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ABSTRACT

The haemophilia is a constitutional hemorrhagicedise of recessive transmission linked to X
chromosome. The objective of this work is to inde& different cases in our service.
Material and methods: During 45 months (April 2068 December 2012), we account 263
haemophiliac cases diagnosed in our laboratory.uResOur results interest 263 haemophiliac
cases, which means 198 cases of haemophilia A%Jj58d 65 cases of haemophilia B (24,7%)
diagnosed. 172 patients have an age less thandrs yéd with a median of age as 13 years (limits
9 months - 39 years). The annual incidence of haéra is 70 cases. 132 persons had clinical
symptomatology whereas the others were asymptomatiese symptoms were arthropaty
(62,14%), joint bleed (23,48%), haematoma (5,30%@sebleeds, bleeding gums (4,54%) and
ecchymosis (4,54%).According to the type of ha@érhapThe severe forms of haemophilia (FVIII
or FIX < 1%) are 57,08% (115/198) for haemophilia A and684p (47/65) for haemophilia B.
Discussion: The diagnosis and classification of lla@mophilia are possible in routine. Through
the data of literature we propose a diagnostic &gy which makes it possible to consolidate the
analysis of the constitutional haemostasis hemajidhaiseases in particular of the haemophilia.
Conclusion: The assumption of responsibility of hleemophilia starts with this stage. Our hope is
to be able to extrapolate this study at the natidenzel to set up a national file.
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INTRODUCTION

Hemophilia is a bleeding disorder inherited as tari®nal a recessive X-linked, due to a
deficiency of factor VIII (hemophilia A) or factdX (hemophilia B) of coagulation. This condition

is the most common serious constitutional hemorthageases [1-3]. Its incidence is 1/5000
newborn males in hemophilia A and hemophilia B/B0D0O0 [1-3]. The objective of this work is to

identify cases of hemophilia diagnosed in our labany.

MATERIALSAND METHOD

This is a retrospective study which focused onrees®f 263 cases of hemophilia diagnosed during
a 45-month period (April 2008 - December 2012). $healy and use of the data were based on the
results complemented by hemostasis and archivélaeiservice record. The review carried out on
the semi-automatic analyzer ST art, included:

- Prothrombin Time (NeoplastinCI 10, Stago)
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- Partial thromboplastin time / Activator (PTTAStago)
- Determination of FVIlic activity (STA deficient M, Stago)
- Determination of FIXc activity (STA deficient D§tago).
Depending on the size of the deficit in activityh@emophilia [4], have been distinguished:
- Severe forms FVIII or FIX levels 1%.
- Moderate forms: FVIII or FIX between 1 and 5%.
- Minor forms: FVIII or FIX between 5 and 30%.
RESULT AND DISCUSSION

Our results concerned 263 cases of hemophilia ayariod of 45 months with an incidence of 70
cases per year. There were 198 cases of hemoglalha hemophilia B 65 diagnosed cases (Figure
1). The median age was 13 years (range 9 montBsye&s). 172 patients were under 15 years, a
proportion of 65.39% (Figure 2).

132 patients (50.2% of patients) had a license envhithers were asymptomatic clinical
symptomatology.

Various clinical signs were collected (Table I).

The distribution of cases of hemophilia A and hehilig B is made according to their severity
namely major forms, moderate forms and minor fofRigure 3).

A major diagnostic difficulties constitutional bliag disorders of hemostasis is the fact that many
of them are asymptomatic. The diagnosis of hema@pisilbased partly on a careful history looking
for a personal history of bleeding and / or fanaisshaemarthrosis or bleeding during circumcision,
dental extractions, tonsillectomies and 'adenoatagt and secondly, on the haemostasis balance
that allows an isolated before elongation aPTTvatdr (TCA), characterization of FVIII
deficiency or FIX and for the presence of an infebi[1-5]. Bleeding time, platelet count,
prothrombin time, thrombin time and fibrinogen a@mal. The dosage or FVIIIcFIXc is usually
done by a chronometric method in one time withfecemt plasma or FVIII FIX. This assay allows
to determine the severity and long-term prognosighe disease. It has recently been reported in
rare cases where moderate FVIII assay technigadieite was set default deficits, it is useful irsth
case to use a chromogenic technique. Furthermbire,dssential to complete the phenotype of
hemophilia A by assaying VWF antigen in the conisacf2, 6]. Finally, the antigen assay may be
carried out during the diagnosis to differentiaEmiophiliacs CRM (Cross Reacting Material)
characterized by positive presence of CRM and antighegative (no antigen) [7,8].
In our series, diagnosis and classification of hgila are available routinely. The majority of
patients with haemophilia A (75.3%), these resatts consistent with those in the literature which
states that hemophilia A is four times more comri@m hemophilia B [8]. Furthermore, H. Langar
et al [9] showed that 87.1% of patients with hemiogplA and hemophilia B. 12.9% Also, our study
showed that the severe forms, moderate and mimondphilia A and B combined) accounted for
58.95%, 29.27% and 11.78% respectively. H. Langal ghowed that 61.5% of patients had severe
hemophilia and 31.4% moderate hemophilia.

Severe hemophilia was predominant for all age gspparticularly for patients aged between 1 and
2 years where the percentage reached 87.09% ahibecexplained by the early onset of symptoms
of this disease and consequently how early diagnosi
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Our diagnostic strategy must be supported by amtggtudy. The adherence of patients' families
must be consolidated in order to detect potentintlactive and boys could be achieved.

CONCLUSION

The diagnostic approach constitutional bleedingrdisrs of hemostasis must be rational combining
both clinical and laboratory data. We were intexdsb hemophilia, which can be a very debilitating
disease if its management is not early. The tregglence of hemophilia in Morocco is not known

where the interest of a national registry.

Tablel: Distribution of hemophiliacs effective symptomatically:

Symptom Number Percentage
of cases (%)
Arthropathy 82 62,14%
Hemarthrosis 31 23,48%
Hematoma 7 5,30%
Epistaxisand 6 4,54%
gingival
Bruise 6 3,54%
Grand total 132 100%

Figure 1: Distribution of patients by type of hemophilia.
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Figure 2: Distribution of cases of hemophilia according to age group.
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Figure 3: Distribution by percentage according to theimportance of the factor deficiency for
each type of hemophilia.
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