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Idiopathic portal hypertension complicated by
ischemic hepatitis: the diagnostic importance
of hemodynamics and liver biopsy
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Dear Editor,

The etiology of idiopathic portal hypertension (IPH) is
unknown. IPH is characterized by periportal fibrosis, portal hyper-
tension, the formation of esophageal varices, and the development
of portosystemic collateral vessels, splenomegaly, and secondary
hypersplenism, all of which appear in the absence of hepatic cir-
rhosis (1). However, there are clinical situations that can coexist
with IPH that render its diagnosis difficult, as we experienced in
a patient in whom the presentation was complicated by ischemic
hepatitis and abnormal liver enzymes. In most cases, liver biopsy
and portal pressure measurements are sufficient to make the cor-
rect diagnosis.

Case report

Our patient was a 32-year-old man who was diagnosed with
Fanconi anemia 20 years earlier progressing into acute myeloid
leukemia M-5. Therefore, he was treated with allogeneic bone
marrow transplantation from an HLA-identical sibling at age 26.
He presented with Staphiloccocus haemolyticus bacteremia and

antigenemia for cytomegalovirus on day 40 after transplantation,
as well as iron overload that required regular phlebotomy, after
which he experienced complete remission. He did not smoke or
consume alcohol.

The current disease presented with an episode of gastrointesti-
nal bleeding, secondary to large esophageal varices and a sub-
cardial varix, which was controlled by endoscopic ligation with
elastic bands (Fig. 1). After the patient was stabilized, abdominal
ultrasonography was performed, revealing signs of chronic liver
disease and portal hypertension (increased size of the portal vein,
splenomegaly, and splenic hilum shunt; decreased flow in the
main portal vein; and mild ascites). The hepatic veins were nor-
mal, and there were no hepatic or splenic focal lesions.

Fig. 1. Endoscopic ligation with elastic bands.
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The physical examination revealed hepatomegaly of 3 cm, and
the blood tests showed AST 615 U/L, ALT 896 U/L, ALP 392 U/L,
GGT 284 U/L, and bilirubin 1.3 mg/dL, which coincided with an
episode of hypotension secondary to variceal bleeding. These abnor-
malities in the liver tests normalized once the episode of hypotension
subsided. These findings suggested an ischemic hepatitis.

By viral serology, the patient was negative for HAV, HBV,
HCV, HIV, CMV, and EBV. Iron, transferrin saturation, ferritin,
copper, ceruloplasmin, porphyrin, and alpha-1-antitrypsin levels
were also in the normal range. The immunology, proteinograms,
and autoimmunity tests were also normal, as was the echocardio-
gram. Marrow aspiration was consistent with Fanconi anemia
and acute myeloid leukemia in remission, for which the erythroid
hyperplasia was likely secondary to the previous pathology. No
pathological populations were detected by cytometry.

A computed tomography was performed that again showed
signs of chronic liver disease, including abnormal homogeneous
liver, perivesicular varices and in the splenic hilum and cholelithi-
asis (Fig. 2). Vascular disease was ruled out (portal vein throm-
bosis, Budd-Chiari syndrome, etc.).

Based on the negative results of the liver study, ultrasonogra-
phy-guided liver biopsy was performed, showing cholestasic liver
tissue, light ductopenia, reactive ductal neoplasm, marked dilation
of venous vascular structures, and focal endothelitis (Fig. 3). Giv-
en these findings, we ruled out veno-occlusive disease, chronic
graft-versus-host disease (2), and liver cirrhosis and performed
a hepatic hemodynamic study. This study showed values of presi-
nusoidal portal hypertension, with multiple veno-venous connec-
tions. Based on the clinical, histological, and hepatic hemody-
namic examination, we made a diagnosis of IPH.

Discussion

In the presence of portal hypertension, the first diagnosis to
rule out is liver cirrhosis, because it is the most common cause

of portal hypertension. In this patient, who had a history of Fan-
coni anemia and bone marrow transplantation, with an increased
risk of thrombosis, we ruled out extrahepatic causes of portal
hypertension by imaging methods (echocardiography without
evidence of tamponade/pericardial effusion, absence of portal,
splenic, or hepatic veins thrombosis).

The absence of regenerative nodules in an adequately sized
biopsy ruled out liver cirrhosis-essential data for considering other
causes of portal hypertension. IPH in the biopsy can show aberrant
vascularization, periportal fibrosis, sinusoidal dilatation,
microthrombosis, obliteration of small portal vessels, and the
absence of hepatocellular damage, but none of these findings is
pathognomonic (3).

Therefore, we examined postsinusoidal and presinusoidal intra-
hepatic causes. Among the former, it must be considered sinu-
soidal obstruction syndrome, which has been described in patients
who have received bone marrow transplants and is linked to
chemotherapy. However, this syndrome usually appears 10-20
days after trasplantation (2), which, in addition to portal pressure
measurements, consistent with presinusoidal HTP, ruled out this
diagnosis. In IPH, pressure in the portal vein is typically increased,
with resistance to flow predominantly at presinusoidal levels. The
hepatic venous pressure gradient is normal or modestly elevated,
whereas portal venous pressure is much greater than intrahepatic
pressure (4).

After determining portal pressure, we focused on presinu-
soidal causes, including schistosomiasis, sarcoidosis, primary
biliary cirrhosis, and IPH. Considering the available data, our
patient was diagnosed with IPH. We based our diagnosis pri-
marily on the liver biopsy and hepatic hemodynamics, despite
the patient experiencing concomitant episodes of ischemic
hepatitis with analytical alterations that made us suspect hepa-
tocellular damage.

Fig. 2. The arrows show esplenomegaly, perivesicular varices and varices
in the splenic hilum.

Fig. 3. Masson staining (10x) showing two portal spaces with marked
dilation of venous vascular structures.
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