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Intracranial Hemorrhage in Hemophilia patients: the status of 

ongoing retrospective-prospective Italian Registry (2009-2016)

Intracranial hemorrhage (ICH) is the most serious event in patients

with hemophilia (PWH) which leads to disability and in some cases

to death. ICH is more frequent in children <2 years and in adults

>50 years. Severe hemophilia and inhibitors proved to be the

major risk factor for ICH in PWH

To evaluate incidence, mortality,

management and risk factors for ICH in

haemophilia patients.

From Jan 2009 to Nov 2016 we retrospectively and

prospectively (from Nov 2012) collected all ICHs

occurred in the PWH treated in Italian Hemophilia

Centers. Clinical features of PWHs, data of ICH

management and outcomes were evaluated

29 ICH events were found in 4630 PWH. ABR was 0.89 per 1000 patients.

6 ICHs occurred in children ≤2 yrs (none of the children were on

prophylaxis), one in a 4-year-old child during immune-tolerance induction

and the remaining 22 in PWH ≥35 yrs, 50% of whom affected by mild

hemophilia (Fig.1).81.8% were treated only on-demand, 42.8% of severe

patients were on prophylaxis. 2/22 had inhibitors, 13/22 adults suffered

from hypertension. In 51.7% of PWHs, ICH was spontaneous (Fig. 2).

Surgery was required in 10/29 patients for cerebral hematoma evacuation.

62.1% of patients were treated with FVIII/FIX concentrates or rFVIIa for a

mean of 31.7 days (± 5.5), while 37.9% subjects died before starting or

during treatment. In all survivors prophylaxis was then continued either

lifelong (72.7%) or for 4-6 months (27.3%). 44.4% of survivors became

permanently disabled.

Up to today the results obtained confirm high incidence of

ICH in children ≤2 yrs and in adults ≥40 yrs with

hypertension. High incidence was also found in mild

hemophilia patients usually considered at very low risk for

spontaneous bleeding. 81% of patients were treated on-

demand, which indicates the important role of prophylaxis in

preventing ICH
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