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EVALUATION OF THE CORRELATION BETWEEN JAK2V617F, LEUCOCYTOSIS AND THROMBOGENIC RISK IN 
PATIENTS WITH POLYCYTHEMIA VERA AND ESSENTIAL THROMBOCYTHEMIA 

Antonio Antonov1  , Liana Gercheva1 , Nadezhda Stefanova2 , Maria Tzaneva3 , Trifon 

Chervenkov4 , 
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3) Department of Preclinical and Clinical Sciences, Faculty of Pharmacy, Medical University, Varna, Bulgaria. 
4) Clinical sciences, Department of Medical Genetics, Faculty of Pharmacy, Medical University, Varna, Bulgaria. 
ABSTRACT: 
Thrombotic events (TE) are the most common, debilitating and fatal complications in Polycythemia Vera (PV) 
and Essential Thrombocythemia (ET). Approximately 20% of patients have experienced TE at the time of 
diagnosis. The subsequent cumulative incidence of non-fatal thrombosis is 3.8 incidents/100 patients / year [1, 
2]. The risk stratification divides patients by age and a history of thrombosis. There is controversy in the 
literature about the impact of JAK2 V617F allel burden and changes in peripheral blood counts on the TE 
frequency. 
Aim: The aim of this study is to evaluate the influence of JAK2 V617F allel burden and changes in leukocyte 
count on the development of thrombotic events in patients with PV and ET. 
Methods: We performed a retrospective analysis of the data of 96 patients with PV and 43 patients with ET 
diagnosed according to the WHO criteria. JAK2 mutational burden was determined by RealTime-PCR. The 
statistical analysis was performed with SPSS 19.0 software. 
Results: In the group of PV patients, thrombotic events were recorded in 46 patients. We did not find a 
correlation between higher levels of JAK2 V617F allel burden and frequency of TE. Clinically, patients with a 
higher mutational burden had more pronounced splenomegaly. There was no correlation between 
leukocytosis at the diagnosis and the number of TE, but there was a significant correlation between 
leukocytosis and the presence of splenomegaly. 
In the group of ET patients (43) we established TE in 13 of them, and 54% were carriers of JAK2 V617F. There 
was no relationship between the frequency of TE and the increased leukocyte count. Unlike PV patients, the 
presence of JAK2 V617F≥50% was associated with pronounced leukocytosis in the group with ET patients. 
Conclusions: The JAK2 V617F allel burden and leukocytosis level are prothrombogenic, but are not a 
predetermining factor for thrombosis. The current risk stratification criteria for PV and ET, although common, 
reflect the complexity of thrombotic complications. Clotting mechanisms are different not only in both 
diseases but also in different parts of the vascular system. More studies are needed involving the functional 
state of the vascular system to help differentiate individual arterial and venous thrombotic index for each 
disease. 
Keywords: JAK2 V617F mutation, thrombosis, myeloproliferative neoplasm, polycythaemia vera (PV), essential 
thrombocythaemia (ET), leukocytosis, splenomegaly, risk stratification, 
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Студова аглутининна болест (САБ) - Какво? Как?  И може би Защо? 
А. Антонов 

УМБАЛ“Света Марина“ -Плевен, Клиника по Хематология  
 

Cold agglutinin disease /CAD/ - What? How? and maybe Why? 
А. Аntonov 

UMBAL“Saint Marina“ Pleven, Department of Hematology 

 
Резюме 

Студова аглутининна болест (САБ) е рядко, придобито костномозъчно клонално В-

лимфопролиферативно заболяване. Патологичния клон синтезира антиеритроцитни 

автоантитела с температурен оптимум на свързване под телесната температура, наречени 

студови аглутинини (СА). Най-често студовите аглутинини са имуноглобулини от клас 

IgM kappa. При ниска околна температура те се свързат с еритроцитите като формират агрегати 

и активират класическата каскада на комплемента. Това води до разрушаване на еритроцитите 

предимно екстраваскуларно в черен дроб и развитие на автоимунна хемолитична анемия 

(АИХА). Клиничното представяне показва студово провокирани исхемични промени на 

откритите части на тялото и симптоми на студова автоимунна хемолитична анемия (cAИХA). 

При студовоаглутининен синдром (САС) има клинично изявено друго основно заболяване, в 

хода на което се образуват СА и се развива вторична сАИХА. Терапията е патогенетична и 

таргетира В-клетъчния клон или системата на комплемента. При САС правилното лечение на 

подлежащото заболяване повлиява и сАИХА. Кортикостероидната терапия не е достатъчно 

ефективна. Представен е случай на пациент със САБ и са обсъдени някои практически насоки 

за диагноза и лечение на заболяването. 

 

Ключови думи: студова аглутининна болест, студовоаглутининен синдром, студови аглутинини 
 
 

A Case of Hepatosplenic γ/δ T-Cell Lymphoma Debuting With Massive Hemoptysis. 

A. I Antonov 

Medical University of Varna, St. Marina University Hospital, Varna, Bulgaria, 

Department of Clinical Hematology 

St. Marina University Hospital, Pleven, Bulgaria, 

Department of Clinical Hematology 

 

Key words: Hepatosplenic γ/δ (gamma/delta) T-cell lymphoma, hemoptysis, bronchial 

arteriography, embolization 

 

Summary 

Hepatosplenic γ/δ T-cell lymphoma (HSTL) is a very rare, aggressive extranodal 

lymphoma affecting mainly the young adults. Clinically, it is presented with a symptomatic 

hepatosplenomegaly and systemic symptoms but without lymphadenopathy. The diagnosis is 

confirmed after a careful evaluation of the bone marrow and liver biopsies or, in some cases, 

after diagnostic splenectomy. Overall survival is short regardless of chemotherapy regimens 

applied including autologous stem cell transplantation. We introduce a case of γ/δ HSTL 

presented with a massive pulmonary hemoptysis requiring bronchial artery embolization. 

 



 
 

 
 
 
 
 
 
 
 
 
 
 
 
 
 
 



 
 

 
 
 
 
 

 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 



 
 

 

 
 
 
 
 
 
 
 
 
 
 
 



 
 

 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 


