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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 to standardize
decisions in order to help strategies during diagnosis and treatment. The data contained
in this manuscript were prepared by and recommended by the Associação Brasileira de
Hematologia, Hemoterapia e Terapia Celular (ABHH). Even so, all possible decisions on
diagnosis and treatment should be evaluated by the physician responsible according to the
patient’s setting and clinical status.

Aim
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best available published evidence. The target audience is the hematologist, pediatrician and
medical student.
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Description of the evidence collection method
8

The members of the ABHH Committee responsible for writing the treatment guidelines

retrieved articles were submitted to a critical appraisal and categorized according to the

(1)

. Each recommendation was discussed by the committee and a consensus
was attained. The development of these recommendations was completely supervised by

Recommendation degree and evidence level

C: Case reports (uncontrolled studies)
interest

animal models

Background
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9

every patient suffers from bleeding and so the terms ‘idiopathic’ and ‘purpura’ should be
avoided
Helicobacter pylori, among others
Older publications, published before the introduction of the current terminology

respectively.
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What is the correct approach to treat patients with
newly diagnosed primary immune thrombocytopenia
and active bleeding?
months) (B).
9

obtained with the administration of a single dose of intravenous

Recommendation:
9

direct antiglobulin test (Coombs). Intracranial hemorrhage can
(A).
there is no response to corticosteroids or immunoglobulins and the
patient maintains bleeding, including of the central nervous system.

9

(6)

(A).

Is there evidence that the parenteral administration of
high-dose methylprednisolone is faster and/or more
effective than oral corticosteroid therapy?
9

9
9

(7)

(A).

9

patients with a negative direct antiglobulin test (Coombs)(8)(B).

conservative treatment arms (C).
A prospective study in Japan of 184 children aged one month
thrombocytopenia) without prior treatment, divided the patients into

9

9
9

9

9 (9)
(B).
An analysis of different treatments in children with newly

developed, regardless of the treatment, severe bleeding. Of the
9
children with platelet counts

(conservative or drug treatment) in patients with no or mild bleeding.
The mean platelet counts of patients who received no treatment,

9

days) between intravenous methylprednisolone, pulse therapy and
oral prednisone. The necessity of retreatment in 14 days was lower
for those who received intravenous methylprednisolone or pulse
therapy when compared to oral prednisone(14)(B).

9
9

9

9

9

(B).

Recommendation: Intravenous methylprednisolone may be
platelet count rapidly.

(11)

(B).
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Is dexamethasone pulse therapy better than prednisone?

pain, striae distensae, hirsutism, acne, weight gain, myalgia, edema,

There are no pediatric studies comparing the response
Recommendation:

the immediate response and may be a therapeutic option before
recommending splenectomy.

9

methylprednisolone and splenectomy. Thirty days after the last

What is the role of splenectomy in the treatment of
primary immune thrombocytopenia in childhood/
adolescence?
(persistent thrombocytopenia for at least three months) aged between

(C).

9

seven patients had poor responses to initial treatment with high
9

(C), and the median
9

9

(4)

(4)

9

9

9

(16,17)

(C).

splenectomy when necessary (B).
9

9

9

no previous treatment. The median platelet count before treatment
9
9

(18)

9

(B).
9

has been proposed that only cases with recurrent severe bleeding
that are not responsive to immunomodulatory during therapy for
more than one year are splenectomized. Before splenectomy, all
patients had recurrent bleeding episodes. One study followed up

9
9
9
9

9

9
(19)

(B).

months). In patients for whom splenectomy failed (platelet count
9

interruption of treatment is avoided. The adverse events observed
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had been resistant to previous treatment with corticosteroids.
Fifty percent of patients with complete response to splenectomy
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had remission between the 6th

th

month after diagnosis.

(B).
patients received pneumococcal vaccination at least two

(B).
16 years old

(B).

9

was no difference in response between patients aged
achieved response presented recurrence (B).
9

when transitory response was obtained or the patient had important

may be a correlation between the absence or presence of response
to preoperative corticosteroids and complete postoperative
(B).

complete response to splenectomy. The surgery was successful

correlation between previous response to corticosteroids and
response to splenectomy (B).
9

as positive if the count was above this value and as a good response
9

Recommendation:
9

bleeding. This may determine the hematologic response (complete
response to splenectomy and the interval between diagnosis and
9

positive were correlated with response to splenectomy. There was
no difference in the incidence of infections that occurred during

Is there evidence of predictive clinical or laboratory
criteria of response to splenectomy in primary immune
thrombocytopenia?

