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Abstract

Hemophilia A is an inherited bleeding disorder caused by deficiency of coagulation factor VIIL It is transmitted in an X-
linked recessive pattern from female carriers to male children.

We report the observation of a severe hemophilia A in a male newborn with a history of hemophilia in the siblings who
present hemarthrosis of the left elbow. The diagnosis was suspected and confirmed through biologic investigations and
imaging. Therefore, patient was put under factor VIII with good evolution.

It is a congenital hemorrhagic disease related to deficiency in anti-hemophilic factor. The severity of the bleeding
syndrome is correlated to the factor level. There are three varieties of hemophilia: severe, moderate and minor. The
main complications are hemarthrosis, hematomas of variable location and externalized hemorrhages. A favorable
prognosis depends on rapid diagnosis, monitoring and immediate medical treatment.

Diagnosis of hemophilia A should be rule out in all male newborns with a family history of hemophilia, and suspected
in the presence of cord bleeding at birth or during circumcision.
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1. Introduction

Hemophilia A is a bleeding disorder caused by a deficiency of coagulation factor VIII (FVIII). Hemophilia is a genetic
disease of recessive transmission linked to the X chromosome. It therefore affects boys and is transmitted by women,
who are therefore called carriers [1]. Hemophilia, although rare, remains the most common congenital coagulopathy.
We report a case of severe hemophilia A in a newborn with a history of hemophilia in the sibling complicated by elbow
hemarthrosis.

2. Case report

This was a male newborn at term through cesarian section on a scarred uterus. The mother was 39 years old and had a
brother with hemophilia A. The newborn was hospitalized at 2 days of age for jaundice due to ABO incompatibility
mother O+ newborn B+. The biological workup showed anemia at 9.4, total bilirubin at 92, indirect bilirubin at 87,
prothrombin rate at 65%, activated partial thromboplastin time at 3 seconds, negative c-reactive protein,
transfontanellar and adrenal ultrasound were without abnormalities. The coagulation factor assay showed an FVIII
activity of 0.1% in favor of severe hemophilia A. At 10 days of age, the newborn presented a warm and painful elbow
joint when mobilized (fig 1). Ultrasound of the elbow was in favor of an elbow hemarthrosis; the baby received
intravenous factor VIII with good clinical evolution.
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Figure 1 Hemarthrosis of the elbow in a newborn with hemophilia A

3. Discussion

Hemophilia A is a congenital bleeding disorder related to antihemophilic factor VIII deficiency. It affects more than 1.2
million individuals (mostly boys and men) worldwide. Hemophilia A occurs in all ethnic groups and throughout the
world. It occurs in approximately 1 in every 4000 to 1 in every 5000 live male births [1].

Diagnosis of hemophilia A requires confirmation of a factor VIII activity level lower than 40% of normal (< 0.40 IU/mL).
Therefore, according to the depth of the deficiency, three varieties of hemophilia can be distinguished: the first one is
severe hemophilia: characterized by a profound deficiency of antihemophilic factor, the level of factor VIII or IX is less
than 1% (compared with the normal level, which is 0.1 mg/L of plasma for factor VIII and 5 mg/L of plasma for factor
IX), these patients bleed spontaneously and are particularly prone to intramuscular and joint hemorrhages; the second
one is moderate hemophilia in which the level of factor VIII or IX is between 1 and 5%, in this type hemorrhagic bleeding
is more moderate and usually secondary to trauma; the third category is minor hemophilia where the level of factor VIII
or IX is between 6 and 30%, in this case, hemorrhagic accidents are rare and only provoked and rarely detected at birth
[2]. Our patient had severe hemophilia with a factor VIII activity of 0.1%, discovered after a systematic investigation in
the presence of a family history of hemophilia.

The differential diagnosis of hemophilia includes von Willebrand disease, factor XI deficiency or factor XIII deficiency
and inherited platelet disorders. Nicolau syndrome, or embolia cutis medicamentosa, is another condition that would
be considered in the differential diagnosis as a complication of intramuscular injection in neonates[3].

The main complications of neonatal hemophilia are central nervous system hemorrhage. Diagnosed by routine
transfontanellar ultrasonography, some studies recommended this exam in all neonates before discharge.[4] Cranial
magnetic resonance imaging and computed tomography (CT) scan should be performed just in symptomatic neonates
with intracranial hemorrhage. other complications are cephalohematoma, and sites of medical interventions including
circumcision, heel sticks, and venipunctures or hemarthroses affecting in particular the knee, the ankle and the elbow,
knowing that all the joints can be affected, the hematomas can be serious either because of their location engaging the
vital or functional prognosis, vascular or central nervous system compression or because of their size. More rarely,
externalized hemorrhages: digestive hemorrhages or hematuria. [5,6].

Treatment is mainly based on the administration of antihemophilic factor VIII [7,8]. The rapidity of the diagnosis, the
monitoring and the immediate implementation of the medical treatment condition a favorable prognosis [9,10]. In our
observation, the newborn presented a hemarthrosis of the elbow and received factor VIII in emergency, with good
clinical improvement.

4., Conclusion

Hemophilia A is a rare congenital disorder, but bleeding can be severe and life threatening.

Prevention involves ultrasound diagnosis of sex before birth in families at risk and administration of vitamin K to the
mother prepartum to avoid hypovitaminosis.

166



World Journal of Biology Pharmacy and Health Sciences, 2023, 14(01), 165-167

Compliance with ethical standards

Acknowledgments

Neither of the authors received payments or other benefits from any commercial entity in support to this article.

Disclosure of conflict of interest

The authors declare that they have no conflict of interest.

Statement of informed consent

Informed consent was obtained from all individual participants included in the study

References

[1]

8]
[9]

[10]

N. Zmouli, Fortuitous discovery of a minor hemophilia A during a circumcision Le Pharmacien Hospitalier et
Clinicien 2014

Hamdi S, Hamouda H, Touil FZ, Dali M, Benkhodja FZ, Bentahar I, et al. Hemophilia and its complications:
experience of the hematology department of the University Hospital of Se’tif. Rev Algiers Hematol 2010;2:12-7.

J. Peltier a,*, M. Baroncini b, L. Thines b, S. Leteurtrec, A. Mareyc, M. Vinchonb Haemophilia A and intracranial
bleedings in infants; Neurosurgery 58 (2012) 19-24.

Stieltjes N, Calvez T, Demiguel V, et al. Intracranial haemorrhages in French haemophilia patients (1991-2001):
clinical presentation, management and prognosis factors for death. Haemophilia 2005;11:452-60.

Jean francois Schved, Emercency care issues in haemophilia, the practitioner in anesthesia resuscitation (2009)
13,365-370.

Claude Guerois. hemophilia today. Kinesither Rev 2009;(88):32-6

H. Chambosta,*, S. Meunier Relevance of early pediatric care for boys with severe haemophiliaArchives de
pédiatrie 13 (2006) 1423-1430

Petrini P. Treatment strategies in children with hemophilia. Drugs 2002; 4:427-37.

Ljung R, Petrini P, Nilsson IM. Diagnostic symptoms of severe and moderate haemophilia A and B. A survey of
140 cases. Acta Paediatr Scand 1990;79:196-200

Ljung R. Paediatric care of the child with haemophilia. Haemophilia 2002;8:178-82

167



