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Case Study

ABSTRACT

Introduction/Aim: Haemophilia is a rare X chromosome linked inherited bleeding disorder,
characterized by deficiency of coagulation factor VIII in Haemophilia A or factor IX in Haemophilia
B. Patients deficient of either of these coagulation factors are prone to fracture as a result of
reduced bone mineral density. Our aim is to present a case of Haemophilia A with mid shaft
femoral fracture and difficulties in his management.

Presentation of Case: We present a case of mid shaft femoral fracture in a eight year old boy with
Haemophilia A who slipped on a wet floor in his home. He initially presented at a private facility
where he experienced mismanagement by the use of intramuscular injection before coming to our
tertiary health care center, University College Hospital (UCH), Ibadan. Management of the fracture

*Corresponding author: E-mail: aworantioladapo@yahoo.com;



Shokunbi et al.; IJR2H, 2(1): 51-55, 2019; Article no.lJR2H.47332

was also hampered by non availability of recombinant factor VIII concentrate at presentation; he
was transfused with both whole blood and fresh frozen plasma. He had skin tractions done on two
occasions with no alignment of the fractured bones before he subsequently had Plaster of Paris
cast under recombinant factor VIII concentrate cover. He was discharged after 14 weeks on
admission with x-ray at discharge showing over riding of the involved bones.

Conclusion: Management of fracture in this haemophilia patient was a difficult task especially with
his active lifestyle. Delayed presentation at a tertiary health care facility and unavailability of
recombinant factor VIl concentrate negatively affected the outcome.

Keywords: Factor VIII; haemophilia; fracture; bleeding disorder.

1. INTRODUCTION

Haemophilia is a rare X chromosome linked
inherited bleeding disorder, characterized by
deficiency of coagulation factor VIII in
Haemophilia A or factor IX in Haemophilia B. The
deficiency of either of these coagulation factors
predisposes the patients to abnormal bleeding
[1-3]. Clinically, Haemophilia A and Haemophilia
B is indistinguishable unless factor assays are
done. The prevalence of Haemophilia A varies
significantly among countries, the developed
countries have a prevalence of 18 per 100,000
males while for the other countries, the
prevalence is 10 per 100,000 males [4]. History
of cephalhaematoma, prolonged bleeding from
the umbilical stumps and post circumcision
bleeding are pointers to a possible inherited
bleeding disorder and most likely Haemophilia
[5]. It manifests only in males because they have
only one X chromosome, females are carriers but
they do not manifest the disease [2]. This is
because they have a complimentary X
chromosome with normal allele. Based on
percentage of FVllic, Haemophilia A is divided
into Mild (>5%), Moderate (1-5%) and Severe
(<1%), about 70% of patients seen present in
severe form and frequent bleeding into
musculoskeletal system is seen in the patients
with severe disease. More than 75% of the
bleeding in Haemophilia occurs in the
musculoskeletal system. Haemophiliac patients
have reduced bone mineral density and a higher
rate of fractures compared to the general
population, and the severity of the disease is also
directly proportional to the risk of developing a
fracture [6]. We present a case of femoral
fracture in a young boy with Haemophilia A.

2. PRESENTATION OF CASE

DC is an eight year old male, primary three pupil
who was diagnosed with Haemophilia A in 2009
as a neonate following post circumcision
bleeding. He is the first child in a monogamous
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family setting. He has a younger brother who has
no bleeding disorder. There is no history of
bleeding disorder in the maternal lineage
(family).

He has had multiple major bleeding episodes
both before and after the diagnosis: post-
circumcision bleed at 8" day of life, bleeding
from a scalp laceration at 10" month of life, right
foot haematoma, scrotal and gluteal bleed at
infancy, gum bleed at 5 years old and left knee
haemarthrosis at 7 years old.

He had Factor VIl assay done at infancy, which
was found to be 18%, a repeat was done seven
years after the first assay, and similarly found to
be 19%. However, he has had major bleeds
despite this mild factor VIII level.

He sustained a spiral fracture at the mid shaft of
left femur after slipping on a wet floor. There was
swelling of the left thigh and inability to use the
left lower limb. He was taken to a private hospital
where he had X-rays of the left thigh which
showed left femoral spiral mid shaft fracture. He
had intramuscular injection in the right gluteal
region at the private hospital with severe
bleeding and was referred to UCH on account of
the bleeding. Examination at presentation
showed a young boy who was not in painful
distress, moderately pale, anicteric and
acyanosed. Musculoskeletal system showed
swollen and tender left thigh.

Investigations done at presentation show Packed
Cell Volume of 18%, PT: Test-15 secs, Control-
15 secs, aPTT: Test- 95 secs, Control-35 secs.

Due to non-availability of factor VIII concentrate
at presentation, he was transfused with a total of
seven units of FFP and three units of whole
blood over three days. The bleeding at the
gluteal region stopped on Day 5.

Following orthopaedic surgeon’s review, a joint
meeting was held involving the parents and the



managing physicians- orthopaedic surgeon,
paediatrician and Haematologist. It was an
opportunity to counsel the parents again on the
nature of the disease, treatment modalities and
possible outcome. They both gave informed
consent for the procedure and skin traction was
done. Unfortunately, after few weeks of the skin
traction, a repeat x-ray showed there was no
alignment in the fractured bone. Repeat skin
traction was done, 6 weeks apart but due to the
restless nature of the patient, there was mal-
union. The swelling in the left thigh increased
following the second skin traction and his PCV
dropped from 25% to 15%. He had 250 mls
whole blood transfused; the post transfusion
PCV was 21%. The limb was allowed to rest for
about two weeks with no intervention; this is to
allow for resolution of the swelling. Subsequently,
he was commenced on recombinant Factor VIII
concentrate at 1500 units 12 hourly.

