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Double Thrombosis- Interesting 
Case of Polycythemia Vera

Case Report

CASE REPORT
A 30-year-old male who had an episode of spontaneous right lower 
limb deep vein thrombosis nine months back [Table/Fig-1] without any 
significant past medical history and was treated with anticoagulants 
previously. Patient was evaluated for common  hypercoagulable 
states like serum homocysteine, protein C, protein S, antithrombin 
deficiency and factor five laden mutation was done and found to 
be negative. Now, patient presented with history of two episode of 
unprovoked seizures and severe headache and multiple episode 
of vomiting for the past two days. On examination, patient was 
conscious, oriented to time place and person, with pulse rate -96/
min and Blood pressure: 140/70 mmHg and systemic examination 
was normal. Fundus examination showed an established bilateral 
papilloedema. Routine blood investigations showed haemoglobin 
of 21.6 gm/dL, PCV of 61.5%, platelets was 4.56 lacs. Other 
investigations were within normal limit.

Adequate hydration was done and weekly twice phlebotomy was 
done and low molecular weight Heparin 60 mg subcutaneous 
was started and aspirin 150 mg followed by oral anticoagulation, 
Tablet Acetrom and Tablet. Hydroxyurea 500 mg was also started. 
Weekly twice phlebotomy was done to maintain and target PCV of 
less than 45%. Patient improved symptomatically with no further 
seizures, no headache and hence was discharged with Tablet 
Acetrom 2 mg and Tablet Acetazolamide 250 mg twice daily.

DISCUSSION
Polycythemia vera is one of the most common haematological 
disease encountered in haematological practice. Due to its varied 
clinical manifestations, polycythemia vera is less recognised unless it 
manifest with devastating complications. Among the complications 
vascular thrombosis is the most common complication with very 
high mortality and morbidity. Various mechanisms’ were attributed 
to the pathogenesis of thrombosis in polycythemia vera [1]. Arterial 
thrombosis was about 50-60% and most common ones being 
stroke, myocardial infarction and also peripheral vascular disease. 
The remaining were venous thrombosis predominantly the cerebral 
venous sinuses, deep vein thrombosis and also splenic vein 
thrombosis [2]. In present case, both events were venous thrombosis 
which were deep vein thrombosis first and cortical venous sinus 
thrombosis. MRI brain is the preferred investigation of choice for 
cortical venous sinus thrombosis as there will be an abnormal 

Subashini Subramanian1, siva ranganathan green2



Keywords:	Cortical venous sinus thrombosis, Deep vein thrombosis, Janus kinase (JAK)-2

ABSTRACT
Polycythemia vera is a myeloproliferative disorder which has a varied manifestation, one of it being venous thrombosis and arterial 
thrombosis which significantly contributes to the mortality and morbidity. A 30-year-old male with history of deep vein thrombosis 
presented with history of headache and seizures and was diagnosed to have cortical venous sinus thrombosis with Magnetic Resonance 
Imaging (MRI) brain and complete blood count showed elevated haemoglobin and Packed Cell Volume (PCV). On evaluation patient 
was found to be positive for Polycythemia vera. We report this case with recurrent venous thrombosis which is a rare manifestation of 
polycythemia. Patient was managed with Adequate hydration, phlebotomy, Heparin, aspirin, Tablet Acetrom and Tablet. Hydroxyurea 
Patient was discharged after improving symptomatically.

[Table/Fig-1]:	 USG Doppler showing-right popliteal vein thrombosis.

MRI brain was done with MR venogram which revealed a diffuse 
thrombosis of the both superficial and deep cortical venous 
system [Table/Fig-2]. Patient was started on systemic parenteral 
anticoagulation and bridged with oral vitamin k antagonist. Patient 
was well-hydrated, in spite of adequate hydration, patients 
haemoglobin and PCV were elevated with no other risk factor for 
secondary polycythemia and hence patient was worked-up for 
polycythemia vera. Serum erythropoietin was found to be low and 
Janus Kinase (JAK)-2 point mutation was positive. Patient was 
diagnosed to have polycythemia vera.

[Table/Fig-2]:	 MRI brain-MRV showing cortical vein thrombosis.
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anticoagulation and also with cytoreduction therapy. Low molecular 
weight heparin should be preferred followed by oral vitamin k 
antagonist. Recently increasing use of newer oral anticoagulation 
has been on the rise but the clinical trial based evidence is not yet 
fully established [8]. The role of low dose aspirin and JAK2 inhibitors 
in patients with polycythemia has also not been fully analysed and 
not routinely recommended [9].

CONCLUSION(S)
Polycythemia vera is one of the most common myeloproliferative 
disorder encountered in clinical practice. Among its various 
manifestations, thrombosis which is not to be forgotten and it has 
its own mortality and morbidity. Both arterial and venous thrombotic 
events are common. An effective diagnosis and treatment will 
drastically improve the clinical outcome.
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absence of flow void in T2 and T1 weighted images and also MR 
Venography shows filling defects [3]. The common presenting 
manifestations were headache, seizures, focal neurological deficit 
and altered sensorium, the most common differential were arterial 
stroke, hypoglycaemia, migraine, meningitis and head injury [4]. The 
most common clinical manifestations of polycythemia vera were 
pruritus, headache, dizziness, blurring of vision, reddened face, 
unexplained weight loss, shortness of breath and clinical features 
secondary to thrombotic manifestations [2]. In present case, only 
the clinical features secondary to thrombosis in cortical venous sinus 
were present, isolated presentation with cortical venous thrombosis 
without any other manifestations is comparatively rare.

Policitemia GIS study and European Collaboration on Low-Dose 
Aspirin in Polycythemia Vera (ECLAP) study found that most of 
the time (64%) the thrombotic events precedes the diagnosis of 
polycythaemia vera [5]. Various mechanism were attributed for the 
thrombosis in polycythemia which were increased leucocyte-platelet 
aggregation, overexpression of activation and adhesion molecules 
and endothelial activation [6].

Various risk factors were associated with the increased incidence 
of thrombosis, most common among them were in age more than 
65 years, prior history of thrombosis, total leucocyte count more 
than 11000/cubic mm. Thrombocytosis and increased inflammatory 
markers like C-reactive protein were the common factors which 
when present increases the risk of thrombosis [7]. In present case, 
patient was young which is usually not associated with thrombosis, 
but he had thrombocytosis and prior history of thrombosis. 
Cytoreduction therapy and treatment with hydroxyurea significantly 
reduces the incidence of recurrent thrombosis in patients with 
polycythemia that to who were having a JAK2 V617F mutation. In 
present case patient was also JAK2 positive and hence started on 
hydroxyurea.

As per recent guidelines all patients with polycythemia vera and 
cortical venous thrombosis should be treated with long term 
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