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Polyglobulie de Vaquez

2008

Table 3. Criteria for polycythemia vera (PV)

Diagnosis requires the presence of both major criteria and one minor criterion
or the presence of the first major criterion together with two minor criteria:

Major criteria
1. Hemoglobin > 18.5 g/dL in men, 16.5 g/dL in women or other evidence of
increased red cell volume*
2. Presence of JAK2 V617F or other functionally similar mutation such as JAK2
exon 12 mutation
Minor criteria
1. Bone marrow biopsy showing hypercellularity for age with trilineage growth
(panmyelosis) with prominent erythroid, granulocytic, and megakaryocytic
proliferation
2. Serum erythropoietin level below the reference range for normal
3. Endogenous erythroid colony formation in vitro

*Hemoglobin or hematocrit > 99th percentile of method-specific reference range
for age, sex, altitude of residence

or hemoglobin > 17 g/dL in men, 15 g/dL in women if associated with a
documented and sustained increase of at least 2 g/dL from a person’s baseline value
that cannot be attributed to correction of iron deficiency

orelevated red cell mass > 25% above mean normal predicted value.

2016

Table 4. WHO criteria for PV
WHO PV criteria

Major criteria

1. Hemoglobin >16.5 g/dL in men

Hemoglobin >16.0 g/dL in women

or,

Hematocrit >49% in men

Hematocrit >48% in women

or,

increased red cell mass (RCM)*

2. BM biopsy showing hypercellularity for age with
trilineage growth (panmyelosis) including
prominent erythroid, granulocytic, and
megakaryocytic proliferation with pleomorphic,
mature megakaryocytes (differences in size)

3. Presence of JAK2V617F or JAKZ2 exon 12
mutation

Minor criterion
Subnormal serum erythropoietin level

Diagnosis of PV requires meeting either all 3 major criteria, or the first 2 major criteria
and the minor criteriont

*More than 25% above mean normal predicted value.

1Criterion number 2 (BM biopsy) may not be required in cases with sustained
absolute erythrocytosis: hemoglobin levels >18.5 g/dL in men (hematocrit, 55.5%) or
>16.5 g/dL in women (hematocrit, 49.5%) if major criterion 3 and the minor criterion
are present. However, initial myelofibrosis (present in up to 20% of patients) can only
be detected by performing a BM biopsy; this finding may predict a more rapid
progression to overt myelofibrosis (post-PV MF).



Thrombocytémie essentielle

2008

Table 4. Criteria for essential thrombocythemia (ET)

Diagnosis requires meeting all 4 criteria

1. Sustained platelet count = 450 x 109/L*

2. Bone marrow biopsy specimen showing proliferation mainly of the
megakaryocytic lineage with increased numbers of enlarged, mature
megakaryocytes. No significant increase or left-shift of neutrophil granulopoiesis
or erythropoiesis.

3. Not meeting WHO criteria for polycythemia vera,t primary myelofibrosis,
BCR-ABL1-positive CML,§ or myelodysplastic syndrome,|| or other myeloid
neoplasm.

4. Demonstration of JAK2 V617F or other clonal marker, or in the absence of JAKZ2
V617F, no evidence of reactive thrombocytosisf].

2016

Table 5. WHO criteria for ET

ET indicates essential thrombocythemia; BM, bone marrow; WHO, World Health
Organization; and CML, chronic myelogenous leukemia.

*Sustained during the work-up process.

tRequires the failure of iron replacement therapy to increase hemoglobin level to
the polycythemia vera range in the presence of decreased serum ferritin. Exclusion of
polycythemia vera is based on hemoglobin and hematocrit levels, and red cell mass
measurement is not required.

fRequires the absence of relevant reticulin fibrosis, collagen fibrosis, peripheral
blood leukoerythroblastosis, or markedly hypercellular marrow accompanied by
megakaryocyte morphology that is typical for primary myelofibrosis—small to large
megakaryocytes with an aberrant nuclear/cytoplasmic ratio and hyperchromatic,
bulbous, or irregularly folded nuclei and dense clustering.

§Requires the absence of BCR-ABL1.

|Requires the absence of dyserythropoiesis and dysgranulopoiesis.

fICauses of reactive thrombocytosis include iron deficiency, splenectomy, sur-
gery, infection, inflammation, connective tissue disease, metastatic cancer, and
lymphoproliferative disorders. However, the presence of a condition associated with
reactive thrombocytosis does not exclude the possibility of ET if other criteria are met.

WHO ET criteria

Major criteria
1. Platelet count =450 x 10%/L

2. BM biopsy showing proliferation mainly of the megakaryocyte lineage with increased numbers of enlarged, mature megakaryocytes with hyperlobulated nuclei. No
significant increase or left shift in neutrophil granulopoiesis or erythropoiesis and very rarely minor (grade 1) increase in reticulin fibers
3. Not meeting WHO criteria for BCR-ABL 1" CML, PV, PMF, myelodysplastic syndromes, or other myeloid neoplasms

4. Presence of JAK2, CALR, or MPL mutation
Minor criterion
Presence of a clonal marker or absence of evidence for reactive thrombocytosis

Diagnosis of ET requires meeting all 4 major criteria or the first 3 major criteria and the minor criterion




Myélofibrose primitive

2008 2016

Table 2. WHO classification of myeloid neoplasms and acute Laubk': nf'i'aWHo classification of myeloid neoplasms and acute
leukemia

WHO myeloid neoplasm and acute leukemia classification

Myeloproliferative neoplasms (MPN) Myeloproliferative neoplasms (MPN)