Thereafter, he had left lower limb POP cast on
his 10" week of admission, with infusion of
3,000IU of rFVIIIC as prophylaxis. He had a total
of 108,500 units of rFVIIIC infusion over 46 days
and there was a significant improvement, though
the X-ray at the time of discharge showed the
fractured bones overriding themselves. He was
discharged after 14 weeks of admission with a
PCV of 30% and to continue on blood
supplements. He was subsequently followed up
at the paediatric and orthopaedic outpatient
clinics with shortening of the affected limb.

3. DISCUSSION

Haemophilia is an X-chromosome linked
inherited bleeding disorder, and is almost
invariably a disease of males [2]. All the over 100
haemophilia patients on our register are males.
The disease is characterized by reduced or lack
of synthesis of coagulation factor VIl
(Haemophilia A) or factor 1X (Haemophilia B) [1-
3]. The most common type of haemophilia is
haemophilia A, and this accounts for about 85%
of the cases [7,8].

The severity of the disease is graded based on
the percentage of the concentration of the
coagulation factor: severe (<1%), moderate (1%
to 5%), and mild (>5%) [2,3]. Risk of bleeding
and complications is directly associated with
percentage of coagulation factor [3]. The index
patient with FVllic level of 18% has a mild
disease based on the severity classification.
However, clinically he exhibited features of a
severe disease having about eight major
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bleeding episodes before this report. The
bleeding phenotype in haemophilia has been
recently described as heterogeneous, and does
not necessarily depend on the percentage of the
factor level alone [9,10]. He was diagnosed
following post circumcision bleeding, in line with
previous findings where it was reported that
about 65% of haemophilia diagnosis were made
within the first seven days following post
circumcision bleed [11,12].

The fracture in this patient followed a major
trauma as he slipped on a wet floor. This follows
previous reports that bleeding in a haemophliac,
with factor Vllic level of more than 5% usually
occurs following a major trauma. Fracture is also
common in haemophiliacs with an active lifestyle
as seen in this case, i.e that of a young boy who
has been very active since birth, not
understanding the implications of the diagnosis
of haemophilia.

-

Fig. 1. Normal left femur done one year prior
to fracture following left knee haemathrosis

Fig. 2. 1° X-ray post fracture of the left femur
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Fig. 3. X-ray of the left femur after 1* skeletal
traction

Fig. 4. X-ray of the left femur after 2" skeletal
traction

Fractures in the upper limbs are commoner in
Haemophilia, though lower limbs used to be
more frequent prior to the millennial year [1]. The
patient was initially treated at a private facility
where intramuscular injection was given, this
contradicts the treatment guideline for the
management of haemophiliac [3], which includes
no intramuscular injection because of the risk of
haematoma. He was initially transfused with
fresh frozen plasma and whole blood at
presentation, these are not the ideal treatment
plan for haemophiliacs. Only 15% of the
haemophiliacs worldwide has access to ideal
treatment [2].

This patient had skin tractions on two occasions
which were unsuccessful before a closed plaster
cast was eventually applied, this is against the
recommendations in the management of
fractures in haemophilia, closed plaster casts are
not recommended in haemophilia for the risk of
compartment syndrome. A rigid internal fixation
is preferred to external fixation, but this has to be
done under recombinant factor VIII concentrate
cover, which is not readily available in our
environment and it is quite expensive [3,7].

Fig. 5. X-ray of the left femur following POP
cast

The objective of modern fracture treatment is to
obtain an optimal outcome with the patient’s
return to full activity as soon as possible, we
could not achieve this outcome in this patient
because of delay in presentation to UCH, delay
in accessing adequate rFVIII concentrate and the
cost implication. There was mal-alignment of the
fractured femur at discharge, which could have
been prevented by internal fixation [3].

Currently, internal stabilization is indicated in
most displaced fractures in the adult, whereas
external fixation remains the best choice for initial
stabilization when the fracture is complicated by
severe soft-tissue injuries. If a fracture is
promptly treated in a haemophilia patient, it will
progress to healing in a similar time frame to
those occurring in the general population [7].

Table 1. The prothrombin time and activated partial thromboplastin of the patient. PT Control-
15 secs, aPTT Control-35 secs

Week Prothrombin time (sec) Activated partial thromboplastin time (sec) Comments

17 15 95 At presentaion
2" 14 105

3" 15 105

4" 14.5 46 2 hrs post FVIlic
0" - 47 2 hrs post FVIlic
14" - 73 2 hrs post FVIlic
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This case report tries to explain the difficulties
encountered in managing skeletal complications
in patients with Haemophilia in Low resource
country like Nigeria, and shows the level of
awareness of this disorder in our environment.

4. CONCLUSION

Mid shaft fracture was seen and managed in a
young haemophilia patient despite having a
moderate disease. He however has a very active
lifestyle, maybe because of his age. He was
discharged home without full recovery. Prompt
presentation at a tertiary health care facility,
where multidisciplinary services are available will
go a long way in getting an optimal outcome.
There is also a need to make recombinant factor
VIl concentrate more readily available and less
expensive to patients with haemophilia especially
in low resource country like Nigeria.
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