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Table 1 Clinical characteristics of patients with IPH, in Japan (1999 and 2005 surveys)

Characteristics 1999 survey 2005 survey
Study sample 160 85
Sex Male 38 (24) 24 (28)
Female 120 (76) 61 (72)
Estimated age of onset (years) f Mean (SD) 44.2 (17.5) 47.5(16.5)
Median (range) 47.0 (0.0-79.5) 49.6 (4.6-70.6)
At time of diagnosis
Age (years) i Mean (SD) 49.6 (17.1) 49.1(16.7)
Median (range) 52.3(2.9-79.6) 51.9 (4.6-85.8)
Clinical symptoms
Esophageal varices Present 129 (81) 74 (89)
Absent 31(19) 9(11)
Gastric varices Present 67 (47) 52 (68)
Absent 76 (53) 25(32)
Splenomegaly Present 127 (79) 76 (95)
Absent 3321 4( 95
Ascites Present 17 (11) 12 (16)
Absent 143 (89) 65 (84)
Hepatic encephalopathy Present 12( 8 3(4
Absent 148 (92) 74 (96)
Laboratory data
Platelet count Normal 302D 9(13)
Decrease or < 15><104/u1 116 (79) 61 (87)
Albumin level Normal 80 (57) 57 (81)
Decrease or <3.5 g/dl 61 (43) 13 (19)
Total bilirubin level Normal 109 (75) 37 (54)
Increase or > 1.0 mg/dl 36 (25) 32 (46)
Prothrombin activity Normal — 31(53)
Decrease or <80 % — 28 (47)
ICGR15 Normal 31 (34) 22 (51)
Increase or 2 15.0 % 60 (66) 21 (49)
After the diagnosis
Treatment for esophageal varices Never — 15 (20)
Ever — 59 (80)
Treatment for gastric varices Never — 21 (40)
Ever — 31 (60)
At the time of last observation
Duration from diagnosis (years) P Mean (SD) 5.9(6.3) 7.9 (8.7)
Median (range) 3.5(0.0-27.8) 4.9(0.1-44.2)
Disease condition compared with that at the time of diagnosis
Recovered 8( 5 1(1
Improved 75 (47) 36 (42)
Unchanged 61(38) 39 (46)
Aggravated 14(9 8( 9
Deceased 2( D 1(1

Values are expressed as n (%) unless otherwise indicated.

Due to missing data, the total number of sample is not always 160 in 1999 survey and 85 in 2005 survey.
TAnalysis based on sample of 103 in 1999 survey and 48 in 2005 survey.
1Analysis based on sample of 150 in 1999 survey and 71 in 2005 survey.

ICGR15, indocyanine green retention rate at 15 minutes; IPH, idiopathic portal hypertension; SD, standard deviation.



Table 2 Associations between baseline characteristics and disease improvement at last observation among

patients with IPH (1999 survey)

Disease condition
at last observation

Univariate zmalysisT

.
Multivariate analysisT’ "

