CASE REPORT

A Rare Case of Diabetic Papillopathy Presenting with
Pseudo-Foster Kennedy Syndrome

Wei TX°®, Abd Jalil NF° , Muhammed J°

“Department of Ophthalmology, Hospital Melaka, Malaysia.
®Department of Ophthalmology and Visual Sciences, School of Medical Sciences, University Sains Malaysia.

Keywords
optic disc swelling; diabetic papillopathy;
pseudo-foster kennedy

Corresponding Author

Dr. Ting Xiao Wei

Department of Ophthalmology and Visual
Sciences, School of Medical Sciences,
University Sains Malaysia, Kubang Kerian,
16150 Kota Bharu, Kelantan.

Email: xwei_89@yahoo.com

Received: 7th July 2021; Accepted: 7th
February 2022

Doi: https://doi.org/10.31436/imjm.v22i2

ABSTRACT

Pseudo-Foster Kennedy syndrome (PFKS) is defined as unilateral disc oedema with
contralateral optic nerve pallor, in the absence of intracranial pathologies. Diabetic
papillopathy is a rare ocular manifestation of diabetes mellitus (DM). We report a rare
case of PFKS secondary to diabetic papillopathy in a young patient with type 2 DM who
had poor glucose control. There was optic disc swelling over the right eye and optic disc
pallor over the left eye. His visual field assessment showed right inferior field defect and
general depression in the left. Optical coherence tomography retinal nerve fibre layer
showed normal thickness over the right eye and generalized thinning over the left eye.
Neuroimaging and other laboratory investigations were unremarkable. With good
glycemic control, the optic disc swelling over the right eye resolved. Visual field defect
remained the same but retinal nerve fiber layer showed thinning in areas where the edema

had resolved.

INTRODUCTION

Pscudo-Foster Kennedy syndrome (PFKS) is defined as
optic disc pallor in one eye and optic disc oedema in the
contralateral eye in the absence of intracranial mass.! It is
commonly caused by bilateral sequential optic neuritis or
ischemic optic neuropathy.2 Other causes which have been
reported in the literature include benign intracranial
hypertension and optic nerve hypoplasia.? To date, there
are only a handful of cases that have reported diabetic
papillopathy presenting as pseudo-Foster Kennedy. We
report here on a case of pseudo-Foster Kennedy secondary
to diabetic papillopathy and to describe the findings on
visual field assessment and optical coherence tomography
of the retinal nerve fibre layers (OCT RNFL) of this
patient, which has not been discussed in previous

literature.

CASE REPORT

A 3l-year old Malay gentleman, with underlying Type 2
Diabetes Mellitus (DM), presented to the ophthalmology
outpatient clinic with both eyes blurring of vision. His
symptoms started in the left eye and had developed similar

complaints in the fellow eye 6 weeks later. Otherwise,

there were no symptoms of raised intracranial pressure and
there were no neurological deficits. His past ocular history
was unremarkable. He had Type 2 DM for two years, and
his sugar control was not optimum. Upon examination,
best-cotrected vision in both eyes were 6/12. There was
relative afferent pupillary defect in the left eye.
Examination of the anterior segment examination was
unremarkable. Fundus examination of the right eye
showed a markedly swollen optic disc and it was associated
with superficial, radially oriented and dilated telangiectatic
vessels. The left optic disc was pale and atrophied. (Figure
1) There were no diabetic retinopathy changes seen on
both fundi.

Figure 1: Right eye optic disc swelling and left eye optic disc pallor

The central nervous system examination showed no
abnormalities. Colour vision was normal in both eyes.
Visual field assessment over the right eye showed an
inferior field defect, while the left eye showed a

generalized depression. (Figure 2)
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Figure 2: Right eye inferior field defect and left eye generalized depression

OCT RNFL of the right eye showed normal thickness but
left eye showed generalized retinal nerve fibre layer

thinning in all four quadrants. (Figure 3)
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Figure 3: OCT RNFL of both eyes with left eye showing thinning in all
quadrants

Computed tomography and magnetic resonance imaging
of the
intraorbital abnormalities. His random blood sugar was
12.3 mmol/L, HbA1C was 11.3%, fasting blood sugar
11mmol/L. Blood pressure during presentation was
139/97. Other blood investigations including full blood

count, renal profile and ESR were within normal limits.

brain and orbit showed no intracranial or

Syphilis and TB workup were unrevealing. He was
diagnosed with pseudo-Foster Kennedy syndrome (PFKS)
secondary to diabetic papillopathy.

