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Late onset Rasmussen encephalitis:

complete remission after one

session of plasmapheresis
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Rasmussen’s encephalitis (RE) is an

immunomediated disorder characterized

by unilateral hemispheric atrophy, drug-

resistant focal epilepsy and progressive

neurological deficits [1]. The etiology of

RE is unknown. In the adult form the

semiology may include motor signs,

visual, olfactory and dysmnesic features,

as well as loss of contact [2]. The out-

come of RE is disappointing. Treatment

includes corticosteroids, immunoglobu-

lins, plasma exchange (PE), cyclophos-

phamide and tacrolimus but also

antiepileptic drugs (AEDs) and, in the

most severe cases, functional hemi-

spherectomy or hemispherotomy [3,4].

We describe a case of late-onset RE with

an excellent outcome after one PE cycle.

Case report

A 32-year-old woman was admitted to

our hospital for subcontinuous ascend-

ing epigastric sensation, chest tightness

and paresthesia and weakness of the left

part of the body. These symptoms had

started 2 years before: they lasted for

30 min and had a frequency of four epi-

sodes per day. A few days after admis-

sion she presented a motor seizure with

clonic movements in the left side of the

face and ipsilateral arm. Electroen-

cephalography (EEG) showed recruiting

rapid activity over the right fronto-cen-

tral-parietal regions. The seizures

became continuous, with long-term EEG

monitoring showing continuous

monomorphic theta-delta slow waves

over the same regions. We performed

serial brain magnetic resonance imaging

(MRI) which, compared to previous

MRI performed 2 years before (Fig. 1a),

showed right hemisphere atrophy associ-

ated with T2/fluid-attenuated inversion

recovery (FLAIR) hyperintense signal

(Fig. 1b). Serum and cerebrospinal fluid

tests for anti-GluR3 and anti-N-methyl-

D-aspartate (NMDA) antibodies were

negative. She was prescribed various

AEDs and high-dose steroids with a

poor outcome. Therefore, PE was per-

formed and after one cycle of five ses-

sions a dramatic resolution of symptoms

and EEG findings was observed. MRI

showed the disappearance of the hyperin-

tense signal (Fig. 1c). After 18 months

she was seizure free with AED therapy;

the EEG showed no abnormalities and

her last brain MRI showed an increased

degree of atrophy of the right hemisphere

(Fig. 1d).

Discussion

The most typical findings of adult RE

are the mild disease evolution, less severe

drug-resistant seizures and more limited

brain structural alterations. Treatment of

RE is challenging. In our patient, neither

AEDs nor corticosteroids produced a

clinical improvement. Therefore PE was

performed achieving a resolution of

symptoms.

In a case report a patient improved

after 6 months of treatment, with stabi-

lization after 42 sessions of PE, and a

worsening of the clinical condition during

(a) (b) (c) (d)

Figure 1 Serial brain MRI of the patient. (a) Two years before our admission, mild atrophy of the insula and frontal lobe. (b)

Increased degree of atrophy associated with T2/FLAIR hyperintense signal. (c) After PE treatment disappearance of the previous T2/

FLAIR hyperintense signal. (d) After 18 months follow-up complete resolution of hyperintensity and increased atrophy.
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1 month’s interruption [5]. Other reports

described only temporary or longer last-

ing improvement of the symptoms of

RE by removal of antibodies from the

circulation, but only with long-term

treatments [6]. All previous reports indi-

cate heterogeneity in the magnitude of

clinical improvement in RE after PE

and none of them demonstrates a long-

term improvement after a single cycle

of PE.

We described a case of a complete

remission after a single cycle of PE

documented by 18 months of follow-up.
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