Recovered/  Unchanged/
improved  aggravated/ OR ( 95%CI ) pvalue OR ( 95%CI ) pvalue
deceased
n{%) n(%)
Sex
Male 19 ( 50) 19 ( 50) 1.00 1.00
Female 62 ( 52) 58 ( 48) 1.07 (0.52 —2.22) 0.858 0.75 (0.31 - 1.86)  0.540
At time of diagnosis
Age (per 1 year increased) 0.98 (0.96 —1.00) 0.038 098 (0.95 - 1.00) 0.096
Clinical symptoms
Esophageal varices
Absent 9( 29) 22(71) 1.00 1.00
Fo-1 14 ( 39) 22 ( 61) 1.56 (0.56 —4.34) 0398 2.55 (0.70 - 9.24)  0.155
F23 49 ( 63) 29 ( 37) 413 (1.68 — 10.2) 0.002 6.83 (2.10 - 22.1)  0.001
(trend p = 0.001) (trend p =0.001)
Gastric varices
Absent 36 ( 47) 40 ( 53) 1.00 1.00
Present 40 ( 60) 27( 40) 1.65 (0.85 —3.20) 0.141 1.31 (0.62 - 2.80) 0.482
Splenomegaly
Absent 15( 45) 18 ( 55) 1.00 1.00
Present 68 ( 54) 59( 46) 1.38 (0.64 —298) 0.409 1.66 (0.61 —4.54) 0.322
Ascites
Absent 73( 51) 70 ( 49) 1.00 1.00
Present 10( 59) 7(41) 1.37 (0.49 —3.80) 0.545 0.70 (0.21 —2.35)  0.569
Hepatic encephalopathy
Absent 79 ( 53) 69 ( 47) 1.00 1.00
Present 4( 33) 8( 67) 0.44 (0.13 - 1.51) 0.191 0.19 (0.03 — 1.04) 0.055
Laboratory data
Platelet count
Normal 13( 43) 17( 57) 1.00 1.00
Decrease 62 ( 53) 54 ( 47) 1.50 (0.67 —3.37) 0325 1.67 (0.65 —-4.31) 0.287
Albumin level k
Normal 32 ( 40) 48 ( 60) 1.00 1.00
Decrease 38( 62) 23 ( 38) 248 (1.25 —491) 0.009 2.65 (1.24 —-569) 0.012
Total bilirubin level
Normal 55( 50) 54 ( 50) 1.00 1.00
Increase 20 ( 56) 16 ( 44) 1.23 (0.58 —2.62) 0.596 0.93 (0.40 —2.19) 0.873
Duration from diagnosis to last observation 1.01 (0.96 - 1.07) 0.588 1.00 (0.93 —1.07) 0.959

(per 1 year increased)

1

Number of observations in final model is 160.

iAdjusted for sex, age (continuous variable), platelet count, albumin level, and total bilirubin level at time
of diagnosis and duration from diagnosis to last observation (continuous variable).

CI, confidence interval; IPH, idiopathic portal hypertension; OR, odds ratio.



Table 3 Associations between baseline characteristics and disease improvement at last observation among
patients with IPH (2005 survey)

Disease condition o t o b1
at last observation Univariate analysis Multivariate analysis

Recovered/  Unchanged/

mproved  aggravated/ OR ( 95%CI ) pvalie OR ( 95%CI ) pvalue
deceased
n(%) n(%)
Sex
Male 10 ( 42) 14 ( 58) 1.00 1.00
Female 27 ( 44) 34 ( 56) 1.11 (043 -2.89) 0.828 0.90 (0.28 - 2.87) 0.861
At time of diagnosis
Age (per 1 year increased) 1.00 (0.97 - 1.03) 0971 1.00 (097 - 1.04) 0.916
Clinical symptoms
Esophageal varices
Absent 1(11) 8( 89) 1.00 1.00
Fo 3(21) 11( 79) 2.18 (0.19 - 25.0) 0531 1.97 (0.15 -257) 0.606
Fas 25( 58) 18 ( 42) 1.1 (1.28 = 96.9) 0.029 10.7 (1.08 — 105) 0.043
(trend p = 0.005) (trend p =0.010)
Gastric varices
Absent 11( 44)  14( 56) 1.00 1.00
Fo-1 8( 40) 12 ( 60) 0.85 (0.26 —2.80) 0.787 0.58 (0.13 —2.56) 0.476
Fas 8( 44) 10( 56) 1.02 (0.30 - 3.45) 0977 0.82 (0.19 —3.51) 0.787
(trend p =NA) (trend p =0.763)
Splenomegaly
Absent 3(75) 1(25) 1.00 1.00
Present 33( 43) 43 ( 57) 0.26 (0.03 —2.57) 0.247 NA
Ascites
Absent 31( 48) 34 ( 52) 1.00 1.00
Present 4( 33) 8(67) 0.55 (0.15 —2.00) 0363 0.67 (0.13 —3.40) 0.625
Hepatic encephalopathy
Absent 35( 47) 39( 53) 1.00 1.00
Present 0(¢ 0) 3(100) NA NA

