
Input of a multidisciplinary management approach in announcing the diagnosis for young children 
with serious constitutional hemorrhagic disease and their families   

Severe forms of haemophilia and allied hereditary bleeding disorders (HBD) represent a group of rare 
diseases that induce repeated joint and muscle bleeds. These locations of bleeds are critical for the 
outcome of these diseases since the functional prognosis is involved. Although modern treatments have 
dramatically changed the life expectancy of these patients and their orthopaedic status, the occurrence of 
complications such as cerebral haemorrhage or the development of an antibody inhibitor may be life 
threatening or alter significantly the prognosis.  
The statement of diagnosis of these rare diseases that usually occur in infants (median age 6.0 months for 
severe haemophilia) represents a trauma for the parents. Changes in the psychological functioning of 
children with haemophilia and their parents have been reported in this situation. The evidence of disorders 
in the psychomotor development of these children suggests an impact of parental excessive protective 
behaviours that can be identified consecutively to the diagnosis announcement.  
The implementation of preventive therapeutic approaches by long term prophylactic (LTP) substitution aims 
to improve the orthopaedic functional outcome by reducing spontaneous joint bleeds. However the success 
of this prophylaxis may be hampered by a number of obstacles including above all the lack of compliance. 
We have implemented a multidisciplinary process to accompany the announcement of diagnostic at our 
haemophilia treatment centre (HTC), which emphasizes the psychological and reinsurance approach in the 
aim to facilitate the psychomotor development, to promote the adherence to early prophylaxis and to 
improve the quality of life. This approach, which includes a variety of actions (individual psychological 
interviews, expression groups, workshop "Step by step", therapeutic teaching program) is established very 
early after the announcement. It is implemented in connection with the French Haemophilia Association that 
offers complementary actions, particularly in the framework of its family commission.  
We propose to set up a single - centre, descriptive, transversal pilot study, designed for the inclusion of 
around thirty children from 2 to 10 years, with haemophilia or allied HBD, who were referred to the HTC of 
Marseille, France at diagnosis. For those children who were able to benefit from the totality or part of the 
process accompanying the diagnostic announcement in the past 10 years, the goals of our study are as 
follows:   
1 / Main Objective: To study the adherence to the recommendations of LTP and to quantify the adherence, 
in relation with the participation in the process proposed by the HTC.  
2 / Secondary Objectives:  
2a / To compare the results about the compliance of the population of patients in Marseilles HTC to those 
analysed in other centres (data already recorded in the current project financed by the national program of 
hospital clinical research);  
2b / To describe the psycho - emotional state, as well as ownership of the illness by the patient and his 
family (parents) in our model of care emphasizing the involvement of the psychologist;  
2c / To describe the quality of life (QoL) of the study population   
The tools used for this research will include:  
• The analysis of compliance of LTP (number of days of prophylaxis regimen actually performed compared 
to the theoretical requirements due to the prescription)   
• Clinical evaluation by the number of joint bleeds observed through a predefined period (clinical data 
reported on the patients diary, objective elements of clinical assessment by orthopaedic score that is 
included in the routine evaluation of patients)  
• Psychological and psychopathological assessment by conducting multiple tests  
• A detailed study of the quality of life using the appropriate questionnaires to assess QoL of children by 
themselves and / or their parents according to the age, but also studying the QoL parents. This single - 
centre exploratory study will be a prerequisite for the implementation of larger studies to  determine the real 
impact of the involvement of psychologists in the paediatric team of HTC in the  context of an accompanying  
device of diagnosis announcement of HBD in treatment centres. This study and those that may ensue will 
bring objective issues for discussion on the relevance of this type of care and will enable reference centres 
in the field of rare HBD in connection with the association of patients if a specific need for all CTH can be 
identified. 


