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Background : Idiopathic portal hypertension (IPH) is a rare clinicopathologic entity that shows
clinical evidences of portal hypertension with no pathologic features of cirrhosis. Methods :
The clinical and pathologic features of 8 cases with IPH were analyzed via the medical records
along with the biopsy or resected liver specimens. Results : Six patients were male and two
were female. The chief complaints were sudden variceal bleeding in seven patients and abdo-
minal pain in one patient. Six patients were treated with varix ligation and one was treated with
splenectomy after the failure of bleeding control. One patient underwent a liver transplantation
H o4 2006L4 82 82l due to 'severe gymptoms of portal hypertensiop. Thg prognosis of all the pat.ient.s was excel-
ARSol 1 20064 99 199 lent. Microscopically, the portal tracts were variably fibrotic, and the portal veins in them were

sclerotic, obliterated or dilated in 7 cases; pathologic abnormalities were absent in 1 case.
MOIRIR} : & < 4 Cirrhosis was absent in all cases, while septal fibrosis was present in one resected liver. Con-
© 138-736 Ao LI TU2E 388-1 clusions : IPH is a minor cause of portal hypertension. However, a liver biopsy to show the
LA sty oy Agolah Y BeElzk | subtle portal vascular changes and fibrosis in patients who have the clinical symptoms of por-

x18}: 02-3010-4552 tal hypertension is important for making the diagnosis of IPH.
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Table 1. Clinical features of 8 patients with idiopathic portal hy- 15

pertension

Pati- Age Follow- Chief

Spleno- Asci-  Treat-
ent (year) up arix

complaint megaly tes  ment

No. Gender (year)
1 1M 3 Hematemesis E + + EVL
2 32/M 2 Hematemesis  E/G + - EVL
3 35/F 4 Hematemesis  E/G + - EVL
4 29/M 2 Abdominal pain  E/G + - EVL
5 17M 1 Hematemesis E + - EVL
6 25/M 11 Hematemesis E + - EVL

Splenec-
tomy
7 55/F 1 Hematemesis  E/G  +with - EVL
infarct

8 37/M 8 Hematemesis E + + EVL
LT

E, esophageal varix; G, gastric varix, EVL, endoscopic variceal ligation,
LT, liver transplantation.

Table 2. Hematologic examination data of 8 patients with idio-
pathic portal hypertension

Patient No. Hb (g/dL) WBC (mm®)  PLT (x 10°/mm?)

1 13.8(12.16)° 221 154

2 7.9 (9.50)° 09 25

3 10.3(11.85)° 58 60

4 13.8 (11.39)¢ 58 213

5 12.9 (15.00)° 8.4 284

6 16.9 (16.92) 48 217

7 8.8 (10.15)° 37 230

8 13 (10.45)* 4.4 95 i , _ ,

Fig. 1. Abdominal CT of case 8 shows the markedly shrinked liver

°At first visit (Mean value during follow-up). with irregular surface and massive ascites as well as esophageal
Hb, hemoglobin; WBC, white blood cell; PLT, platelet. varices (arrow).

Table 3. Biochemical examination data of 8 patients with idiopathic portal hypertension

E’Z“e“t AST (IUL) ALT (IUL) ALP (IU/L) 7GT (IULL) Bilirubin (mg/dL) PT (%) Albumin (g/dL)
1 57/81.5 49/69.5 70/193.2 37/82.1 1.9/1.04 75/84.5 27133
2 39/41.2 19/17.9 83/75.4 85/68.7 15/154 49.5/52.8 38134
3 30/49.7 21/39.1 114/90.3 05/57.7 18/1.77 82.5/72.7 38/34
4 93/55.7 132/57.5 329/318.8 202/175.5 1.3/2.48 58/75.9 43136
5 15/27.2 14/32.8 58/90.9 12/47.0 2.0/1.29 103.9/103.3 3.8/4.0
6 43/34.2 69/44.0 108/105.9 146/115.3 1.4/1.39 106/91.8 43/4.0
7 18/413 12/30.1 113/84.8 ND 0.6/1.64 92.6/70.7 40/36
8 35/52.6 27/66.4 88/188.5 22/17.8 5/11.7 76.6/73.4 29137

At first visit /Mean value during follow-up.
ND, not done; ALP, alkaline phosphatase; PT, prothrombin time.
Normal value: AST& ALT, <40 IU/L; ALP, 40-120 IU/U; 7GT, 11-63 IU/L; Bilirubin, 0.2-1.2 mg/dL; PT, 70-140%; Albumin, 3.3-5.3 g/dL.
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Fig. 2. (A) Microscopic features of the liver needle biopsy specimen from case 3. Portal veins are markedly dilated. There is no evidence
of cirrhosis except portal fibrosis. (B) Microscopic features of the explanted liver specimen: The liver capsule is slightly irregular and por-
tal tracts show short septae. (C) Portal tracts contain sclerotic or obliterative portal veins and a narrowed hepatic artery without accompa-
nying portal vein. (D) Rare portal tracts show dilatation of the portal vein extending into the hepatic lobule.



Fig. 3. Explanted liver of case 8. The liver capsule is irregularly
undulated, but representative cut section shows only vague nodu-
larity without circumferential fibrosis and regenerating nodule thro-
ughout the liver parenchyma.
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