(B).
9
9

9
9
9

9

Streptococcus pneumoniae,
and Neisseria meningitidis vaccines
respectively in predicting response to splenectomy. Corticosteroid
treatment and time between diagnosis and splenectomy did not
correlate with response to splenectomy (B).
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pneumococcus associated with
immunized against N. meningitidis
bleeding, transitory therapeutic success or adverse events.

type b). None were

while those who did not have infections received the vaccine
vaccination and surgery is important. Thus, early pneumococcal

response to splenectomy, but the interval between diagnosis and
surgery was not (B).
An analysis of 19 patients showed that indications for
refractory to treatment and drug contraindication. After splenectomy,
9

9
9

9

9

9

revaccination). None of the revaccinated patients presented
infections. The incidence of infection and mortality reduced by
(B).

9

hematological response to corticosteroids was predictive of
response to splenectomy. In this population there was an inverse
relationship between the platelet count with corticosteroids and the
platelet count after splenectomy (B).
caused by S. pneumoniae
bacteremia, meningitis, bacteremia with acute otitis media or sinusitis
or pneumonia and meningitis with osteomyelitis, with a mortality of
(C).
In this group, complete response to splenectomy (mean platelet
9

9
9

9

after surgery and only one case of S. pneumoniae (in an adult).
No case of bacteremia or cases of N. meningitidis or
and the response to splenectomy (B).
had been vaccinated. There is evidence that pneumococcal
(B).
Recommendation: The immediate preoperative and postoperative
platelet counts and the preoperative response to corticosteroids
indicated in persistent severe thrombocytopenia (platelet count <
9

Is there indication for vaccination in patients who will
be submitted to splenectomy? Which vaccines are
indicated?

had also been immunized for N. meningitidis.

the other patients showed no bacterial infections (C).
Comparing the ages between children with infection (positive
blood culture for encapsulated bacteria) and without infection,

did not receive vaccinations. Considering the vaccinated group,
S. pneumoniae
against
N. meningitidis.

splenectomy, with patient age ranging from eight months to 14.4

sepsis, only one patient had not received a vaccination (C).
adults) for different indications, invasive infections occurred in
Rev Bras Hematol Hemoter. 2013;35(6):417-27
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time of follow up was 6.9 years. The incidence of infection
among children and adults was similar, but mortality was

One study compared splenectomized patients who received
pneumococcal vaccines and developed severe pneumococcal
vaccinated with pneumococcal vaccines and developed severe

The incidences of infection were higher among patients with

vaccines. Considering the pneumococcal serotypes isolated in

etiologic agents, streptococcal pneumonia was the most common

N. meningitidis

between pneumococcal vaccine and pneumococcal infection
was ten months for serotypes included in the vaccine and 6.7

(B).
had pneumonia due to S. pneumoniae

pneumococcal polysaccharide vaccine and trivalent inactivated

The most common serotypes isolated related to the vaccine
were 6B and 19A. The mean interval between vaccination and
pneumococcal infection was 7.4 months (B).
In an epidemiological study published in 1997 of 149 patients

were under 18 years old. The main indication for splenectomy in
Immunization against S. pneumoniae

Infection episodes are more common in splenectomized rather

death to splenectomized patients due to hematological diseases is

after splenectomy. In relation to

type b vaccine, two

years of follow up were still protected both for S. pneumoniae and
for
type b (B).

(B).

dose of
type b conjugate vaccine demonstrated that
the geometric mean antibody concentration prior to vaccination

concentration was similar to that of unvaccinated children. The H.
in asplenic patients (B).

