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LETTER TO THE EDITOR
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Pinar Altiaylik Ozer, MD, FEBO
1, Mehpare Ozkan, MD

2, Hande Taylan Sekeroglu, MD
3,

Sibel Kadayifcilar, MD
3, Deniz Yuksel, MD

2, Ayse Aksoy, MD
2

1Department of Ophthalmology, 2Department of Pediatric Neurology, Sami Ulus Children’s Hospital, Altindag,
Ankara, Turkey, and 3Department of Ophthalmology, Hacettepe University-Faculty of Medicine, Ankara, Turkey

ABSTRACT

Subacute sclerosing panencephalitis is a rare disease of central nervous system caused by defective measles
virus. Chorioretinitis with macular involvement is the mostly observed ocular finding in the disease. Other
reported ocular findings in the disease are cortical blindness, hemianopsia, nystagmus, extraocular muscle
paresis and optic atrophy. We present a rare case of subacute sclerosing panencephalitis with isolated bilateral
optic neuritis as the only ocular finding without macular involvement.
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Subacute sclerosing panencephalitis (SSPE) is a
chronic progressive viral infection of the central
nervous system, with degenerative changes caused
by the rubeola virus. The age at presentation in the
literature is given as 8–11 years, with onset usually
occurring 6 years after measles infection after a 6- to
8-year incubancy period.1

Clinical findings and course of the disease vary
in each case but initial symptoms commonly are
decrease in school performance, progressive mental
detoriation, myoclonic jerks, focal and generalized
seizures, ataxia, and visual disturbances mostly due
to chorioretinitis.2,3 The disease is fatal, usually
resulting in death in 1–3 years.1,3 Higher remission
rates are reported in adults with SSPE, but among
those who progress, survival is shorter, with 5% dying
within 3 months and only 20% alive more than 4 years
after diagnosis.1

Although it is not a part of the diagnostic
criteria, ocular involvement is common in SSPE.
Cortical blindness, hemianopsia, nystagmus, extrao-
cular muscle paresis, papilledema, optic atrophy,
macular chorioretinitis, and pigment alterations are
reported in the literature.4–6 They generally appear

concomitant with neurological signs but may occa-
tionally preceed neurological findings. Chorioretinitis
is reported as the most frequent ocular finding in
the disease.4–6 Here we report a case of SSPE
without any of the other reported ocular findings
of the disease other than bilateral optic neuritis
and with no observation of chorioretinal involve-
ment during the follow-up despite neurologic
detoriation.

The authors adhered to the Declaration of Helsinki
and all state laws in our country, and parents of the
patient were asked to give consent before she was
enrolled in the study.

We present an 11-year-old girl with seizures and
myoclonic jerks for 3 months who had received a
diagnosis of SSPE in a pediatric neurology clinic.
She was admitted to our hospital due to a gradual loss
of vision in her eyes for 3 days. The family didn’t
notice whether her peripheral vision was intact or not.
No further information was detected about her color
vision or night vision. She was hospitalized for further
investigation. She was using carbamazepin 2� 400 mg
po and isoprinosine 3� 1 po treatment on admission,
which was started by her pediatric neurologist.
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She had a history of generalized skin eruption at
3 years of age but the cause was not known by the
family. She was co-operative but seemed depressive
in behavior and had difficulty in understanding
straightforward requests. She was unable to perform
simple calculations. Neurological examination was
normal for upper and lower extremity muscle tones,
deep tendon reflexes were normoactive, and extra-
pyramidal system examination and cereballar tests
were normal. Pupils were both dilated and unreactive
to light. Visual acuity was estimated as at the level
of perceiving hand motion bilaterally. Color vision
was abnormal in both eyes, which was tested by
Ishihara pseudoisochromatic plates. The anterior
segment was normal in both eyes. On funduscopy
the discs bilaterally appeared edematous (Figures 1, 2)
and VEP p100 latencies were found to be prolonged
on both sides. No macular or chorioretinal findings
were observed on fundus examination during
hospitalization.

