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Paroxysmal nocturnal hemoglobinuria (PNH) is an acquired clonal hematopoietic stem cell disorder that manifests with chronic hemolytic anemia, bone marrow failure and thrombosis. Improved knowledge of

the molecular and cellular bases of PNH over the last 2 decades has resulted in greater understanding of the biology and natural history of PNH. PNH has been shown to be closely associated with other bone-

marrow disorders such as aplastic anemia (AA) and myelodysplastic syndromes (MDS). There have been also reported a few cases of PNH associated with myelofibrosis (MF). However, the actual incidence of

PNH among patients with MF is not known, despite the fact that patients with MF commonly have high levels of lactate dehydrogenase (LDH), low levels of haptoglobin, and in some cases elevated levels of

indirect bilirubin, findings that are possibly indicative of intravascular hemolysis. Here we present a rare case of a patient with primary myelofibrosis and concomitant PNH.

INTRODUCTION

A 62-year-old man without previous medical history, in January 2018 underwent laboratory testing after a month-long weakness. The laboratory tests showed anemia and mild thrombocytosis. The clinical

examination did not reveal abnormal findings other than mild splenomegaly, that was also confirmed by abdominal ultrasound. The peripheral blood smear examination (Figures 1a, 1b, 1c and 1d) revealed

erythroblasts, immature myeloid cells, ovalocytes, tear drop cells, anisocytosis and macrocytosis, which are characteristic of a leukoerythroblastic reaction. Therefore a bone marrow biopsy was also performed

and the diagnosis of primary myelofibrosis MF2 was established. Despite the patient's symptoms of anemia he refused red cell transfusion due to religious beliefs and he was treated with erythropoietin without

any improvement in anemia. On the contrary hemoglobin (Hb) levels deteriorated. At the same time, laboratory testing showed a large increase in LDH, with a negative Coombs test and a very low level of

haptoglobin. To note that the patient did not have any major thrombotic event. Nevertheless, a four-color flow cytometry immunophenotypic analysis was performed to investigate for the presence of PNH clone

that resulted positive for classical PNH (PNH granulocytes 56%, PNH monocytes 81%, RBC Type II 40%, RBC Type III 6.75%). In January 2019, after close consideration and due to worsening of anemia

treatment with eculizumab was started. The patient has shown clinical improvement with increase of Hb levels and decrease of LDH.

CASE REPORT

PNH is extremely rare in MF patients. It is appropriate to look for PNH only in those patients with unexplained serious thrombosis and significant intravascular hemolysis. To date, in this patient population

routine screening for PNH is not recommended in order to explain anemia.

CONCLUSION
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WHEN SHOULD WE SCREEN FOR PNH IN PATIENTS WITH PRIMARY MYELOFIBROSIS?

1a 1b 1c 1d