Recommendation:
S.
pneumoniae in splenectomized patients, both children and adults,
the pneumococcal vaccine is indicated and should be performed
before splenectomy. Immunization against other encapsulated
agents such as
type b and N. meningitidis should
also be performed at least 14 days before splenectomy. An annual

Is there indication of penicillin prophylaxis after
splenectomy?
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Functional or anatomical asplenia is associated with a higher

to the need for prevention of these infections. Thus, recommendations
in splenectomized patients with
lupus erythematosus (one case each). The mortality rate due to
pneumococcal vaccines do not protect completely against infections,
vaccination status (B)
to S. pneumoniae
Klebsiella
pneumoniae, Escherichia coli and Salmonella typhimurium. Only
S. pneumoniae
S.
pneumoniae
before the age of three years. The trial was terminated eight months

the group treated with penicillin compared with the placebo group
(44)
(A).
but it has already been observed that the incidence of infections

for years (B). Thus, it is important always to be alert for febrile
episodes in splenectomized patients.

patient compliance, the optimal duration of treatment and the
resistance to penicillin. Compliance to antibiotic treatment is

immunization (B).
the population
cell disease without previous severe pneumococcal infections

infection after splenectomy. These data suggest the need for

(A).
However, there is no consensus on the appropriate age to

for splenectomized children (B).

thrombocytopenia), overwhelming infections were observed in

or one year after splenectomy or depending on patients’ clinical
characteristics
has not presented with any invasive pneumococcal infection
and has completed the vaccination scheme

up to 16 years old and when there is involvement of the immune
function
in children with repeated cycles of acute otitis media treatment
infections after splenectomy in patients who received pneumococcal
(A) or not (B)

reinforce the importance of proper guidance about oral penicillin
patients, regardless of the underlying disease(46)(B).

pneumococcal vaccine, the prevalence of nasopharyngeal

(A).
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Apart from pneumococcus, invasive infections by
or by N. meningitidis are also considered important in splenectomized
patients. Therefore, these patients should be vaccinated before surgery.
If the splenectomized patient has direct or indirect contact with

infections in this population. It should be noted that the patient may

recommended?

patients should be carefully evaluated in the event of fever(41)
Although the effectiveness of prophylactic antibiotics has been

14 studies (including several case reports and one longitudinal
9

that all children with asplenia or splenectomy receive prophylactic

in splenectomized patients, on vaccinations against pneumococcus,
meningococcus,

9

9

times to obtain response and of response duration were three
will depend on the individual characteristics of each patient (B)
H.
(C).
and vaccines, patients should be monitored for febrile episodes and
receive antibiotics for suspected bacterial infections (B)
infections by pneumococcus is penicillin. The daily dose of oral

in adults. Children who have not suffered any invasive pneumococcal
infection and have completed the vaccine schedule for pneumococcus
(A). If the option

pneumonia, enteroviral meningoencephalitis), prolonged
hypogammaglobulinemia leading to increased susceptibility to
infections were also described. No death has been reported (C).

Recommendation:
unresponsive to conventional treatment can produce a response
(complete or partial) but adverse events may occur. However,

(41)

(41)

disease or in splenectomized patients, but it may be an option in cases
of pneumococcal resistance to penicillin
immune thrombocytopenia?
Recommendation:
counts

9
9

encapsulated germs (pneumococcus, meningococcus and H.

and prednisone, as well as platelet transfusions in cases of more
important hemorrhages. All children with platelet counts
9
(C).
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9

no cases of death or intracranial hemorrhage. All these neonates
platelet transfusions (C).

9
9
cases of platelet counts between
start treatment only in the presence of bleeding. Intravenous
immunoglobulin is the treatment most commonly used.
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9

hemorrhage, seizures or other complications in the newborns.

.

transfusions (C).
outcome criteria in immune thrombocytopenic purpura of adults and children:
9

9

9

9

9

9

9

counts at birth, had petechiae and one also had cephalohematoma.
9
(61)

(C).

9

signs of bleeding and morphologically normal. None of the
children showed clinical signs of hemorrhage or other neonatal
complications (C).

9
9
9

9
9

9

as intravenous immune globulin at rapidly raising the platelet count
in newly diagnosed immune thrombocytopenic purpura in children. J

globulin for the treatment of acute immune thrombocytopenic purpura.
9

9

9

(C).

9

versus intravenous immunoglobulin in the treatment of newly diagnosed

9

9

as initial therapy for childhood immune thrombocytopenic purpura.

newborns. Only one fetus had an intracranial hemorrhage, but it
was intrauterine(64)(C). In this article there is no report of platelet
levels in which treatment was indicated.
in children with newly diagnosed immune thrombocytopenic purpura.
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