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Abstract
This report is of a twelve year old Nigerian girl who presented to the Eye clinic of Federal Medical
Centre, Owo, and Ondo State, Nigeria in March, 2010 on account of poor vision of five years
duration. Examination of the patient revealed features which were in keeping with Marfan’s
syndrome and bilateral ectopia lentis. The patient was refracted and recommended glasses which
improved her vision were prescribed. The patient was also referred to the cardiologist for further
evaluation and management. Multi disciplinary approach should be adopted in the management of
Marfan’s syndrome so as to prevent complications most especially life threatening ones.
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Marfan’s syndrome is a genetic disorder of the connective tissue. It is an autosomal dominant
disorder involving the cardiovascular, skeletal and ocular systems [1]. The skin, integument, lung,
muscle, adipose tissue and dura can also be affected [2,3]. Marfan’s syndrome was first described
by Antonie-Bernard Marfan in an 1896 case report of a young girl with unusual musculoskeletal
features [3]. It has been reported to occur in 8 to 10 per 100,000 populations per year [4]. In 1991
the fibrillin-1(FBN 1) gene mutation on chromosome 15 was identified as a cause of Marfan’s
syndrome [5]. Fibrillin, a glycoprotein provides force bearing structural support and elasticity of the
ocular connective tissues [5]. It is found in multiple structures in the eye and plays integral role in
maintaining the integrity of the healthy eye [6]. The ophthalmic features of Marfan’s syndrome were
first described in 1914 by Boerger a Peadiatrician [7].
There are no unique signs or symptoms of Marfan’s syndrome, the constellation of long limbs,
dislocated lenses and aortic root dilation is a pointer to making the diagnosis. There are more than
thirty other clinical features that are variably associated with the syndrome, most involving the
skeleton, skin and joints. There is a great deal of clinical variability even within families that carry
the identical mutation. Many individuals with Marfan’s syndrome grow to above average height.
Some have long limbs with long fingers and toes (arachnodactyly). This condition of elongated
limbs is known as dolichostenomelia. An individual’s arms may be disproportionately long with
thin weak wrists. In addition to affecting height and limb proportions, it can present with other
skeletal abnormalities like scoliosis, pectus excarvatum and pectus carinatum.
The main ocular features of Marfan syndrome all of which can result in poor vision include
bilateral ectopia lentis, myopia and retinal detachment [8]. About half of patients with Marfan’s
syndrome are diagnosed by an Ophthalmologist; some individuals may present with ocular signs
suggestive of this syndrome [9]. In view of the importance of the ocular signs of Marfan’s syndrome,
we decided to report the case of a twelve year old Nigerian girl with Marfan’s syndrome who
presented with biltateral ectopia lentis. The authors are aware of few reports of similar presentation
in Nigeria.

Case Presentation
AO, a twelve year old Nigerian girl was brought by her mother on the 8th of March, 2010 on
account of poor vision of five years duration. The attention of the parents was drawn to the poor
vision by one of her school teachers. The late presentation was attributed to financial constraint.
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Figure 3: Arachnodactyly (Long Fingers).

Figure 1: Full view of the patient.

Figure 4: High arched palate.

post-dilation of both pupils revealed supero-temporal displacement
of the clear crystalline lens of both eyes. Dilated fund us copy revealed
flat retina and pink optic disc with cup disc ratio of 0.3 in both eyes.
An attempt at carrying out cycloplegic refraction was not successful
as the reflexes were very poor. A subjective refraction was done and
the patient accepted -2DS in both eyes with a visual acuity of 6/18. The
recommended glasses were dispensed and patient was encouraged
to utilize it. The patient is to come for periodic ocular review every
three months. In view of the findings in the cardiovascular system
the patient was referred to the cardiologist for further evaluation and
management.

Figure 2: Bilateral ectopia lentis (RE & LE).

There is no history of easy fatiguability or breathlessness. She is a
product of normal spontaneous vertex delivery. The developmental
history was apparently normal. Her intelligence and behaviour were
normal. The child is the first born in a monogamous family of two.
The father is a welder while the mother is a petty trader. There is no
similar occurrence in her family.

Discussion
Ectopia lentis is a displacement or malposition of the crystalline
lens of the eye from its normal position [10]. A partial displacement
of the lens is called sub-luxation while a complete displacement of the
lens is called luxation.
Ectopia lentis is potentially visually debilitating but visual acuity
varies with the degree of mal position of the lens.

Physical examination revealed a tall and thin patient with long
extremities as well as elongated face. The patient also had high arched
palate, long fingers (arachnodactyly) and fairly long toes. The height
of the patient was 1.43 m while the arms’ length was 1.48 m.
The examination of the cardiovascular system revealed left
parasternal heave, heart sound S1 and S2 with loud P2. The chest was
clear and no abnormality was detected in the abdomen. The CNS was
grossly intact.

The presence of ectopia lentis is a major criterion for the diagnosis
of Marfan’s syndrome which unequivocally establishes the diagnosis
of Marfan’s syndrome in 86% of cases [11]. Marfan’s syndrome is
the most frequent cause of inherited ectopia lentis [12]. The most
common ocular abnormality of Marfan’s syndrome is ectopia lentis
occurring in 50% to 80% of affected individuals [13].

Ocular examination revealed a visual acuity of 6/60 in the right
eye which improved to 6/36 with pin hole and a visual acuity of 6/36
in the left eye which improved to 6/24 with pin hole. The anterior
segments were quiet in both eyes. The pupils were briskly reactive. The
view of the fund us was poor prior to dilation. Further examination

Common non-surgical interventions in ectopia lentis include
refractive aid and pharmacological manipulation of the pupil.
Indications for lens extraction include lens opacity with poor visual
function, anisometropia, refractive error not amenable to optical
correction, impending luxation and lens-induced glaucoma or uveitis
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