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SUMMARY
The case of a 54-year eld woman who never
knew she had sickle cell anaemia until she
presented with a two week history of
weakness, fever.loss of appetite. nausea, easy
fatiquability and upper abdominal pains is
presented. She was a known hypertensive and
peptic ulcer disease prior to presentation. Her
Peripheral blood film and haemglobin
electrophoresis confirmed diagnosis of sickle
cell anaemia. It is highlighted that while
diagnosis commonly occurs in childhood,
symptomatology of the disease can occur in
middle-age or even at old age in very few
individuals with its attendant consequences
and implications. Routine Haemoglobin
electrophoresis, therefore, is recommended
for all patients with chronic/long standing
jaundice.
KEY WORDS: Sickle cell Anaemia, late
presentation, Diagnosis

INTRODUCTION
Sickle cell anaemia (SeA) is a severe
haemolytic disorder caused by the
homozygous occurrence of the abnormal S
haemoglobin (HbSS). It arises from a point
mutation or adenine to thymine which results
in substitution of valine for glutamic acid at
the 6th position of the beta-globin chain of
human adult haemoglobin(HbA).' The
prevalence of sickle cell anaemia closely
mirrors the worldwide distribution of
falciparum malaria because it has been
postulated that the sickle cell trait confers
some protection against malaria in early
childhood;

however, as a result of migration of peoples to the
industrialized western countries, sickle cell
disease has become prevalent in areas where
malaria is not endemic.' The overall incidence of
sickle cell anaemia in Nigeria is about 2% and in
a country of about 140million people(United
Nations population experts consider 200million
a better estimate), this seemingly small incidence
creates a big burden to our healthcare delivery
system as 3-5miUion Nigerians are affected by
SCA. 3,4 Nigeria. therefore. has the largest sickle
cell gene pool in the world.

There is a great diversity in the frequency and
severity of symptoms and complications
affecting individuals who have sickle cell
anaemia. This diversity is partly explained by
genetic or environmental factors and can
sometimes be seen even among affected siblings.
Clinical manifestation of sickle cell anaemia is
rare before 3 months and infrequent before 6
months of age. ~ The age at which clinical
presentation occurs and the pattern of presenting
symptoms has been based on symptomatic
groups ofpatients." Despite variations in the age
of onset of symptoms, detection and diagnosis of
SCA for the first time above 40years of age is not
common. A case of late and delayed diagnosis in·
sixth decade oflife is hereby reported.

CASE SUMMARY
GB is a 54-year old female civil servant who
presented to the Accident and Emergency unit of
the Delta State University Teaching Hospital
(DELSUTH), Oghara, Delta State with
complaints of upper abdominal pains, weakness,
easy fatiquability, fever. nausea and loss of
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clinic ofDELSUTH and was clinically stable.appetite for 2 weeks duration. There was a
history of yellowness of the eyes for several
years. She was not a known sickle cell disease
patient. She was a known hypertensive for 12
years and was on nifedipine and moduretic
tablets. She was also a known peptic ulcer
disease patient on cimetidine tablets. She was
transfused for the first time in her life four
months prior to presentation with 2 units of
blood.

The only significant finding on physical
examination was that of pallor and jaundice.
Laboratory investigations showed a Full
Blood Count (FBC) of: Haematocrit, 16.0%;
Haemoglobin concentration, 5.3g per dl;
white blood cell count, 11,600 per mm' and
platelet count, 373,000 per mm'. Urea was
133.0mg per dl while creatinine was 2.16mg
per dl. Peripheral blood film showed
anisopoikilocytosis of erythrocytes and
increased number of sickled red blood cells
and target cells. Presence of sickled red blood
cells on blood film necessitated the request of
haemoglobin electrophoresis which showed
only haemoglobin S and absence of
haemomoglobin A confirming diagnosis of
sickle cell anaemia(HbSS). There was
positive Malaria parasite.

She was admitted and co-managed with the
physicians on account of her medical
problems:peptic ulcer disease, hypertension
and renal impairement. She was transfused
with three units of packed red blood cells
which raised the haematocrit to 26.0%. She
was also treated for malaria using the
Artemisilin Combination Therapy (ACT).
After one week of hospital admission, she was
discharged on and placed on routine
haematenics and medications for the
management of sickle cell anaemia. She was
also given a detailed counseling, concerning
her new diagnosis including need for regular
clinic follow-up visits and taking of her
medications religiously. She was seen two
weeks later at the out-patient haematology

DISCUSSION
This case report elicits some basic key questions.
Why would a 54-year old woman be carrying a
homozygous sickle gene (HbSS) and not be
aware? Why has she never had any of the crises
which make sickle cell anaemia one of the most
dreaded diagnoses? Why did she not have any
complications during the course of her
pregnancies and deliveries to warrant her
haemoglobin genotype checked?

The first report of a patient with sickle cell
anaemia was a 20-year old West Indian student in
Chicago in 1910.~ Discovery of sickle cell
anaemia has just marked its centenary
celebration and to late there are established and
defined specific symptoms virtually diagnostic
of sickle cell disease. These include dactylitis,
painful crisis, avascular necrosis of bone
marrow, acute splenic sequestration and aplastic
crisis to mention but a few.

GB has never had any of the clinical features
suggestive of SCA and this led to the late
diagnosis of the disorder. Several reasons could
account for this. Firstly, individuals with high
level of Foetal Haemoglobin (HbF) have
tempered severity of sickle cell anaemia.'

Again, being a female gives a favourable
outcome as HbF levels are consistently higher in
female SCA patients and this is attributable to
hormonal effects." The age of this patient also
favours high levels of HbF which studies have
shown to occasionally rise in older patients. 11.12 It
is also possible this patient has an exceptionally
high level of 2,3 DPG which shifts oxygen-
dissociation curve to right (indicating low
affinity) thereby promoting easy release of
oxygen to the peripheral tissues", a phenomenon
making the patient adapt easily and better to
anaemia. Genetics also plays big role in
alleviating the symptoms of sickle cell disease
and hence promoting longevity. The rate of
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haemolysis is lower in people who also have
two-gene deletion alpha-thalassemia." The
mechanism by which alpha-thalassemia
ameliorates red cell destruction is unknown.

Late /delayed diagnosis of sickle cell anaemia
has its dire consequences. Most organ injury
and systemic complications are produced
from years of intermittent ischaemia from
vaso-oclusion and some of these
complications are reduced significantly from
regular follow up and routine medications if
the diagnosis is made early in an individual.
This patient at the point of diagnosis had
already had three systemic complications:
cardiovascular (hypertension), GIT (peptic
ulcer disease) and renal (sickle cell
nephropathy/renal failure). The risk of renal
dysfunction or failure is substantial in patients
with sickle cell anaemia." The high
osmolality in the renal medulla increases cell
propensity to sickling leading to medullary
ischaemia and papillary necrosis." This
woman has peptic ulcer disease which occurs
in HbSS patients even in absence of elevated
gastric acid secretion, a pointer to primary
mucosal infarctive lesion.

Blood pressure is typically low in HbSS and
fails to show the age-related rise common in
normal populations.'7.'s Hypertension in GB,
however, may not be unconnected with end
organ damage. .

CONCLUSION
As a way of making early diagnosis, routine
haemoglobin electrophoresis is
recommended for all patients with long
standingjaundice.
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