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INTRODUCTION
Polycythemia vera is a neoplasm of 
hematopoietic stem cells with characteristic 
lab abnormalities

CASE DESCRIPTION

A 63-year-old woman presented to her PCP with a chief 
complaint of five days of non-productive cough and 
progressive dyspnea with exertion. She described new 
one-pillow orthopnea, as well as a recent episode of 
vomiting. She denied fevers. She was found to have 
bilateral pleural effusions and a positive D-dimer, so she 
was referred to the ED.

•   37.0, HR 99, 163/104, RR 19, SpO2 93%

•   + JVD, basilar crackles, 1+ LE edema

•   NT pro BNP 30,148 (<900) 
WBC 28.2, Hgb 18.2, Hct 55.3%, Plt 683

EFFICACY OF TREATMENTS FOR PV

Evidence for aspirin: In 518 patients with PV, aspirin 100mg daily 
reduced the risk of thrombosis over three years, in comparison 
with placebo, from 15.5% to 6.7% (NNT = 11.4). N Engl J Med. 
2004;350(2):114

Evidence for phlebotomy until Hct < 45%: In 365 patients with PV, 
phlebotomy targeting Hct < 45% reduced the risk of cardiovascular 
or thrombotic death over 31 months, in comparison with a target 
Hct of 45-50%, from 9.8% to 2.7% (NNT = 14.1). N Engl J Med. 
2013;368(1):22

Evidence for hydroxyurea: this was initially studied in patients with 
essential thrombocytopenia at high risk for thrombosis. In 144 such 
patients, the risk of thrombotic events was reduced, over 27 months, 
from 24% to 3.6% (NNT = 4.9). N Engl J Med. 1995;332(17):1132

HOSPITAL COURSE

•  A chest x-ray showed moderate bilateral pleural effusions and 
interstitial infiltrates consistent with pulmonary edema 

•  CTA of the chest showed bibasilar atelectasis and possible 
consolidation and clinical correlation for PNA was recommended 

•  EKG was negative for ST changes 

•  TTE showed an LVEF of 25% with global hypokinesis

•  The patient was diagnosed with congestive heart failure possibly 
due to viral cardiomyopathy and she responded well to diuretics 

•  She received empiric ampicillin/sulbactam for aspiration 
pneumonia, but her leukocytosis failed to improve

•  Our attention was then drawn to the potential relationship of 
her leukocytosis to her polycythemia and thrombophilia and we 
ordered additional labs

•  PCR for the BCR-ABL1 translocation 9;22 (CML) was negative

•  PCR for the JAK2 V617F mutation was positive. On directed 
questioning, the patient admitted a history of aquagenic pruritus. 
The patient’s primary care doctor was notified of her new diagnosis 
of polycythemia vera (PV) so that appropriate treatment could be 
initiated: aspirin, phlebotomy to maintain a hematocrit less than 
45% and hydroxyurea (which is indicated for patients at high risk of 
thrombosis due to age > 60 years or a history of thrombosis). 

IMPLICATIONS

This case illustrates the importance of broadening the differential 
diagnosis when the patient does not respond as expected to 
treatment. Although we initially attributed her leukocytosis to 
pneumonia, consideration of conditions that can also cause 
polycythemia and thrombophilia led us to the correct diagnosis of 
polycythemia vera.


