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Aggiornamenti diagnostico-terapeutici della ITP
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ALTERNATIVE CAUSES OF ISOLATED THROMBOCYTOPENIA 
(~50% OF CASES) 

HIV, HCV, H. pylori or other 
infections

Other autoimmune disorders 
(including SLE)

Malignancy

Liver disease

Exposure to environmental toxins

Bone marrow diseases 
(aplastic anemia, MDS, etc)

Drugs (prescription or non-
prescription)

Alcohol abuse, 
consumption of tonic water 
(quinine)

Inherited thrombocytopenia

Recent transfusions and recent 
immunisations 
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Patient/family history

Physical examination

Peripheral blood film
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The diagnosis of ITP is based principally on the exclusion of other causes of isolated thrombocytopenia

Based on the evidence currently available, when there is isolated thrombocytopenia and no abnormal features present on 
physical examination or examination of the blood smear, a bone marrow examination is not required in the initial 

diagnosis (Grade B recommendation), whether or not treatment is recommended. 

The detection of Helicobacter pylori infection, with the urea breath test or the stool antigen test, should be included in 
the initial work-up in appropriate geographical areas (evidence level IIa; Grade B recommendation). 

The majority of authors routinely test for hepatitis B virus (HBV), HIV, and hepatitis C virus (HCV) in all adult patients 
(evidence level IIb). 

Quantitative immunoglobulin (Ig) level testing is indicated to exclude an immune deficiency syndrome (evidence level 
IV; Grade C recommendation) or before treatment with IVIg. In children, Ig level testing may be considered at baseline 

and should be measured in those children with persistent or chronic ITP as part of a reassessment evaluation. 

Bone marrow examination could be appropriate in those relapsing after remission, in patients not responding to initial 
treatment options, where splenectomy is considered, or if other abnormalities are detected in the blood count or 

morphology (evidence level III; Grade C recommendation). This examination should ideally include an aspirate, biopsy, 
flow cytometry, and cytogenetics (evidence level IV; Grade C recommendation). 

ITP may be classified as primary or secondary to other medical conditions present at diagnosis. Furthermore, it may be 
further classified as newly diagnosed (0-3 months), persistent (.3-12 months), or chronic (.12 months).



Isolated thrombocytopenia: 
initial assessment

Basic evaluation (mandatory/highly recommended)

Physical examination

Peripheral blood count 

Evaluation of peripheral   
blood smear

Bone marrow examination

H pylori testing

HIV, HCV testing

Blood group Rh (D) typing
Direct anti-globulin test
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Quantitative Ig level 

testing



Provan D et al, Blood Advances 2019

Tests of potential utility

Glycoprotein-specific
antibody testing

Antiphospholipid
antibodies

Thrombopoietin level
Antinuclear and 
extractable nuclear
antigen antibodies

Anti-thyroid
antibodies
and thyroid
function testing

Testing for other
acute and persistent
infections

Reticulated platelets/
immature platelet fraction.

Coagulation tests
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Treatment should always be 
tailored to the patient, because

many factors contribute to 
treatment decisions

Recommendations for treatment goals

Treatment goals should be individualized to the patient
and the phase of the disease.

Treatment should prevent severe bleeding episodes.

Treatment should maintain a target platelet level 20-30 x 109/L at least 
for symptomatic patients
(because risk for major bleeding increases below this level).

Treatment should be with minimal toxicity.

Treatment should optimize health-related quality of life
(HRQoL).
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Therapies for the treatment of ITP

Corticosteroids are the standard initial treatment for adults 
with ITP who need treatment and do not have a relative 
contradiction. Prednisone 1mg/kg/day for 2-3 weeks or DXM 40 
mg/day for 4 days for 3 courses. If a response is seen (eg, 
platelets .50 x 109 /L), the predniso(lo)ne should be tapered in 
6 weeks
If there is no response to the initial dose within 2 weeks, the 
predniso(lo)ne should be tapered rapidly over 1 week and 
stopped

Longer courses of steroids should be avoided

Use of IVIg (1 g/kg on 1 or 2 consecutive days or 0.4 g/kg per 
day for 5 days), or IV anti-D (50-75 mg/kg once) where 
available, may be appropriate in patients with bleeding, at high 
risk for bleeding, who require a surgical procedure, or who are 
unresponsive to predniso(lo)ne

Certain patients may have relevant contraindications to high-
dose corticosteroid therapy and may be managed with only IVIg
or IV anti-D as initial therapy. 

TPO receptor agonists (TPO-RAs) and rituximab are not 
considered initial therapies 

Recommendations for initial treatment of 
newly diagnosed patients
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Consensus-based recommendation for target 
platelet counts for surgery or medical therapy in 
adults

Recommendations for life-threatening
bleeding

1. A combination of initial treatments, including IV 
corticosteroids and, usually, IVIg, should be used in 
emergency situations in which there is an urgent need 
to increase the platelet count within 24 hours (Grade C 
recommendation). Platelet transfusions may be helpful 
and must not be postponed in cases of life-threatening 
bleeding, especially intracranial hemorrhage (ICH).

2. In the case of life-threatening bleeding and the 
absence of a significant response to IVIg and platelet 
transfusion in a patient on corticosteroids, the use of a 
TPO-RA should be considered.

3. Additional options may include IV anti-D, vincristine 
or vinblastine, antifibrinolytics in combination with 
other initial therapies (Grade C recommendation), and, 
rarely, emergency splenectomy.



 TPO-Ras, romiplostim, eltrombopag, 
 Avatrombopag
 Rituximab

 Azathioprine
 Cyclosporine
 Cyclophosphamide
 Danazol
 MMF
 Vinka Alkaloids



Recommendations for surgical therapy for 
persistent and chronic ITP in adults

Splenectomy is associated with long-term treatment-free remissions.
It is recommended to wait 12 to 24 months from diagnosis before
performing splenectomy because of the chance of remission or
stabilization of a platelet count at a hemostatic level. (Grade C
recommendation).

Laparoscopic splenectomy is as effective as open splenectomy in terms 
of response and is more comfortable for the patien.
(Grade B recommendation).

Postoperative thromboprophylaxis should be considered in patients 
undergoing splenectomy as long as the platelet count is .30 to 50 3 109 
/L. (Grade C recommendation).

Patients should be informed of the long-term risks of splenectomy 
(increased rates of thrombosis, infection, and cancer) and educated to 
follow advice aimed at mitigating these complications (Grade C 
recommendation). 

Appropriate vaccination against Streptococcus pneumoniae, Neisseria 
meningitidis, and Haemophilus influenzae must be provided 2 weeks 
before splenectomy and maintained according to national guidelines; 
recent treatment (within 6 months) with rituximab may impair 
vaccination efficacy.

Antibiotic prophylaxis should be given as per national guidelines
(Grade C recommendation).

Recommendations for adults failing
multiple therapies
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Grazie per l’attenzione


