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Abstract

Context: Factor V deficiency is a rare abnormality of coagulation as para-
haemopilia, originally described by Owren in 1947, it is transmitted in an auto-
somal and recessive fashion. Its incidence is estimated at 1/10,000 in France. Clin-
ical expressive is usually asymptomatic in the homozygous state. The diagnosis is
based on a low prothrombin rate and normal TCK associated with a decrease in
the factor of PFC in our context. Results: This was a 16-year-old male patient of
normal build, born to consanguineous parents. He had sustained a head injury
with the formation of an occipito-parietal hematoma. On admission, he was con-
scious, with moderate pallor of the skin and mucous membranes. The Complete
Blood Count (CBC) showed normocytic anemia, a normal white blood cell and
platelet count, PT at 59.5% and Activated Partial Thromboplastin Time (aPTT)
Normal. Factor assays using a chronometric method revealed a factor V defi-
ciency with normal factor VIIL. The patient received six transfusions of Fresh Fro-
zen Plasma (FFP). The outcome was favorable, with progressive resorption and
disappearance of the hematoma within a few days. Conclusion: Factor V defi-
ciency is a very rare blood clotting disorder. It affects men and women equally
and can, in some cases, cause significant bleeding.
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1. Introduction

Factor V is an essential cofactor in the conversion of prothrombin to thrombin by
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activated factor X. Its deficiency, commonly known as parahemophilia, is rare. It
is a congenital or acquired factor V coagulopathy that slows thrombin generation,
thus delaying fibrin formation and leading to a tendency to bleed [1]. It is a dis-
order of the common coagulation pathway. Its incidence is 1/10,000 and its prev-
alence is 1/1,000,000 in the French population [1] [2]. The rare clinical manifes-
tations are dominated by a hemorrhagic syndrome associated with a biological
decrease in proaccelerin [3]. Biologically, it is distinguished by a disturbance in
hemostasis parameters, namely a decrease in the Prothrombin Time (PT) without
a disturbance in the activated partial thromboplastin time (aPTT). Its manage-
ment consists of administering the missing factor. Therefore, we report a case of

isolated factor V deficiency revealed by a post-traumatic intracranial hemorrhage.

2. Observation

Identity and History: The patient was a 16-year-old male of normal build, born to
consanguineous parents, the seventh of ten children, all living, with a history of
intermittent nosebleeds. There was no significant family history of illness. Follow-
ing a road traffic accident that resulted in a head injury with the formation of an

occipito-parietal hematoma (Figure 1).

31

Figure 1. Subdural hematoma.

He underwent neurosurgical intervention, which was complicated by persistent
bleeding at the suture sites. Due to the continued hemorrhage, he was transferred
to hematology.

Diagnostic Evaluation: On admission, he was conscious, with moderate pallor
of the skin and mucous membranes, and a blood pressure of 110/70mmHg.

A respiratory rate (RR) of 18 breaths/min, a pulse of 87 bpm, weight: 58 kg, and
height: 1.60 m. A complete blood count (CBC) revealed normocytic anemia (MCV:
88.2 fl 0z), normochromic anemia (MCHC: 34.5 g/dL), a normal white blood cell
count (WBC: 8500/mm?) and platelet count (Plq: 253,000/mm?), a normal pro-
thrombin time (PT): 59.5%, and a normal activated partial thromboplastin time
(aPTT). Factor assay using a chronometric method revealed a factor V deficiency
of 17% (normal range: 62% - 150%) with a normal factor VII level of 121% (nor-
mal range: 67% - 143%).
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Therapeutic Data: Due to the unavailability and high cost of recombinant fac-
tor V in Niger, the patient received 6 transfusions of Fresh Frozen Plasma (FFP).
The outcome was favorable, with progressive resorption and disappearance of the
hematoma within a few days.

Discussion: Factor V deficiency is a rare coagulation disorder, more common
in regions with high levels of consanguinity. In 2018, only 150 cases were reported
in the literature [4] [5]. In France, its incidence is 1/10,000, with a prevalence of
homozygous forms of 1/1,000,000 inhabitants [6]. Other cases have been reported
in India, Japan, North America, and Europe [7]-[11]. It can occur in both men
and women and can manifest at any age, but generally, severe forms appear early
in childhood. The reported case is a symptomatic male with the condition, aged
16 years. Clinical manifestations are variable and the most frequent are epistaxis,
post-traumatic ecchymoses, bleeding of mucous membranes or soft tissues, he-
marthrosis, menorrhagia in young girls and women or hemorrhages after an in-
vasive procedure (circumcision or tooth extraction, surgical interventions). More
rarely, deep hematomas occur. According to the literature, bleeding associated
with factor V deficiency is generally benign [12]. In severe cases, antenatal or post-
natal cerebral hemorrhages are exceptional [13]-[15]. No ethnic predisposition
has been reported [16]. Our patient presented with a post-traumatic subdural he-
matoma that led to the diagnosis of the deficiency. The diagnosis is suggested by
a decreased prothrombin time (PT) and a normal activated partial thromboplastin
time (aPTT), indicating involvement of the common pathway. It is confirmed by
a decreased factor V level. Molecular analysis is possible but not necessary for di-
agnosis. This was the case for our patient, with a factor V level of 17%. According
to the literature, a specific factor V assay is necessary to confirm the diagnosis.
Factor V deficiency is diagnosed if the factor V level is below normal [17]. Veter-
inary factor (VF) concentrate remains the treatment of choice for managing this
condition. In its absence, fresh frozen plasma (FFP) is the only recommended
treatment [18]. It can be administered once daily for seven days at the time of
surgery, and in extreme cases of severe hemorrhage, platelet concentrate transfu-
sions may be useful in addition to FFP [3] [19]-[23]. According to the guidelines,
even without obvious bleeding, a report should be filed. All questions related to
coagulation tests will be addressed, which can facilitate management. This was the
case for our patient, who received FFP transfusions and whose condition im-

proved with desorption of the hematoma within a few days.

3. Conclusion

Factor V deficiency is a rare, autosomal recessive coagulopathy that can manifest

as a hemorrhagic syndrome of varying severity.
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