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The guidelines project is a joint initiative of the Associação Médica Brasileira and
the Conselho Federal de Medicina. It aims to bring information together in medicine to
standardize decisions in order to help strategies during diagnosis and treatment. These
data were prepared and recommended by the Associação Brasileira de Hematologia,
Hemoterapia e Terapia Celular (ABHH). Even though, all possible decisions should be
evaluated by the physician responsible for diagnosis and treatment according to the patient’s
setting and clinical status.
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Description of the evidence collection method
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The members of the ABHH Committee responsible for writing the diagnostic
guidelines on primary immune thrombocytopenia (ITP) prepared the main questions related
to the clinical diagnosis of children and adolescents. Seven questions were structured
using the Patient/Problem, Intervention, Comparison and Outcome (PICO) system. The
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and categorized according to its strength of evidence, giving support to elaborate the
. Each recommendation was discussed by
the committee and a consensus was attained. The development of these recommendations

Recommendation degree and evidence level

C: Case reports (uncontrolled studies)
animal models

Aims
bleeding in children and adolescents with ITP based on the best available published evidence.
The target audience is the hematologist, pediatrician and medical student.
Corresponding author:

Background
Immune thrombocytopenic purpura (ITP) is an acquired autoimmune disease where the
9

patient suffers from bleeding and so the terms ‘idiopathic’ and ‘purpura’ should be avoided(2)

Helicobacter pylori, among others
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When is primary immune thrombocytopenia
considered acute, chronic or persistent?

Recommendation:
9

The term acute ITP has recently been replaced by newly

often by petechiae and bruises; bleeding is usually more intense

than three months. Persistent ITP refers to patients who have not
achieved remission or not maintained their response to treatment

is not attained or response to treatment is not sustained in

diagnosis, it is considered chronic(2)
The terms acute and chronic ITP will be maintained because
older publications published before the introduction of the current
terminology were used to write these guidelines. Thus, for older
studies, acute ITP and chronic ITP are used for cases with up
respectively.

considered chronic. Some diagnostic factors that suggest the
chronic form are age older than ten years, platelet count greater
9

What are the criteria that must be present for
thrombocytopenia and for complete and partial
remission?

9

9

9

(5)
9

achieve remission after this period(7)
up of patients with ITP demonstrates spontaneous remission of

(8)

(B).
The characteristics of chronic ITP patients are age older than

baseline platelet count with no clinically relevant bleeding.
Refractory ITP occurs when there is splenectomy failure
associated to severe ITP. Severe ITP is considered when bleeding
is occuring at diagnosis and requires treatment, or when new sites
of bleeding requiring increased doses of or changes in medication
appear. Treatment failure occurs when platelet count remains
9

in platelet count is less than twice the baseline value
platelet count, as bleeding resolution should also be considered.
There are recommendations to avoid the terms ‘partial’ or
‘minimal’ response due to the criterion heterogeneity. The idea
(2)

9

(9)

(B).
9

diagnosis is a predictive factor associated with chronic compared
to acute ITP
before diagnosis suggest the chronic form of the disease (B).
The proportion of cases of chronic ITP increases with age at
diagnosis. The mean age of patients with chronic ITP at the time
of diagnosis (ten years) was greater than that of patients with

9
9

spontaneous remission when it occurs without splenectomy (C).

Recommendation:
remission or complete response to treatment is a platelet count
9

(B).

spontaneous remission or partial response to treatment is a
9

associated with the probability that the thrombocytopenia is acute

Refractory ITP is related to splenectomy failure with maintenance
9

accessory spleen. Response failure occurs when the platelet count
9

9

platelets is less than twice the baseline value.
(B).
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When should the diagnosis of primary
immune thrombocytopenia in a patient with
thrombocytopenia be considered? At what platelet
count should primary immune thrombocytopenia be
investigated?

Recommendation: There is no consistent evidence justifying
However, bone marrow aspirate should be performed whenever
there are changes such as anemia or neutropenia, when there are
signs/symptoms different from bleeding and prior to prescribing
corticosteroids.

9
9

(C).
9

9
9

Which etiological factors are involved in secondary
immune thrombocytopenia? Which exams
should be done to investigate primary immune
thrombocytopenia?

recommended that the patient should be followed up for a period
In adult patients with ITP, there is a need for laboratory
diagnosis of ITP

Recommendation: For the diagnosis of ITP, the platelet count

cytomegalovirus and H. pylori), immune disorders (rheumatoid
arthritis and anti-phospholipid syndrome), lymphoproliferative

9

(bone marrow and liver)(27)(C).

