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Dear Editor
Idiopathic Non-Cirrhotic Portal Hypertension (INCPH) is a 

rare cause of portal hypertension. Its etiology is still unknown but 
its prognosis is excellent. Herein, we report a case of a 21 year old 
gentleman who was found to be thrombocytopenic on routine lab 
work before right anterior cruciate ligament repair. He had no other 
symptoms on initial presentation. He denied any history of GI bleeding, 
encephalopathy, ascites, jaundice, or abdominal distention. His past 
medical and family history were negative.

On examination his blood pressure was 140/80, HR 52/min, and 
he was afebrile. He was non-icteric. His exam was benign except for 
soft a palpable spleen 2 cm below the costal margin. He was hemoccult 
negative. He had a creatinine of 1.12, Bilirubin of 1.4, AST of 26 
and ALT of 56. His platelet count was 76,000, hematocrit 48.9, and 
hemoglobin 16.5. His INR was 1.1. Hepatitis B surface antibody was 
positive due to vaccination. HBS negative core antibody, Hepatitis A 
and C serologies were negative. His EBV serologies were negative. 

A bone marrow biopsy did not reveal any hematological cause of 
his thrombocytopenia. He also underwent a CT scan of the abdomen 
which showed splenomegaly, enlarged intra-abdominal varices, and 
Grade II esophageal varices which required banding. Liver ultrasound 
showed patent vasculature. He underwent a transjugular liver biopsy 
with hepatic vein and wedge pressure measurements as well as hepatic 
vein venograms. His venography showed a normal course, caliber 
and branching, his hepatic vein and wedge pressures were 12 and 21 
mm Hg respectively with a corrected sinusoidal gradient of 8. His 
biopsy showed vascular abnormalities (megasinusoids) and irregularly 
distributed vessels without fibrosis associated with focal nodular 
regenerative change suggestive of INCPH (Figure 1). He underwent 
varicial banding. He is currently doing very well. 

Portal hypertension is a clinical syndrome defined by a portosystemic 
venous pressure gradient exceeding 5 mm Hg. [1] Liver cirrhosis is the 
most frequent cause of portal hypertension in the western hemisphere. 
However, in a variety of disorders, portal hypertension develops in 
the absence of cirrhosis. This condition is referred to as noncirrhotic 
portal hypertension. [1] The most common cause of noncirrhotic 

portal hypertension worldwide is schistosomiasis. [2] In the Western 
world, chronic liver diseases, such as nonalcoholic steatohepatitis, 
primary biliary cirrhosis, primary sclerosing cholangitis and congenital 
hepatic fibrosis together with extrahepatic portal vein thrombosis and 
Budd-Chiari syndrome are common causes of noncirrhotic portal 
hypertension. Chronic arsenic toxicity is also one of the causes of non 
cirrhotic portal fibrosis [3]. If all these conditions have been ruled 
out, the diagnosis of INCPH can be made. [4-6] In the Western world 
INCPH might be responsible for 3%-5% of cases of portal hypertension. 
[6] Majority of the patients are asymptomatic but some present with GI
bleeding or splenomegaly. Currently, liver biopsy remains essential in
the diagnosis of INCPH. Histopathological characteristics of INCPH
are heterogeneous, demonstrating overlap between several pathological
entities (e.g., hepatoportal sclerosis, nodular regenerative hyperplasia,
and incomplete septal cirrhosis). [4] INCPH is regarded as a relative
benign disorder (5-year survival of nearly 100%). Despite the fact that
data regarding treatment of variceal bleeding in INCPH patients are
lacking, following the guidelines regarding cirrhotic variceal bleeding
has been recommended. In general, prognosis and survival of INCPH
patients is good [6].
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Figure 1: Liver biopsy showed (A); Clusters of  dilated sinusoids 
(megasinusoids), and irregularly distributed vascular profiles, (B) Reticulin stain 
shows vague nodularity of the liver parenchyma without evidence of cirrhosis.
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