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Medical Image of the Week: Portal Vein Thrombosis in a Patient with 
Polycythemia Vera 

 

 
 

Figure 1 Panel A: CT of the abdomen demonstrating a thrombus within the portal vein 
(black arrow). Panel B: CT showing extension of the thrombus into the splenic vein 

(black arrow). 
 
A 39-year-old man with no past medical history presented with acrocyanosis of his left 
second toe and right upper abdominal pain. Initial labs showed polycythemia, 
leukocytosis and thrombocytosis that were unchanged with intravenous fluid 
administration. A CT of the abdomen was obtained and showed portal vein thrombosis 
without evidence of cirrhosis (Figure 1). Subsequent studies revealed a positive JAK2 
V617F mutation and low erythropoietin levels consistent with polycythemia vera (PV). 
The patient was placed on anticoagulation, low dose aspirin, and received phlebotomy.  
 
PV is a chronic myeloproliferative neoplasm defined by an increase in red blood cell 
mass in the absence of a physiologic stimulus. The 2016 World Health Organization 
classification of myeloid neoplasms and acute leukemia has three major criteria and one 
minor criterion in the diagnosis of PV. Diagnosis requires either 3 major criteria or 2 
major with 1 minor criterion (1). 
 
Major Criteria for Polycythemia Vera 

1. Increased hemoglobin level(>16.5 in men, >16 in women) or hematocrit(>49 in 
men, >48 in women) 

2. Bone marrow biopsy showing hypercellularity for age with trilineage growth 
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3. JAK2 V617F or JAK2 exon 12 mutation 
 
Minor Criterion for Polycythemia Vera 

1. Serum erythropoietin level below the reference range of normal. 
 
Due to the propensity of unusual thrombosis once a diagnosis is made therapy should 
be initiated without delay.  PV should be treated with phlebotomy followed by 
maintenance therapy with continued phlebotomy or hydroxyurea to maintain target 
hematocrit levels and with low dose aspirin (2,3).   
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