He was co-managed with the general physician in his
glycemic control. He was started on a second oral
hypoglycemic agent, with glucose levels targeted between
5 to 7mmol/L. During subsequent follow up at one
month and three months, his vision remained the same.
Disc oedema over his right eye had mostly resolved except
the inferior temporal quadrant, which remained swollen at
3 months. The optic disc of the left eye remains pale.
Visual field defects had remained the same. However,
OCT RNFL showed thinning in areas where disc edema
had resolved in the right eye. (Figure 4)
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Figure 4: OCT RNFL after three months with right eye thinning in temporal
quadrants
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DISCUSSION

Diabetic papillopathy is characterized by unilateral or
bilateral optic disc edema with array of visual loss seen in
patients with diabetes. It is associated with both type 1 and
type 2 DM and may occur regardless of metabolic control
or severity of diabetic retinopathy.* Its exact incidence Is
unknown as it is rarely reported in the literature. The
pathophysiology of diabetic papillopathy is thought to be
caused by a disruption of interstitial fluid dynamics and
perfusion of capillary membranes resulting in edema,
which will subsequently lead to ischemia, compression
or toxic effects on the optic nerve head.* Diabetic
papillopathy commonly occurs in younger patients and
they present with normal pupil function, unilateral or
bilateral disc swelling with associated dilated telangiectatic
vessels and enlarged blind spot.* Bilateral involvement in a
sequential manner resulting in a pseudo-Foster Kennedy

clinical picture as seen in our patient is rare.

Diagnosis of diabetic papillopathy can be made when
there is a confirmed diagnosis of diabetes with presence of
optic disc edema without a substantial optic nerve
dysfunction. There must not be raised intracranial
pressure, and secondary causes such as infection or
infiltration to the optic nerve.> Non-arteritic ischaemic
optic neuropathy (NAION) is a differential diagnosis
which may present in a similar manner, particularly a
sequential NAION, whereby there may be optic disc
swelling accompanied with optic atrophy in the fellow eye.
NAION typically older

symptoms are acute in onset and there is usually a more

However, affects patients,
marked visual impairment. Moreover, blood pressure in
this patient was also within the normal range during

presentation.

An array of ocular investigations can be done to aid
diagnosis. Fundus fluorescein angiography of patients with
diabetic papillopathy will show disc hyperfluorescence
with late leakage and absence of choroidal hypoperfusion.
However, there are no reports regarding the visual field or
OCT RNFL findings in these patients. The visual field
changes in our patient which showed an inferior field
defect in the eye with optic disc swelling and generalized

depression over the eye with optic atrophy was consistent
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with findings in other reported cases of pseudo-Foster
Kennedy syndrome PFKS which were secondary to other
causes, such as NAION and vitamin B12 deficiency.67
However, Trikey et al reported an enlarged blind spot with
peripheral field constriction over the eye with optic disc
swelling and generalized depression in the eye with optic
atrophy.8 OCT RNFL of our patient showed generalized
thinning in the eye with optic atrophy and normal
thickness in the eye with swollen optic disc. This was also
consistent with the above mentioned patients with
NAION and vitamin B12 deficiency. There was no
progression of the visual field defect in our patient over
both eyes. However, OCT RNFL showed thinning at areas
where the optic disc swelling had resolved, most likely

indicating optic disc atrophy occurred in those areas.

Diabetic papillopathy generally has a good prognosis and
usually does not require any treatment. Strict glycemic
control has shown wvariable outcomes, with some case
reports showing resolution of the disc edema while some
reporting worsening of the diabetic papillopathy.+?
Periocular steroids and intravitreal Bevacizumab have been

reported to show promising outcomes. 10

CONCLUSION

Though rare, diabetic papillopathy may present as PKFS.
As both pseudo-Foster Kennedy and diabetic papillopathy
are diagnosis of exclusion, neuroimaging and laboratory
investigations are imperative to rule out other life-
threatening causes of true Foster-Kennedy syndrome and
optic disc swelling. Ocular investigations including visual
field assessment and OCT RNFL are helpful in monitoring
the structural and functional changes of the optic nerve in

these conditions.
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