
www.neurologia.com  Rev Neurol 2012; 54 (1)

letters

60

Atypical presentation of adult-age 
onset subacute sclerosing 
panencephalitis

Dolores Vilas a, Juan L. Becerra a, Manuel 
Lozano a, Alexandra Soriano b, Lourdes Matas c,d, 
Elisa Martró c,d, Antonio Dávalos a

a Department of Neurosciences. b Institut del Diagnòstic 
per la Imatge (IDI). c Department of Microbiology. 
Hospital Universitari Germans Trias i Pujol. Badalona, 
Barcelona. d CIBER de Epidemiología y Salud Pública 
(CIBERESP). Barcelona, España. 

Corresponding author: Dra. Dolores Vilas Rolán. 
Departamento de Neurociencias. Hospital Universitari 
Germans Trias i Pujol. Ctra. Canyet, s/n. E-08916 
Badalona (Barcelona).

E-mail: doloviro@hotmail.com

Accepted: 20.09.11.

How to cite this article: Vilas D, Becerra JL, Lozano M, 
Soriano A, Matas L, Martró E, et al. Atypical presentation 
of adult-age onset subacute sclerosing panencephalitis. 
Rev Neurol 2012; 54: 60-1.

Versión española disponible en www.neurologia.com

© 2012 Revista de Neurología

Subacute sclerosing panencephalitis (SSPE) is 
an inflammatory disorder of the central nervous 
system (CNS) caused by an aberrant measles 
virus infection [1,2]. Its presentation is rare in 
developed countries [1] and in adults [3,4]. Vi-
sual manifestations are the commonest mode 
of clinical presentation [4]. The disease appar-
ently has a more aggressive course in adults. 
We report the case of a 22-year-old man pre-
senting with an atypical adult-onset SSPE in a 
developed country with a histological confirmed 
diagnosis.

A 22-year-old man was admitted to our hospital 
because of behavioral changes. Four days be-
fore admission he was found lying on the road. 
A cranial computed tomography (CT) revealed 
generalized atrophy. Under the suspicion of 
psychiatric disorder, neuroleptic treatment was 
started. While on the emergency room, he had 
a tonic-clonic seizure. 

He was born in Pakistan and had travelled 
to Spain 3 months before admission. Three years 
earlier, after his father’s death, he suffered a 
reduction in spontaneous speech and increas-
ing shyness which were interpreted as a reac-
tive depression. Three months before admission 
to our hospital, he suffered a change in his be-
havior, with progressive memory impairment. 

On neurologic evaluation, he had spontane-
ous ocular opening and mutism. Pupils were 
midriatic, reactive. He moved his four extremi-
ties symmetrically with no apparent sensitivity 
disorder. There was increased tone in arms and 
legs. The deep-tendon reflexes were brisk with 
bilateral patellar and ankle clonus. The plantar 
responses were flexor. The results of blood and 
urine tests were normal. Toxic screening was 
negative. Testing of blood for antibodies to the 
human immunodeficiency virus, rapid-plasma-
reagin testing, and a paraneoplastic antibody 
panel were negative. 

The analysis of the cerebrospinal fluid (CSF) 
revealed high levels of protein with absence of 
cells and normal levels of glucose; no organ-
isms were detected on Gram’s staining and PCR 
testing for JC virus was negative. An electroen-
cephalogram showed diffuse theta-range back-
ground slowing without epileptiform activity. 
Magnetic resonance imaging (MRI) study of the 
brain showed diffuse white-matter disease and 
generalized brain atrophy (Figure, a). There was 
no enhancement after the administration of 
gadolinium. The determination of arylsulphatase 

and galactosylceramide β-galactosidase (GALC) 
were negative. Ophthalmologic and electro-
physiology studies were normal. 

The patient became quadriparetic with spas-
ticity, akinetic mutism, dysphagia, and autonom-
ic failure with loss of thermoregulation. In order 
to find a diagnosis, an MRI-guided stereotactic 
biopsy of the frontal lobe was performed. Micro-
scopical examination showed demyelinated ar-
eas, small perivascular cuffs of lymphocytes, 
which extended into the adjacent parenchyma, 
with moderate microglial proliferation (Figure, c). 

After some weeks, myoclonus appeared. An-
other EEG showed generalized periodic high-
amplitude sharp waves (Figure, b). The measles 
immunoglobulin G titer was over 1:45,000 on 
CSF analysis and it was greater than the serum 
titer (1:450,000). The measles-specific cerebro-
spinal fluid to serum Ig G antibody index was 
elevated at 16.1 (normal value < 1.4). Measles 
specific PCR [6] on a CSF specimen withdrawn 2 
years after the initial hospital admission was 
negative. However, negative results on CSF in 
cases of subacute sclerosing panencephalitis 
have been previously reported [7]. 

Figure. a) Brain MRI, FLAIR sequence: diffuse white-matter disease and generalized brain atrophy; b) EEG: generalized 
periodic high amplitude sharp waves (Radermecker complexes); c) Biopsy of the frontal lobe: demyelinated areas, 
small perivascular cuffs of lymphocytes and moderate microglial proliferation.
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Approximately fifty cases of SSPE have been re-
ported in those over 18 years of age [3,4]. Visual 
manifestations are the commonest clinical pre-
sentation [5]. The disease apparently has a more 
aggressive course in adults and it is rapidly fatal 
in the majority of patients.

Our case had clinical presentation of this un-
common disease in an unusual age of onset 
without myoclonus and typical EEG changes un-
til the late stage. The diagnosis was supported 
by the biopsy. Alternatively, the suspicion of 
SSPE may be based upon characteristic clinical 
manifestations, the presence of Radermecker 
complexes and the demonstration of raised an-
tibody title against measles in the plasma and 
cerebrospinal fluid [4]. Our patient did not fulfill 
these criteria until the late stage of the disease 
when he developed clinical, electric and immu-
nologic criteria.
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