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A 59-year-old woman with a history of hyperlipidemia and hypertension presented to clinic for
follow up of asymptomatic essential thrombocytosis (ET).

Physical examination. On examination, the patient appeared healthy, well-nourished, and
well-developed. Her height was 167 cm and her weight was 88 kg, with a corresponding body
mass index of 31.2 kg/m . She was slightly hypertensive, with a blood pressure in the left arm
of 136/89 mm Hg while sitting, but all other vital signs were within normal limits. She was alert
and oriented to person, place, and time. Findings of heart, lung, and abdominal examinations
were unremarkable. Inspection of the skin revealed abnormal blood streaks within multiple nails
(Figure).
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Figure. Melanonychia in the fingernails (red arrows).

Diagnostic tests. Laboratory tests results included the following values: white blood cell (WBC)
count, 9600/µL (reference range, 3800-10,800/µL); red blood cell (RBC) count, 4.03 × 10 /µL
(reference range, 3.8-5.1 × 10 /µL); hemoglobin, 13.5 g/dL (reference range, 11.7-15.5 g/dL);
hematocrit, 39.5% (reference range 35.0%-45.0%); mean corpuscular volume, 98.0 µm
(reference range, 80.0-100.0 µm ), mean corpuscular hemoglobin, 33.5 pg/cell (reference
range, 27.0-33.0 pg/cell); red cell distribution width, 16.8% (reference range, 11.0%-15.0%);
and platelet count, 1363 × 10 /µL (reference range, 140-400 × 10 /µL).

Discussion. ET is a rare myeloproliferative disorder with an incidence of 2 to 3 new cases per
100,000 population per year and normal life expectancy.  It is characterized by findings of a
persistently elevated platelet count above 450,000/µL, megakaryocyte hyperplasia,
splenomegaly, and a clinical course complicated by thrombotic episodes, hemorrhagic
episodes, or both. RBC counts, measured as hematocrit, are usually normal, while WBC counts
can be normal or slightly elevated.  Patients with ET have increased numbers of platelets due
to sustained megakaryocyte proliferation and not due to prolonged platelet survival. Up to 90%
of patients are found to have mutations in the janus kinase 2 gene (JAK2), the calreticulin gene
(CALR), or the myeloproliferative leukemia virus oncogene (MPL); however, their role in
pathogenesis is unknown.

Most patients with ET are asymptomatic; nevertheless, they are encouraged to have regular
platelet counts. A complete blood count every 3 months is recommended to monitor platelet
levels in asymptomatic patients and those in steady state after treatment.  Patients are risk-
stratified for thrombotic complications through assessment of age, history of thrombosis,
concurrent medical conditions and platelet count.  High-risk patients include those who are 60
years of age or older and have a history of thrombosis or major bleeding but can also include
patients with a platelet count of less than 1,500,000/µL.

The goal of therapy is to adequately control myeloproliferation and to keep platelet counts within
normal range without toxicity or suppression of other marrow products.  Treatment approaches
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include the use of aspirin, antiplatelet drugs, and myelosuppressive agents. First-line therapy of
ET in high-risk patients usually includes hydroxyurea in conjunction with once-daily aspirin.
Hydroxyurea, a cytoreducant, inhibits deoxynucleotide synthesis, which effectively reduces
platelet counts.

It is important to advise patients that treatment can help to control platelet counts and reduce
the risk of thrombotic or hemorrhagic events. Patients should periodically follow up with a
hematologist, as well as their primary care provider. In particular, patients requiring surgery or
those who are or plan to become pregnant should consult their physician, because the
medications used to treat ET may need to be stopped.
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