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N PF RP BP GH VT SF RE M H
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P 85 0.144 0.047 0.953 0.591 0.119 0.367 0.548 0.414
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# 1 S5AERMICREOEEERE TR Lo AKER % b < Je RVE AR RORE HER F RS 2L
Disease Estimated no. treated 95% CI
Total 220 180-260
NBCIE 95 80-110
Lamellar ichthyosis 30 20-40
Harlequin ichthyosis 15 10-20
Ichthyosis syndrome 85 50-120
Cl, Confidence interval; NBCIE, nonbullous congenital ichthyosiform
erythroderma.
2 ZIRIAE OAKIEM 2 Br < S R PE S EREARRL BORE o BB PR A s 70 AR
NBCIE LI HI IS Total
Age* Male Female Male Female Male Female Male Female Male Female
<9 14 7 6 1 6 2 5 10 31 20
10-19 6 4 1 0 0 0 3 4 10 8
20-29 0 3 0 2 0 0 1 3 1 8
30-39 3 1 1 1 0 0 2 3 6 5
40-49 1 4 0 1 0 0 0 0 1 5
50-59 2 3 0 2 0 0 0 1 2 6
60< 0 3 0 1 0 0 1 2 1 6
Unknown 1 7 0 0 0 0 1 0 2 7
Total 27 32 8 8 6 2 13 23 54 65
*Age at the secondary survey
NBCIE, non-bullous congenital ichthyosiform erythroderma; LI, lamellar ichthyosis; HI, harlequin

ichthyosis; IS, ichthyosis syndrome
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# 3 AR & B < S R PRSI ARAL B i 51 g AR A1

NBCIE, Lamellar ichthyosis, Harlequin ichthyosis, Ichthyosis syndrome, Total,
Item N =59 N =16 N=8 N =36 N =119
Family history of disease 13 (22.0) 3(18.8) 2 (25.0) 11 (30.6) 29 (24.4)
Rash distribution
Generalized 51 (86.4) 13 (81.3) 8 (100.0) 28 (77.8) 100 (84.0)
Localized 7 (11.9) 2 (12.5) 0 (0) 5(13.9) 14 (11.8)
Unknown 1(1.7) 1(6.3) 0(0) 3(83) 5(4.2)
Erythroderma
Present 45 (76.3) 1(6.3) 6 (75.0) 15 (41.7) 67 (56.3)
None 12 (20.3) 14 (87.5) 2 (25.0 20 (55.7) 48 (40.3)
Unknown 2 (34) 1(6.3) 0(0) 1(2.8) 4 (3.4)
Scales
Armor plate-like 5 (8.5) 4 (25.0) 6 (75.0) 0(0) 15 (12.6)
Spiny 0(0) 0 (0) 0 (0) 1(2.8) 1(0.8)
Large 16 (27.1) 10 (62.5) 0 (0) 9 (25.0) 35 (294)
Fine 35 (59.3) 2 (12.5) 2 (25.0) 21 (58.3) 60 (50.4)
Unknown 3 (5.0 0(0) 0(0) 5(13.9) 8(6.7)
Scale color
Brown 11 (18.6) 10 (62.5) 1(12.5) 10 (27.8) 32 (26.9)
White 46 (78.0) 4 (25.0) 5(62.5) 22 (61.1) 77 (64.7)
Unknown 2 (3.4) 2(125) 2 (25.0) 4010 10 (84)
Scale shedding
Yes 43 (72.9) 6 (37.5) 5(62.5) 16 (44.4) 70 (58.8)
No 11 (18.6) 8 (50.0) 1(12.5) 18 (50.0) 38 (31.9)
Unknown 5(8.5) 2(125) 2(25.0 2 (5.6) 11 (9.2)
Eyelid ectropion
Yes 19 (32.2) 4 (25.0) 8 (100) 2 (5.6) 33 (27.7)
No 36 (61.0) 11 (68.8) 0(0) 31 (86.1) 78 (65.5)
Unknown 4 (6.8) 1(6.3) 0(0) 3(83) 8 (6.7)
Lip protrusion
Yes 7 (11.9) 1(6.3) 6 (75.0) 0(0) 14 (11.8)
No 46 (78.0) 14 (87.5) 1(12.5) 33 (91.7) 94 (79.0)
Unknown 6 (10.2) 1(6.3) 1(12.5) 3(83) 11 (9.2)
Palmoplantar keratosis
Yes 31 (52.5) 8 (50.0) 6 (75.0) 14 (38.9) 59 (49.6)
No 21 (35.6) 7 (43.8) 2 (25.0) 21 (58.3) 51 (42.9)
Unknown 7 (11.9) 1(6.3) 0 (0) 1(2.8) 9 (7.6)
Constriction of fingers
Yes 7 (11.9) 1(6.3) 5 (62.5) 5(13.9) 18 (15.1)
No 49 (83.1) 14 (87.5) 3(37.5) 29 (80.6) 95 (79.8)
Unknown 3(5.1) 1(6.3) 0 (0) 2 (5.6) 6 (5.0)
Abnormal posture
Yes 3 (5.1) 0 (0) 1(12.5) 4(11.1) 8 (6.7)
No 53 (89.8) 15 (93.8) 7 (87.5) 29 (80.6) 104 (87.4)
Unknown 3(5.1) 1(6.3) 0(0) 3(83) 7 (5.9)
Gait disturbance
Yes 4 (6.8) 2 (12.5) 1(12.5) 5(13.9) 12 (10.1)
No 51 (86.4) 13 (81.3) 5 (62.5) 26 (72.2) 95 (79.8)
Unknown 4 (6.8) 1(6.3) 2 (25.0) 5(13.9) 12 (10.1)
Collodion baby
Yes 22 (37.3) 4 (25.0) 6 (75.0) 7 (19.4) 39 (32.8)
No 17 (28.8) 3(18.8) 2 (25.0) 18 (50.0) 40 (33.6)
Unknown 20 (33.9) 9 (56.3) 0(0) 11 (30.6) 40 (33.6)
Death 1(1.7) 0 (0) 2 (25.0) 2 (5.6) 5 (4.2)

NBCIE, non-bullous congenital ichthyosiform erythroderma; LI, lamellar ichthyosis; HI, harlequin
ichthyosis; IS, ichthyosis syndrome
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