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Fulminant SSPE (Subacute Sclerosing Panencephalitis) has been
defined as the development of at least 66% neurological disability
within 3 months of the first neurological symptom and death or
a severe neurological disability (exceeding 90%) within 6 months
of onset." This case emphasizes the highly fulminant presentation
of SSPE as a hyperkinetic movement disorder, due to which the
classical clinical features could not be appreciated.

A 13-year-old boy, born out of non-consanguinity with nor-
mal birth and development, presented with fever and headache
1 month back. 1 week later, he developed symptoms of inatten-
tion, irritability, blunting of affect and motor and verbal persev-
eration. By week 2, he developed dystonic posturing of the left
upper and lower limbs, florid choreoathetoid movements, and
opisthotonus with grunting sounds (Video 1). This was followed
by three episodes of seizures and altered sensorium. He was man-
aged outside as a case of meningoencephalitis with intravenous
ceftriaxone, acyclovir, and antiepileptics, with some improve-
ment in his sensorium. However, his movement disorder and
cognitive dysfunction worsened, and he presented to us by week
4 of symptom onset. On examination, he was stuporous. Fundus
was normal. All deep tendon reflexes were present with a left
striatal toe. Apart from the hyperkinetic movement disorder,
involuntary vocalization in the form of screaming and singing
was also present (Video 1). Keeping a possibility of autoimmune
encephalitis, he was given pulse steroids followed by plasmaphe-
resis with no improvement.

Workup for Wilson’s disease was normal. CSF (Cerebrospinal
Fluid) revealed lymphocytic pleocytosis with slightly elevated
protein and normal sugar and negative pan-viral PCR and the
autoimmune panel. MRI brain and FDG PET are depicted in
Figures 1 and 2, respectively. Initial EEG showed delta wave
slowing. The slow periodic myoclonus occurring every 2—4 s
appeared 4 weeks into the illness and persisted despite adminis-
tering valproate, levetiracetam and benzodiazepines. He was
immunized for measles with a history of an exanthematous illness
at 4 years of age. Measles CSF IgG antibodies titre by ELISA

came out to be 625.

Our case is unique in a few aspects. Firstly, fulminant SSPE is
a rare presentation, while its presentation as a predominant

1.%3 Most cases of fulmi-

movement disorder is even more unusua
nant SSPE usually present with cognitive impairment, myoclo-
nus and visual loss. Our patient presented with movement
disorders quite early in the course, and the classical slow myoclo-
nus with characteristic EEG findings was evident only later
(Video 2). Secondly, repetitive behaviors and vocalizations can
occur in SSPE due to impairment of cortico-striato-thalamo-cor-
tical circuitry resulting from panencephalitis and white matter
demyelination disrupting GABAergic and glutaminergic neu-
rons.* Thirdly, the fulminant presentation in our patient raised
the possibility of autoimmune encephalitis. Garg et al. have also
described a case of fulminant SSPE that mimicked autoimmune
encephalitis, although their patient’s predominant manifestation

was status epilepticus.” The red flags for a diagnosis of

Video 1. Video demonstrating severe dystonia affecting all four
limbs and face. There are superimposed choreoathetoid
movements and myoclonic jerks. Abnormal vocalization and
opisthotonic posturing are evident in the latter part of the
video.

Video content can be viewed at https://onlinelibrary.wiley.com/
doi/10.1002/mdc3.13686
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FIG. 1. MRI Brain showing T2 hyperintensities in bilateral right >left frontoparietal lobes at 2 weeks of symptom onset involving both gray
and white matter (A); Progression of T2 hyperintense lesions with relative sparing of occipital lobes at week 4 of symptom onset (B);
Sparing of bilateral basal ganglia with involvement of thalamus bilaterally on FLAIR images.

FIG. 2. Transaxial FDG PET (A), CT (B) and fused PET/CT (C) images of the brain showing diffusely increased FDG uptake in bilateral basal
ganglia with no definite morphological CT changes. Asymmetrically reduced FDG uptake is noted in the bilateral cerebral hemispheres,
sparing the sensorimotor and left mesial temporal cortices.

autoimmune encephalitis in our patient were the occurrence of
slow periodic myoclonus and extensive MRI changes, which are
unusual in autoimmune encephalitis. The occurrence of SSPE
despite being vaccinated can be either due to subclinical infec-

tion before vaccination or poor maintenance of the cold chain.
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Video 2. Video showing classical slow myoclonus of SSPE.

Periodic discharges are also shown. S.M.: 1B, 1C.
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