7%)
12 (66.7%)
13 (72.2%)

0 (0%)

0 (%)

5 (27.8%)

0 (0%)
11 (61.1%)

11 (61.1%)
0 (%)
9 (50.0%)
2 (11.1%)
0 (%)
0 (0%)

9 (50.0%)
4 (22.2%)
0 (0%)
0 (%)
1 (5.6%)

19 (27.5%)
50 (72.5%)

58
6-98

14 (20.3%)
24 (34.8%)
12 (17.4%)
2 (2.9%)
4 (5.8%)
12 (17.4%)
2 (2.9%)
2 (2.9%)

30 (43.5%)
9 (13.0%)
13 (18.8%)
4 (5.8%)
1 (1.4%)
3 (4.3%)

19 (27.5%)
7 (10.1%)
7 (10.1%)
1 (1.4%)
3 (4.3%)

65 (31.7%)
140 (68.3%)

55
5-98

49 (23.9%)
67 (32.7%)
33 (16.1%)
2 (1.0%)
6 (3.0%)
21 (10.2%)
6 (2.9%)
13 (6.3%)

159 (77.6%)
52 (25.4%)
80 (39.0%)
19 (9.3%)
1 (0.5%)
7 (3.4%)

29 (14.1%)
27 (13.2%)
7 (3.4%)
7 (3.4%)
8 (3.9%)
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Patients with pancreatectomy Patients without

Number of patients 159 52 80 19 1 7 46

Residual hypoglycemia 8 (5.1%) 0 (0%) 6 (7.5%) 1 (5.3%) 1 (100%) 0 (0%) 21 (44.7%)
Diabetes mellitus 25 (15.8%) 2 (3.8%) 17 (21.3%) 5 (26.3%) 1 (100%) 0 (0%) 2 (4.3%)
Dementia 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%) 7 (14.9%)
Epilepsy 6 (3.8%) 1 (1.9%) 4 (5.0%) 1 (5.3%) 0 (0%) 0 (0%) 1 (2.1%)
Other neurological defecits 5 (3.2%) 1 (1.9%) 4 (5.0%) 0 (0%) 0 (0%) 0 (0%) 3 (6.4%)
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Noninsulinoma pancreatogenous insulin autoimmune syndrome (NIPHS)

Insulin autoimmune

Post-gastric No surgery syndrome (Hirata’s disease)
surgery HH Postprandial HH Adult nesidioblastosis Unknown
Number of patients
total 33 57 10 11 22
male 23 (69.7%) 21 (36.8%) 5 (50.0%) 4 (36.4%) 10 (45.5%)
female 10 (30.3%) 36 (63.2%) 5 (50.0%) 7 (63.6%) 12 (54.4%)
Age at onset
median (years) 69 41 49 43 63
range 1-89 0.7-91 19-79 12-82 3-88
Treatment
nutritional treatment 18 (54.5%) 26 (45.6%) 1 (10.0%) 4 (36.4%) 8 (36.4%)
diazoxide 2 (6.1%) 0 (0%) 7 (70.0%) 3 (27.3%) 0 (0%)
somatostatin analogues 0 0%) 0 (0%) 2 (20.0%) 0 0%) 0 0%)
glucagon 0 (0%) 0 (0%) 0 (0%) 0 (0%) 1 (4.5%)
glucocorticoids 2 (6.1%) 4 (7.0%) 1 (10.0%) 1 (9.1%) 3 (13.6%)
alpha-glucosidase inhibitors 18 (54.5%) 19 (33.3%) 3 (30.0%) 1 (9.1%) 11 (50.0%)
calcium channel blockers 0 0%) 1 (1.8%) 0 (0%) 0 0%) 1 (4.5%)
mTOR inhibitors 0 (0%) 0 (0%) 0 (0%) 0 (0%) 0 (0%)
pancreatectomy 1 (3.0%) 0 (0%) 6 (60.0%) 0 0%) 0 (0%)
Posttreatment complications
residual hypoglycemia 13 (39.4%) 17 (29.8%) 4 (40.0%) 5 (45.5%) 4 (18.2%)
diabetes mellitus 4 (12.1%) 6 (10.5%) 1 (10.0%) 1 (91%) 8  (36.4%)
developmental delay 1 (3.0%) 7 (12.3%) 2 (20.0%) 1 (91%) 0 (0%)
epilepsy 2 (6.1%) 4 (7.0%) 1 (10.0%) 0 (0%) 0 (0%)
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