Is there evidence to support bone marrow
immune thrombocytopenia? When is a bone marrow
examination indicated?

secondary ITP(28)(C).
with ITP enrolled in the Pediatric and Adult Registry on Chronic

allows a differential diagnosis between bone marrow diseases and
unrelated diseases (B). A bone marrow aspirate is recommended
atypical blood count (anemia, neutropenia)(3)
aspirate in children with suspected ITP should be made when
corticosteroid use is considered vital(3,22) (23)(C).

such as bone marrow aspirate, antiand hepatitis C are more frequently performed in adults than in
-phospholipid

thrombocytopenia in children can be attained through
an investigation of the family history and an analysis
of peripherical blood cells. In this case, a bone marrow
(C).
difference in quality of life whether a bone marrow aspirate is

H. pylori
H. pylori are more common in adults,
platelet antibodies are more often positive in children(29)(B).
H. pylori infection in adults
(30)

(25)

or whether it is not collected (C).
9

only one case of bone marrow failure and none of acute
(C).
A recent consensus suggests that the bone marrow aspirate
is not necessary in children with clinical signs and symptoms
of ITP, including those under treatment with corticosteroids or
before splenectomy

H. pylori infection
demonstrates maintenance of platelet response after eradication
therapy (C). In children, the importance of H. pylori is still

9

were infected with H. pylori and, after treatment, two achieved
9

9

H.

pylori,
H. pylori infection found in this study
not changed in any of the cases (B).
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patient developed an autoimmune disease(38)(B).
relation between chronic ITP and H. pylori infection. Improvement
in platelet count of infected children after H. pylori treatment may
have occurred due to the natural evolution of ITP(32)(B).

(39)

0)

9

found an incidence of children infected by H. pylori
H. pylori treatment. The agent was eradicated
H. pylori negative group,

(B),

(C).

certain antibiotics, nonacetaminophen, mucolytics and measles, mumps and rubella
(A).

H. pylori infection,
9
9

whose H. pylori was successfully eradicated showed increases
in platelet counts suggesting a need to further investigate the
relationship between ITP and H. pylori in pediatric patients(33)(B).
There are two prospective randomized trials assessing
the relationship of platelet recovery in children with chronic
ITP following H. pylori eradication.
9

H. pylori,

compared to patients who were not submitted to eradication. The
(A). In Brazil, the
prevalence of H. pylori
prevalence of H. pylori infection in 85 children aged between 2
9

patients with chronic ITP after being cured for H. pylori infection

Recommendation:
between immune thrombocytopenia and adult infectious
H. pylori) and
immunological diseases (antiphospholipid syndrome), as well as

correct treatment.

to different platelet counts in patients with primary
immune thrombocytopenia?
The severity of bleeding in children with ITP is inversely
correlated with the platelet count, irrespective of treatment

(severe mucosa or internal bleeding) occur with platelet counts
9

(35)

(A).
The association of ITP with cytomegalovirus infection is

degree 2 or higher (mild to severe bleeding), the platelet count
9
(B).
9
9
9

9

9

(B).
9
9

bone marrow antigens compared to those that are positive, while it is
9

(B). The presence of cytomegalovirus associated with ITP
may be related to refractoriness to treatment, but the use of antiviral
drugs favors a response(37)(C).

9
9

(B).
There is a relationship between the severity of bleeding and
platelet count in patients between four months and 20 year olds in
9

(B).

Recommendation: In children with ITP, the intensity of
bleeding is inversely proportional to the platelet count with
the suggested critical level for major bleeding complications
with acute ITP who had these autoantibodies at diagnosis are more
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Is there any correlation between the characteristics
of primary immune thrombocytopenia and
thrombocytopenia in newborns?

diagnosis (before or during pregnancy), the ITP clinical
condition (remission does not guarantee that the newborn will
have a normal platelet count) and the type of treatment during
pregnancy or at childbirth. Thrombocytopenia prevalence was

The prevalence of thrombocytopenia in the newborn of
9
9

9

9
9

9

(53)

(C) (A).

concomitant treatment) after splenectomy compared to those
(C).

9

9
9

9

9

intravenous immunoglobulin before delivery and those

fetus had severe complications with an intrauterine intracranial
assessed and there was no positive correlation between the
thrombocytopenia of the newborns and the duration of maternal
ITP, splenectomy before pregnancy, duration of the mother’s
ITP, treatment during pregnancy or before the delivery, the
progressive decline of the platelet count during pregnancy and
9
9

thrombocytopenia in the newborn were low maternal platelet
count at childbirth, minimum maternal platelet count during
with low platelet count, and the mother having antiplatelet
autoantibodies(50)(C).
In the evaluation of 29 pregnant women with ITP and
their 32 newborns, the mothers’ platelet count at childbirth
9

9

9

of thrombocytopenia, one at birth and the second a few days

9
th

9

day of life (C).
The clinical and laboratory features of 29 newborns were

9

9

9

newborn’s platelet count

(C).

associated to ITP in the newborn were advanced maternal age
9
9

childbirth, recurrence of ITP during pregnancy and the need
for platelet transfusion during pregnancy were associated
Splenectomy and drugs prescribed to the mother were not
correlated to newborn thrombocytopenia, but the sample size

between thrombocytopenia in the newborn and the maternal
levels associated with platelets and splenectomy(52)(C).
A comparison of 28 newborns of mothers with ITP
treated with low doses of betamethasone from the 37th
of gestation until birth and untreated mothers showed that the

between newborns with and without thrombocytopenia
9

9

antiplatelet antibodies or not. However, the duration of
thrombocytopenia in the newborn was higher when the mother
had platelet autoantibodies (C).

