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ABSTRACT
Factor VII deficiency is a rare coagulopathy that may be congenital or acquiered, the transmission of which is 

autosomal and recessive, due to a decrease or absence of factor VII in coagulation without impact on other factors. 

The prevalence is estimated at 1-2/1,000,000 inhabitants in France. Its clinical expression is polymorphic. We report 

the observation of a case of isolated factor VII deficiency in 10 years old child diagnosed with onco-hematologie 

department at the national hospital of Niamey.
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INTRODUCTION
Factor VII deficiency (proconvertin) or Alexander disease is a 
congenital or acquired coagulopathy, characterized in the 
majority of cases by a hemorrhagic syndrome associated with a 
biological decrease in proconvertin [1]. It is a condition that is 
very rare, it is estimated at 1-2/1,000,000 inhabitants in France 
[2]. It is characterized biologically by a decrease in the 
Prothrombin rate (PT) without disturbance of the TCA. The 
disease can be asymptomatic or can be manifested by sudden 
hemorrhages provoked. Its management consists of the 
administration of the missing factor. We report a case of isolated 
factor VII deficiency revealed by chronic intracranial 
hemorrhage.

CASE PRESENTATION
It is a subject of male gender, black race, 10 years old, of normal 
morphotype, of a 38 years old mother who died of 
an undocumented pathology. He is from a 
consanguineous marriage, 3rd of a family of 7 children, 2 of 
whom died (two girls) of unspecified causes. There is a history 

of epistaxis and prolonged bleeding at the age of 4 years during 
a scrotal hernia repair and at the age of 6 years during 
circumcision. No notable family history. Following a head 
trauma, the patient presented with a chronic distilling 
hemorrhage that caused a parietal hematoma objectified on 
the CT scan (Figure 1). On admission to the emergency room, 
he was conscious and presented with marked mucocutaneous 
pallor. Weight: 27 kg, height: 1.34 m, Blood Pressure (PA) at 
100/50 mmHg, pulse at 112 bts/min and Respiratory Rate (RR) 
at 32 cycles/min. Complete Blood Count (NFS) showed anemia 
(Hb: 6.6 g/dl), microcytic (VGM: 78.8 fl), hypochromic (CCMH: 
28.6 g/dl), normal white blood cell count (WBC: 8500/mm3) 
and a normal platelet count (Plq: 253,000/mm3). A 
preoperative assessment was carried out, namely a Rhesus 
blood group (B positive).
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Figure 1: Parieto-occipital subdural hematoma.

A craniotomy for resorption of the hematoma was performed 
urgently after transfusion of three bags of whole blood. In view 
of the persistence of the hemorrhage, he was transferred to the 
Onco-hematology service for exploration.

On admission to the service, the patient was hemodynamically 
and respiratory stable and presented with moderate 
mucocutaneous pallor. There was proptosis with bilateral 
blindness and 2 frontal craniotomy points. Assessment made: 
TP at 36% and normal TCA, factorial dosage by chronometric 
method in factor VII at 57% and an increase in factors VIII and 
IX respectively at 265% (N: 53%-130%) and 201 (N: 60-120), 
fibrin at 6.26 g/l (N: 2-4 g/l).

Taking into account the clinical data, the haemostasis 
assessment, the factorial dosage of factor VII, the diagnosis is 
that of an isolated factor deficiency.

Given the unavailability of recombinant factor VII, the patient 
was treated with 6 transfusions of Fresh Frozen Plasma (FFP). 
The evolution was characterized by the disappearance of the 
hematoma and the healing of the craniotomy points. The 
blindness remained permanent, linked to a corneal exposure 
ulcer (Figure 2). Family screening was not carried out.

Figure 2: Blindness is exposure corneal ulcer.

DISCUSSION
Factor VII or proconvertin is a plasma glycoprotein synthesized
by the liver in the presence of vitamin K1, it belongs to the
factors of the prothrombin complex (II, V, VII, X), it is involved
in the exogenous pathway of coagulation [3]. Its plasma
concentration varies from 0.35 to 0.60 mg/l, i.e., 10 times less
than that of the other vitamin K dependent factors and its half-
life is very short: 4 to 6 hours.

Factor VII deficiency is a rare coagulopathy. Its incidence is
probably underestimated because often in this deficit, the
clinical expression is rough or absent, estimated between
1/500,000 to 1/1,000,000 [4]. On the other hand, one in 500
people may carry the defective gene. This rarity is not
documented in Niger. According to data from the literature, the
frequency of this condition is higher in subjects from
consanguineous marriages, this is the case of our patient who is
from a second degree consanguineous marriage. The age of
presentation can vary widely from birth to adulthood. It can be
hereditary (autosomal recessive disorder) [5]. The gene
responsible is located on chromosome 13(3) or acquired
(secondary to hepatocellular insufficiency, treatment with
vitamin K, vitamin K deficiency or malabsorption, a state of
fibrinolysis or an autoimmune origin). In the symptomatic
forms, the disease can be revealed in the neonatal period by
haemorrhage at the fall of the cord, in early childhood by
haemorrhage at the fall of the teeth, at puberty by menorrhagia.
The signs may remain crude and only appear in adulthood
following trauma or surgery [6]. According to Kadda A [7], the
hemorrhagic syndrome was the most frequent mode of
revelation (66%). Our patient presented with a haemorrhagic
syndrome such as recurrent epistaxis and post-surgical
haemorrhage and currently with head trauma complicated by
fronto parietal hematoma. The diagnosis was suspected in front
of a drop in TP to 36% and a normal TCA. The dosage of the
factor by chronometric method confirmed the isolated
deficiency of Factor VII. Normal values vary from 70% to 140%
but vary depending on the thromboplastin used [8]. The
correlation between the severity of bleeding and the size of the
deficit has not been proven [9].

However, very many patients are totally asymptomatic with a
factor VII activity level visibly lower than 5% or even in some
cases lower than 1%. There are even reports of cases of surgery
without replacement therapy that did not result in any
hemorrhagic manifestation [10]. Like all genetic diseases, there is
no cure for congenital factor VII deficiency. Treatment is only
possible in two circumstances; symptomatic treatment during
bleeding and preventive treatment. The aim was to provide a
sufficient quantity of factor VII to stop the bleeding and ensure
haemostasis. Several therapeutic approaches are possible, namely
PFC infusion, factor VII concentrate and recombinant factor
VII concentrate [11]. The efficacy and safety of rFVIIa is clearly
established in patients with a constitutional hemostasis disorder
such as hemophilia, thrombopathies and severe FVII deficiency
[12]. The action of rFVIIa is rapid (2 to 3 h) but brief. Its half-
life is estimated at about 2-7 hours in adults and is shorter in
children. The mechanisms of action explain that the
effectiveness of rFVIIa requires a circulating platelet count of at
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least 50,000/mm3 and a minimal plasma fibrinogen level (0.5 to
1 g/L) [12]. PFC is an alternative to rFVIIa which remains of
great benefit in our context despite the risks associated with
transfusion. Our patient had received a series of transfusions of
fresh frozen plasma due to the unavailability of rFVIIa.

CONCLUSION
Factor VII deficiency or Alexander disease, is a rare, congenital
or acquired coagulopathy that is often asymptomatic or mild
and can have consequences in cases of neglected trauma. It must
be evoked in front of a disturbed PT and a normal TCA
associated with hemorrhagic signs. Its treatment remains based
on PFC transfusion in the absence of the recommended factor.
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