Chronic myelogenous leukemia, BCR-ABL 1—positive Chronic myeloid leukemia (CML), BCR-ABL1"
Chronic neutrophilic leukemia Chronic neutrophilic leukemia (CNL)
. Polycythemia vera (PV)
Polycythemia vera Primary myelofibrosis (PMF)
Primary myelofibrosis PMF, prefibrotic/early stage
Essential thrombocythemia PMF, overt fibrotic stage
Chronic eosinophilic leukemia, not otherwise specified Essantial thrombocythemia (ET)
. Chronic eosinophilic leukemia, not otherwise specified (NOS)
Mastocytosis

MPN, unclassifiable
Myeloproliferative neoplasms, unclassifiable Mastocytosis



Pré-Myélofibrose primitive

Table 6. WHO criteria for prePMF
WHO prePMF criteria

Major criteria
1. Megakaryocytic proliferation and atypia, without reticulin fibrosis >grade 1*, accompanied by increased age-adjusted BM cellularity, granulocytic proliferation, and often
decreased erythropoiesis
2. Not meeting the WHO criteria for BCR-ABL1" CML, PV, ET, myelodysplastic syndromes, or other myeloid neoplasms
3. Presence of JAK2, CALR, or MPL mutation or in the absence of these mutations, presence of another clonal marker,t or absence of minor reactive BM reticulin fibrosist
Minor criteria
Presence of at least 1 of the following, confirmed in 2 consecutive determinations:
a. Anemia not attributed to a comorbid condition
b. Leukocytosis =11 x 10°/L
c. Palpable splenomegaly
d. LDH increased to above upper normal limit of institutional reference range
Diagnosis of prePMF requires meeting all 3 major criteria, and at least 1 minor criterion

*See Table 8.

tIn the absence of any of the 3 major clonal mutations, the search for the most frequent accompanying mutations (eg, ASXL1, EZH2, TET2, IDH1/IDH2, SRSF2, SF3BT1)
are of help in determining the clonal nature of the disease.

FMinor (grade 1) reticulin fibrosis secondary to infection, autoimmune disorder or other chronic inflammatory conditions, hairy cell leukemia or other lymphoid neoplasm,
metastatic malignancy, or toxic (chronic) myelopathies.

Table 8. Grading of myelofibrosis

Myelofibrosis grading

MF-0 Scattered linear reticulin with no intersections
(crossovers) corresponding to normal BM

MF-1 Loose network of reticulin with many intersections,
especially in perivascular areas

MF-2 Diffuse and dense increase in reticulin with
extensive intersections, occasionally with focal
bundles of thick fibers mostly consistent with
collagen, and/or focal osteosclerosis*

MF-3 Diffuse and dense increase in reticulin with
extensive intersections and coarse bundles of
thick fibers consistent with collagen, usually
associated with osteosclerosis™®

Semiquantitative grading of BM fibrosis (MF) with minor madifications concern-
ing collagen and osteosclerosis. Fiber density should be assessed only in hemato-
poietic areas.

*In grades MF-2 or MF-3 an additional trichrome stain is recommended.



Myélofibrose primitive

Table 7. WHO criteria for overt PMF
WHO overt PMF criteria

Major criteria
1. Presence of megakaryocytic proliferation and atypia, accompanied by either reticulin and/or collagen fibrosis grades 2 or 3*
2. Not meeting WHO criteria for ET, PV, BCR-ABL1" CML, myelodysplastic syndromes, or other myeloid neoplasms
3. Presence of JAK2, CALR, or MPL mutation or in the absence of these mutations, presence of another clonal marker,t or absence of reactive myelofibrosist
Minor criteria
Presence of at least 1 of the following, confirmed in 2 consecutive determinations:
a. Anemia not attributed to a comorbid condition
b. Leukocytosis =11 x 10%/L
c. Palpable splenomegaly
d. LDH increased to above upper normal limit of institutional reference range
e. Leukoerythroblastosis
Diagnosis of overt PMF requires meeting all 3 major criteria, and at least 1 minor criterion

*See Table 8.

TIn the absence of any of the 3 major clonal mutations, the search for the most frequent accompanying mutations (eg, ASXL1, EZH2, TET2, IDH1/IDH2, SRSF2, SF3B1)
are of help in determining the clonal nature of the disease.

1BM fibrosis secondary to infection, autoimmune disorder, or other chronic inflammatory conditions, hairy cell leukemia or other lymphoid neoplasm, metastatic
malignancy, or toxic (chronic) myelopathies.



Leucémie neutrophilique chronique

Table 3. Diagnostic criteria for CNL

CNL diagnostic criteria

1. PB WBC =25 x 10%/L
Segmented neutrophils plus band forms =80% of WBCs
Neutrophil precursors (promyelocytes, myelocytes, and metamyelocytes) <10%
of WBC
Myeloblasts rarely observed
Monocyte count <1 x 10%/L
No dysgranulopoiesis
2. Hypercellular BM
Neutrophil granulocytes increased in percentage and number
Neutrophil maturation appears normal
Myeloblasts <5% of nucleated cells
3. Not meeting WHO criteria for BCR-ABL1™ CML, PV, ET, or PMF
4. No rearrangement of PDGFRA, PDGFRB, or FGFR1, or PCM1-JAK2
5. Presence of CSF3R T618l or other activating CSF3R mutation
or
In the absence of a CSFR3R mutation, persistent neutrophilia (at least 3 mo),
splenomegaly and no identifiable cause of reactive neutrophilia including absence
of a plasma cell neoplasm or, if present, demonstration of clonality of myeloid cells
by cytogenetic or molecular studies