9
9

9

th

day of life. The prevalences of

9

hemorrhage was observed. Some babies were born with normal
platelet counts and developed thrombocytopenia within the

and untreated groups, respectively. The number of bleeding
complications was similar in both groups. Therefore maternal

the incidence of newborn thrombocytopenia and the mother’s

thrombocytopenia or bleeding in newborns(53)(A).
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Recommendation: There is no correlation between the incidence
of thrombocytopenia in the newborn and the duration of maternal
ITP, the mothers’ clinical conditions, splenectomy before
pregnancy, treatment during pregnancy or before delivery, and

history study at the Children’s Hospital of Alabama. Clin Pediatr (Phila).

international consensus terminology and criteria for immune
thrombocytopenia to a clinical pediatric population. Pediatr Blood

the newborn were the severity of mother’s thrombocytopenia
9

and the presence of antiplatelet autoantibodies. It is essential to
monitor the newborn in the early days of life due to the possibility
of transient thrombocytopenia which may become severe.

American Society of Hematology. The American Society of Hematology

and management of primary immune thrombocytopenia. Blood.

References

H. Immature platelet count: A simple parameter for distinguishing

outcome criteria in immune thrombocytopenic purpura of adults and children:
appraisal from a systematic review of the literature. Haematologica.
3.
of childhood acute immune thrombocytopenic purpura. Pediatr Blood
a critical appraisal from literature analysis. Pediatr Blood Cancer.

volume as discriminating guide for bone marrow disease in patients with

childhood immune thrombocytopenic purpura: AIEOP consensus

thrombocytopenic purpura must be based on evidence. Pediatr

children: epidemiology and clinical presentation. Hematol Oncol Clin

marrow aspiration in childhood idiopathic thrombocytopenia: decision

in acute childhood idiopathic thrombocytopenic purpura to rule out
thrombocytopenic purpura in children: a multicentered study from

Chronic immune thrombocytopenic purpura in children: a survey of the

based, multisite cohort study of the predictors of chronic idiopathic

Rev Bras Hematol Hemoter. 2013;35(5):358-65

Braga JA, Loggetto SR, Hoepers AT, Bernardo WM, Medeiros L, Veríssimo MP

comparative prospective observational registry of the Intercontinental

Evaluating bleeding severity in children with newly diagnosed immune

manifestations in severely thrombocytopenic children with immune
childhood chronic immune thrombocytopenic purpura. Haematologica.
idiopathic thrombocytopenic purpura: immediate response to therapy and

Effect of eradication of Helicobacter pylori in children with chronic
immune thrombocytopenia: a prospective, controlled, multicenter study.

following Helicobacter pylori eradication in childhood chronic idiopathic

in children with newly diagnosed immune thrombocytopenic purpura.

T. Reliable predictors of neonatal immune thrombocytopenia in pregnant

Helicobacter pylori infection and chronic thrombocytopenic purpura in

cytomegalovirus infection in children’s idiopathic thrombocytopenic
in infants born to mothers with idiopathic thrombocytopenic purpura.

.

purpura in pregnancy: a randomized trial on the effect of antenatal

Rev Bras Hematol Hemoter. 2013;35(5):358-65

Guidelines on the diagnosis of primary immune thrombocytopenia in children and adolescents: Associação Brasileira de Hematologia, Hemoterapia e Terapia Celular
Guidelines Project: Associação Médica Brasileira – 2012

Appendix
Search strategies by question for the clinical guidelines for
primary immune thrombocytopenia in children and adolescents

When is primary immune thrombocytopenia considered
acute, chronic or persistent?

Which etiological factors are involved in secondary immune
thrombocytopenia (or secondary immune thrombocytopenic
purpura)? Which exams should be done to investigate
primary immune thrombocytopenia?
OR Autoimmune
Thrombocytopenic Purpura OR Purpura, Thrombocytopenic
Cytomegalovirus OR Helicobacter pylori OR rheumatic disease

OR Autoimmune Thrombocytopenic Purpura OR Purpura,

of refractory primary immune thrombocytopenia and for
complete and partial remission?

different platelet counts in patients with primary immune
thrombocytopenia?
OR Autoimmune Thrombocytopenic Purpura OR Purpura,

OR Autoimmune Thrombocytopenic Purpura OR Purpura,
(Hospitalization OR admission OR hospital OR hospitalized)
term OR treatment outcome OR response OR refractory OR

methods OR comparative study)

When should the primary immune thrombocytopenia
diagnosis in a patient with thrombocytopenia be
considered? At what platelet count should primary immune
thrombocytopenia be investigated?
OR Autoimmune Thrombocytopenic Purpura OR Purpura,

Is there evidence to support bone marrow examination to
When is bone marrow examination indicated?
OR Autoimmune Thrombocytopenic Purpura OR Purpura,
Thrombocytopenic OR Immune Thrombocytopenia OR
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Is there any correlation between the characteristics of
primary immune thrombocytopenia and thrombocytopenia
in newborns?

Autoimmune Thrombocytopenic
Thrombocytopenic)

Purpura

OR

Purpura,

