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AGUDIZACION EN PACIENTE CON TROMBOCITEMIA
ESENCIAL

WORSENING OF PATIENT WITH ESSENTIAL THROMBOCYTHEMIA

Figura 1. Extension de sangre periférica, teflida con panoptico rapido, de una paciente de 92

afios con trombocitemia esencial (TE) JAK2 positiva, diagnosticada en 2008 con un score en el
Sistema Dinamico Internacional de Puntaje Prondstico de 5 (alto riesgo).

Figure 1. An image of a peripheral blood smear is presented, stained with fast panoptic, of a 92
years old patient with essential thrombocythemia (ET), JAK2 positive, diagnosed in 2008 with a
score in the Dynamic International Prognosis Score System (DIPSS) of 5 (high risk)..
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La paciente acude al Servicio de Urgencias con
un cuadro clinico de cansancio, mareos, fatiga y dolor
abdominal. En la analitica destaca la presencia de
anemia normocitica normocroémica, con trombopenia,
leucocitosis neutrofilica y un aumento significativo de
los valores de LDH (Hemoglobina: 8,5 g/dL, VCM:
88,8 fL, HCM: 26,3 pg, Plaquetas: 34.000/mm3,
Leucocitos: 103.300/mm?3, Neutrdfilos: 71.160/mm?,
LDH: 855 UI/L). Al estudiar el frotis sanguineo se
observaron neutrdfilos displasicos con alteraciones de
segmentacion e hipodesgranulacién; 61% de blastos
de tamafio mediano, con un nlcleo que puede
presentar un nucleolo poco evidente y a veces
configuracién arrifionada, con citoplasma moderado-
escaso, sin bastones de Auer y mieloperoxidasa
positiva en 2-3% de los blastos. Ademas, se
observaba anisopoiquilocitosis marcada y
anisocromia.

Estos hallazgos orientaron el diagnoéstico de la
paciente a una leucemia aguda no linfoblastica
secundaria de la TE. Se inici6 tratamiento con
azacitidina. Tras tres ciclos, se decidié suspender el
tratamiento tras confirmarse la progresion de la
enfermedad, al ser refractaria al mismo. La paciente
rechaza continuar con tratamiento quimioterapico, y
se decide iniciar tratamiento paliativo.

La TE es una neoplasia mieloproliferativa
cronica que principalmente involucra la estirpe
megacariocitica. El diagnostico de la TE exige el
cumplimiento de los siguientes criterios:

- Trombocitosis (2450x10%L) en sangre
periférica.

- Biopsia de médula 6sea muestra con
predominio de megacariocitos maduros, de
tamafio grande e hiperlobulados.

- No cumplir los criterios de la OMS para otras
neoplasias  mieloproliferativas  (leucemia
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The patient goes to the emergency with a
clinical profile of tiredness, dizziness, fatigue, and
abdominal pain. In the analytical highlights the
presence of normochromic normocytic anemia, with
thrombopenia, neutrophilic leukocytosis and a
significant increase in LDH values (Hemoglobin: 8,5
g/dL, MCV: 88,8 fL, MCH: 26,3 pg, platelets:
34.000/mm?, leukocytes: 103.300/mm3, neutrophils:
71.160/mm3, LDH: 855 UI/L). Studying the blood
smear showed dysplastic neutrophils  with
segmentation and hypodesgranulation abnormalities;
61% of medium-sized blasts, with a nucleus that may
have an unclear nucleolus and sometimes a kidney-
shape configuration, moderate-sparse cytoplasm,
without Auer canes and myeloperoxidase positive in 2-
3% of blasts. In addition, marked anisopoiquilocitosis
and anisochromia were observed.

These findings guide the diagnosis of the
patient of acute non-lymphoblastic leukemia
secondary to ET. Azacitidine treatment was started.
After three cycles, it was resolved to suspend the
treatment after confirming the progression of the
disease, being refractory to it. The patient refuses to
continue with chemotherapeutic treatment, and it is
decided to initiate palliative treatment.

ET is a chronic myeloproliferative neoplasm that
primarily involves the megakaryocytic lineage. The
diagnosis of ET requires compliance with the following
criterial*:

- Platelet count 2450x10°%/L in peripheral blood.

- Bone marrow biopsy showing a
predominance of mature megakaryocytes,
large and with hyperlobulated nuclei.

- Not to meet the WHO criteria for other
myeloproliferative neoplasms (chronic
myeloid leukemia, primary myelofibrosis,

polycythemia vera, myelodysplastic
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mieloide crénica, mielofibrosis primaria,
policitemia vera, sindrome mielodisplasico u
otra neoplasia mieloide).

- Presentar mutaciones que involucran a
Janus kinasa 2 (JAK?2), calreticulina (CALR) o
al oncogén del virus de la leucemia
mieloproliferativa (MPL).

La media de edad en el diagndstico es de 68
afios, con un ratio M:F de 0,8:1, siendo méas destacado
en mujeres menores de 60 afios®.

El tratamiento de la TE esta dirigido para evitar
eventos trombdticos y a disminuir el recuento de
plaguetas. Ademas, el tratamiento se adapta a cada
perfil de riesgo del paciente, donde estos dltimos se
estratifican como de alto o bajo riesgo dependiendo de
su edad y su historial de trombosis®.

La tasa de progresion de la TE a leucemia
mieloide aguda (LAM) es menos de un 1% tras 5-10
afos del diagndstico, y de aproximadamente el 2% a
los 20 afios. En los factores de riesgo que influyen en
que una TE se transforme en una LAM se incluyen
antecedentes de trombosis y trombocitosis extrema®.

Las tasas de mortalidad son aproximadamente
del 3% a los 5 afios, 5% a los 10 afios, y del 25 % a
los 15 afios del diagndstico. Dentro de los factores de
riesgo, se incluyen la edad avanzada, leucocitosis
mayores de 11x10°L, hemoglobinas menores de 12
g/dL, y antecedentes de trombosis?.
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syndrome or other myeloid neoplasia).

- Janus kinase 2 (JAK2), calreticulin (CALR) or
myeloproliferative leukemia virus oncogene
(MPL) mutation.

The median age at diagnosis is 68 years, with a
M:F ratio of 0,8:1, being most prominent in women <60
years of age®.

Treatment is primarily directed toward
decreasing the risk of thrombosis and lowering the
platelet count. Besides, treatment is tailored to each
patient’s risk profile, where patients are classified as
high risk or low risk based on age and history of
thrombosis®.

The rate of progression of ET to acute myeloid
leukemia (AML) is less than 1% at 5 and 10 years and
approximately 2% at 20 years. In the risk factors for
progression of ET to AML are included history of
thrombosis and extreme thrombocytosis?.

Death rate are approximately 3% at 5 years, 5%
at 10 years, and 25% at 15 years. Within the risk
factors, include older age, leukocytosis greater than
11x10°%L, hemoglobin less than 12 g/dL, and history of
thrombosis?.
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