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ABSTRACT
The management of patients with myeloproliferative neoplasms
(MPNs) is a complex, and ideally individualized approach in 2014.
Patients with essential thrombocythemia (ET) and myelofibrosis
(MF) have a broad spectrum of disease burden and clinical needs
in terms of risk of vascular events, symptomatic burden, clinical
phenotype, and risk of mortality from the respective diseases.
Choice of therapy relies on many factors including an assessment
of risk for ET – International Prognostic Score for ET (IPSET); and
for MF – Dynamic International Prognostic Scoring System (DIPSS
or DIPSS Plus), clinical phenotype (including symptom burden), and
expectations of the efficacy of the therapy. Currently, our
understanding of the molecular mutation profile (i.e. status on
common mutations JAK2 V617F or CALR, or uncommon – MPL,
ASXL1, IDH 1/2, TET2, etc) is evolving and not yet mature enough
to guide medication utilization (nor are included in current risk
scores). As evidence of this latter statement, current response
criteria both for MF (IWG-MRT – Tefferi A, et al. Blood. 2013) and
ET (ELN – Barosi G, et al. Blood. 2013) do not require a molecular
response for either complete or partial responses. Clinical decision
making, and responses, remain primarily focused on demonstration
of impact on clinical factors likely to beneficially impact the patient
(changes in blood counts, spleen size, symptoms, reduction of
vascular events, or even bone marrow morphology). The reason for
excluding molecular response from overall response is (for the
moment) although molecular status has been found to have certain
prognostic value, we have no evidence (yet) that choice of therapy
should be influenced by the presence/absence of a mutation.
Additionally we do not yet have evidence that altering the allele
burden of a certain mutation impacts clinical outcomes.
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