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I | Diagnostic algorithm for polycythemia vera (PV)
1 Start with peripheral blood
JAK2 mutation screening Sdinglic
HMa‘esct (including exons 14 and 12) Hab/Het
b SQ;TL/ oL anderrr;f:;ﬁr:ﬁennt :é psg;'um >16 g/dma%
I N T R O D U CT I O N R E S U LTS Major criteria Required criteria T g r————— JAK2 mutated JAK2 mutated
* Elevated Hb concentration haematocrit or increased RBC * Previous diagnosis of PV and sEpo normal or 1 and sEpo subnormal and sEpo normal il SEpo Sl
mass/ » BM fibrosis Grade 2/3 l
« JAK2VEITF or JAK2 exon 12 mutation e \
* BM biopsy showing age-adjusted hypercellularity with Additional criteria meumzd unﬁ::?;:ed
trilineage proliferation, including prominent erythroid, » Anemia or loss of requirement of either phlebotomy or JAK2 JAK2
s . ; s . : allele burden allele burden
granulocytic, and increase in pleomorphic, mature cytoreductive treatment for erythrocytosis \ <1% 21%
megakaryocytes without atypia  Leukoerythroblastosis \
- . . . . . . . . . . * Increase in palpable splenomegaly of >5 cm from baseline Consider
Polycythemia vera (PV) is a chronic myeloproliferative Epidemiologic data from PV patients in Armenia T or development of o vy paloable splnomeaaly | o |
neoplasm characterized by clonal proliferation of (2018-2020) revealed low utilization rates of critical vS LGRS aryttapalet el e e i - \ i
« 4 . . . . . . . : . . N g : unlikely
hematopoietic stem cells. Accurate diagnosis is crucial for diagnostic procedures. A total of 80 patients were il . S HERESH e RIS plAIneCIENeT (20S0) v l
. edlangOSIs 9fPYrequures el’Fherall'3 majorcrlterla or the . . BM examination o e
appropriate management and for distinguishing PV from diagnosed over the course of 3 vyears; their SEE M speea R e e ?;aeg;‘a’;':osis odiF il s edblishedbyallismuiied o o _ advised
. . . . . . . T 3 oy S assessment and cytogenetics
other causes of erythrocytosis. Limited access to key diagnoses were solely based on histologic analysis 9 ) | criteriaand =2 additional criteria ¥ GySoouaUos
diagnostic procedures—such as Janus kinase 2 (JAK2) V617F of bone marrow. Only 22% of patients underwent
mutation or JAK2 exon 12 mutation analysis and JAK2 V617F or JAK2 exon 12 mutation analysis, M:{O':Titteria . ReF)quiredc;iteria o CO N CL US | O N S
. . . . (o . nt=> X n
erythropoietin (EPO) level assessment—poses significant while 11% had EPO level measurement. These i e AR SRBEEEE
. . . . . . . . . . . . lineage, with increased numbers of enlarged, mature
challenges in low- or middle-income countries (LMICs). findings indicate a substantial diagnostic gap during e karyicytEswith hiarlabulated stapher-ke nucier, | | Addnionalertets This study highlights the limitations in accessing JAK2 V617F or
th t d . d h hl ht th h ” f d infrequently dense clusters*; no significant increase or left Anemia and a >2 g/dL decrease from baseline Hb
e Stu y perlo ) Ig Ig Ing € Chd engeS dCeE shift in neutrophil granulopoiesis or erythropoiesis; no concentration jAKZ exon 12 mUtatiOn analySiS and EPO measurement in LM'CS
. LMIC relevant BM fibrosis Leukoerythroblastosis 4
N S. Diagnostic criteria for BCR::ABL1-positive CML, PV, PMF, or Increase in palpable splenomegaly of >5 cm from baseline |eading to g diagnOStiC gap in PV Addressing these Cha”enges IS
other myeloid neoplasms are not met or development of a newly palpable splenomegaly |
JAKZ; CALR o MPL mutation et v (or all3) of the following essential for ensuring accurate PV diagnoses and improved
The shortage of availability of JAK2 V617F or JAK2 Minor criterion _ . constitutional symptoms: >10% weight loss in 6 months, patient outcomes in LMICs.
Clonal marker or absence of evidence of reactive night sweats, unexplained fever (>37.5°C)
AlM exon 12 mutation analysis and EPO level thrumbogytosis iagnosic
measurement in LMICs is due to financial reasons, chi e RN Todignesisat posiet MFisessablishediny baki negices
et e diagnosis o equires either all major criteria or the criteria and =2 additional criteria
| ! ! as the majority Of expenses are out Of pOCket for éirstS major criteria plus the minor criterion L ! REFERENCES
IR . - . . -
1 patients. Limited availability of EPO measurement ! !
i § ‘ ‘ i ' PMF, early/prefibrotic stage PMF, fibrotic stage
3 - To explore the .dlé?gnC.)StIC Iands?ape of P1V n LMICS’ with a exacerbates diagnostic difficulties, as levels p|ay a — y/p & S : 8 1. Arber DA, Orazi A, Hasserjian RP, et al. International Consensus Classification of Myeloid
: focus on the limitations associated with JAK2 V617F or _ _ _ .. Majorcritenia e Majorcriteria; L Neoplasms and Acute Leukemias: integrating morphologic, clinical, and genomic data. Blood.
} crucial role in d|fferent|at|ng PV from Secondary * BM biopsy showing megakaryocytic proliferation and * BM biopsy showing megakaryocytic proliferation and _ _
JAKZ exon 12 m UtatiOn ana IySiS a nd EPO |eve| . . . . . atypia, !BM fibrosis Gra!de <2,.incre.ased age-adjusted BM atypia®, accompanied by reticulin and/or collagen fibrosis 2022;140(11):1200-1228.
erythrocytosis and misdiagnosis may result in Ze““'a”ti;’ grat“h“'OCyF'C.Pfo“fefat'on’a”d (often) iﬁegg o o 2. Tefferi, A., Vannucchi, A.M. & Barbui, T. Polycythemia vera: historical oversights, diagnostic
ecreased erythropoiesis . , , or mutation or presence of another clona : L :
measurement unnecessa ry treatments and inﬂated healthca re » JAK2, CALR, or MPL mutation or presence of another clonal marker or absence of reactive MF details, and therapeutic views. Leukemia 35, 3333-3351 (2021).
D d f h d . d . . I . f marker or absence of reactive bone marrow reticulin  Diagnostic criteria for ET, PV, BCR-ABLI-positive CML,
To identify the diagnostic gap and its implications tor PV costs. Moreover, JAK2 and EPO testing could help fibrosis MDS, or other myeloid neoplasms are not met
. . ’ * Diagnostic criteria for BCR-ABL1-positive CML, PV, ET,
patients in LMICs. to avoid trephine biopsy in certain patients. MDS, or other myeloid neoplasms are not met Minor criteria
« Anemia not attributed to a comorbid condition
Minor criteria * Leukocytosis =11 x 10°/L
« Anemia not attributed to a comorbid condition * Palpable splenomegaly CO N TA CT I N F O R MAT I O N
» Leukocytosis 211 x 10°%/L » LDH level above the above the reference range
 Palpable splenomegaly » Leukoerythroblastosis
* LDH level above the reference range — lianahambardzumyan00@gmail.com badikyanmaria@gmail.com
Diagnosis The diagnosis of overt PMF requires all 3 major criteria and
The diagnosis of pre-PMF requires all 3 major criteria and =1 >1 minor criterion confirmed in 2 consecutive © +374 10 28 38 00, +374 33006699, +3749607 5507
&minorcriterion o \determinations. E
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