Laboratory data

Platelet count (><104/ul)
>15 3(33) 6( 67) 1.00 : 1.00
<15 28 ( 46) 33( 54) 1.70 (0.39 — 7.41) 0482 129 (0.24 - 6.86) 0.767

Albumin level (g/dl)
>3.5 27( 47) 30( 53) 1.00 1.00
<35 4( 31) 9( 69) 0.49 (0.14 - 1.79) 0.283 0.84 (0.19 - 3.71) 0.819

Total bilirubin level (mg/dl)
<1.0 19( 51) 18( 49) 1.00 1.00
>1.0 11( 34) 21 ( 66) 0.50 (0.19 - 1.31) 0.158 038 (0.13 - 1.11)  0.078

Duration from diagnosis to last observation 1.00 (094 —1.05) 0.859 1.01 (0.94 —1.08) 0.850
(per 1 year increased)

T Number of observations in final model is 85.

" Adjusted for sex, age (continuous variable), platelet count, albumin level, and total bilirubin level at time
of diagnosis and duration from diagnosis to last observation (continuous variable).

CI, confidence interval; IPH, idiopathic portal hypertension; OR, odds ratio.



Table 4 Associations between treatments for varices and disease improvement at last observation among patients with IPH

(2005 survey)

Disease condition
at last observation

Univariate analysis

Multivariate analysis

Recovered/ Unchanged/

improved aggravated/  p (9504c1)  pvalie ORIT (95%CI)  pvalue OR2F (95%CI)  pvalue
deceased
n(%) n(%)
Esophageal varices ( n=74)
any treatment
never 4(27) 11(73) 1.00 1.00 1.00
ever 32( 54) 27( 46) 3.26 (0.93 —11.4) 0.065 4.59 (0.89 - 23.7)  0.069 5.33 (0.96 - 29.5)  0.055
endoscopic treatment
never 15( 52) 14( 48) 1.00 1.00 1.00
ever 21( 47) 24( 53) 0.82 (0.32-2.08) 0.671 0.47 (0.10-2.17)  0.331 0.51 (0.10 —2.75) 0.436
surgical treatment
never 21 ( 40) 31( 60) 1.00 1.00 1.00
ever 15( 68) 7(32) 316 (1.10-9.08) 0.032 4.51 (1.05-19.3) 0.042 5.19 (1.06 —254) 0.042
drug treatment
never 35( 49) 36( 51) 1.00 1.00 1.00
ever 1(33) 2(67) 0.51 (0.05-593) 0594 NA NA
Gastric varices ( n=52)
any treatment
never 4(19) 17( 81) 1.00 1.00 1.00
ever 19( 61) 12(39) 673 (1.82 -24.9) 0.004 10.0 (1.83 —54.5) 0.008 13.0 (1.87 —90.4) 0.010
endoscopic treatment
never 18 ( 41) 26( 59) 1.00 1.00 1.00
ever 5(63) 3(38) 241 (0.51 -11.4y 0.267 239 (0.30-19.3) 0413 3.22 (0.35-29.8) 0.303
surgical treatment
never  12( 34) 23( 66) 1.00 1.00 1.00
ever 11( 65) 6(35) 3.51 (1.04-11.8) 0.043 7.25 (1.16—-452) 0.034 6.13 (0.85—44.1) 0.072
IVR treatment
never 21 ( 46) 25( 54) 1.00 1.00 1.00
ever 2(33) 4( 67) 0.60 (0.10-3.58) 0571 0.78 (0.09 —6.99) 0.823 0.84 (0.06 —12.4) 0.897

TAdjusted for sex, age (continuous variable), platelet count, albumin level, and total bilirubin level at time of diagnosis,

and duration from diagnosis to last observation (continuous variable).

J:Adjusted for sex, age (continuous variable), platelet count, albumin level, and total bilirubin level at time of diagnosis,

duration from diagnosis to last observation (continuous variable), ascites, and hepatic encephalopathy.

Cl, confidence interval; IPH, idiopathic portal hypertension; IVR, interventional radiology; NA, not applicable;

OR, odds ratio.
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