Routine blood tests, including hemogram and
sedimentation rate, were normal. EEG findings of
the patient were compatible with SSPE as periodical
high-amplitude sharp and slow waves not suppressed
by intravenous diazepam; cranial MRI revealed
subcortical and cortical edema in 3 cerebral foci in
left occipital lobe, right parietal lobe, and frontal
lobe (Figures 3, 4). The opening CSF pressure in her
LP was calculated as 140 mmH2O, which is important
for excluding the the diagnosis of idiopathic intracra-
nial hypertension. Rubeola IgG antibody titers in
CSF were determined as 1.99 (41.1 RU/mL by
ELISA). EEG findings and high CSF rubeola IgG
level confirmed the present diagnosis of SSPE, and
IVIG treatment 0.4 g/kg/day for 5 days was started
immediately. The patient’s systemic and ocular status
remained unchanged during 7 days of hospitalization.
Supportive care was carried out by our neurology
department. The patient showed no improvement
in her general condition and was finally taken by her

parents to be nursed at home. Her condition deterio-
rated so that 2 months after her first visit she was
unable to walk or feed herself and had bilateral
myoclonic jerks.

After 1 year of follow-up, there was no macular or
chorioretinal involvement observed on fundus exam-
ination. Bilateral papillitis was still present in the
last visit with the same visual acuity of perception
of hand motion in both eyes. Neurological status
continued to worsen.

Since eyes are developed from the optic vesicule
of prosencephalone in the embryonic period, SSPE-
like diffuse central nervous system diseases may
affect ocular neuroectodermal structures.7 Ocular
involvement in SSPE is seen in 50% cases and
chorioretinitis is reported as the most frequent

FIGURE 3. Cranial MRI-T1 coronal section with contrast
injection.

FIGURE 1. Fundus photograph of right eye on admission. FIGURE 2. Fundus photograph of left eye on admission.
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finding.5,8 Cortical blindness, hemianopsia, nystag-
mus, extraocular muscle paresis, papilledema, optic
atrophy, macular chorioretinitis, and pigment altera-
tions are also reported and generally are observed
before the neurological signs appear.4 Disc edema had
been reported in 20% of SSPE patients studied.4

Ophthalmic manifestations of SSPE have previously
been reported in small series or in case reports.9–15

A case with bilateral optic nerve involvement was
reported by Tandon et al.,11 which was a young
girl who initially presented with bilateral papillitis
and subsequently developed macular retinitis.
Nelson et al. presented autopsy results of two teenage
girls who died due to SSPE, and reported postmortem
demonstration of the retinal lesions even in one
of the cases without any visual complaints during
the illness and no retinal lesions demonstrated
during life, except for some pallor of the optic
discs.9 It has been suggested that there is possibly
measles virus-acquired virulent neurotropism in the
retina before involvement of the central nervous
system.16

Our patient had a visual disturbance that started
after her seizures had begun, which is not the typical
time course reported in the literature. Another
different aspect of our case is that SSPE cases may
present with isolated optic nerve involvement as
bilateral optic neuritis without any chorioretinal or
macular changes. Of course, subcortical and cortical
edema demonstrated in our patient’s MRI may be
another factor in her visual disturbance. It should
also be remembered that cortical blindness, which
is reported occasionally, may also contribute to the
visual loss in these patients.4 But the point we want to
emphasize in this case report is the optic nerve

involvement without any chorioretinal changes,
which is quite different than most of the case reports
in the literature.

The findings of macular pigmentary changes with
‘‘hole’’ formation and focal areas of chorioretinitis
should alert the clinician to the possibility of SSPE.10

But children with visual and neurologic disturbances
that are associated either with isolated optic nerve
edema or as part of a combined picture of optic nerve
edema and macular pigmentary changes (especially
chorioretinitis) should be investigated for the diag-
nosis of SSPE by EEG and CSF examination of rubeola
IgG levels.
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