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RUXOLITINIB V LECBE POLYCYTHEMIA VERA — CO VSECHNO JESTE NEVIME?

Ruxolitinib v Iécbé polycythemia vera -
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Polycythemia vera (PV) pfedstavuje ¢asté Ph-negativni myeloproliferativni onemocné-
ni, kdy zakladnim |é¢ebnym cilem je snizeni a udrzeni hematokritu pod 0,45 a snizeni
rizika vzniku trombotickych ¢i krvacivych komplikaci. Pacienty podle véku a prodélané
trombotické udalosti délime na riziko nizké a vysoké. U nemocnych nizkého rizika se
mohou provadét pouze venepunkce, ale pfi jejich nemoznosti nebo vyrazném narlstu
leukocytd, trombocytd ¢i progresi splenomegalie je indikovano zahajeni cytoredukéni
[é¢by. Cytoredukeni [é¢ba je vzdy indikovana pro [é¢bu PV vysokého rizika a zahrnuje
[é¢bu interferonem (mladsi nemocni) nebo hydroxyureou (starsi nemocni). U vsech
pacientl je vzdy zahdjena lé¢ba kyselinou acetylosalicylovou. Ruxolitinib je inhibitor
Janus kinazy 1/2 a predstavuje |é¢ebnou moznost pfi rozvoji rezistence ¢i intolerance
preparatl prvni linie (1-3).
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Ruxolitinib in treating polycythemia vera: what is it that we do not know yet?

Polycythemia vera (PV) is a frequent Ph-negative myeloproliferative disease where the
primary therapeutic goals are to reduce and maintain haematocrit below 0.45 and to
reduce the risk of developing thrombotic or haemorrhagic complications. Patients are
classified into low-risk and high-risk categories according to age and a past thrombotic
event. In low-risk patients, only venepuncture can be performed, but in the case of its
infeasibility or a significant increase in leukocytes and thrombocytes or progression of
splenomegaly, initiation of cytoreductive therapy is indicated. Cytoreductive therapy is
always indicated for the treatment of high-risk PV patients and involves treatment with
interferon (younger patients) or hydroxyurea (elderly patients). Treatment with acetylsali-
cylicacid is always commenced in all patients. Ruxolitinib is a Janus kinase 1/2 inhibitor
and is a treatment option when resistance or intolerance to first-line drugs develop (1-3).
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Uvod

Ruxolitinib, dfive znamy jako INCB018424
nebo INC424, je Ucinny a selektivni peroralni
inhibitor Janus kinazy (JAK) 1 a 2. Ruxolitinib
byl nejprve schvélen pro 1é¢bu myelofibrézy
(MF) americkym Uradem pro kontrolu po-
travin a léciv (FDA) v roce 2011 a Evropskou
lékovou agenturou (EMA) v roce 2012, poté
nasledovalo v roce 2014 schvéleni pro l1é¢bu
pacientl s polycythemia vera (PV) rezistent-
nich/intolerantnich k 1é¢bé hydroxyureou
(HU) (4).
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Studie RESPONSE
a RESPONSE-2

RESPONSE a RESPONSE-2 byly rando-
mizované, oteviené, multicentrické studie
faze 3, které hodnotily Uc¢innost a bezpec-
nost ruxolitinibu u dospélych s PV, ktefi méli
rezistenci nebo intoleranci k predchozi lé¢bé
hydroxyureou. Splenomegalie byla vyza-
dovana pro zafazeni do studie RESPONSE,
ale jiz nebyla nutnd pro zafazeni do studie
RESPONSE-2. Pacienti v obou studiich byli
randomizovaniv poméru 1:1 k ruxolitinibu
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