Posterior Reversible Encephalopathy Syndrome
To the Editor:

We read with interest the article by Varaprasad, et al' in which the authors
studied 13 patients with systemic lupus erythematosus (SLE) and posteri-
or reversible encephalopathy syndrome (PRES) presenting clinical and
magnetic resonance imaging (MRI) features. All patients were female,
ranging in age from 14 to 37 years. The duration of SLE ranged from 1.5
to 36 months. Eleven patients had seizures, 10 had headaches, 7 had loss
of consciousness and vomiting, 3 had transient vision loss, and each pre-
sented paraparesis and left hemiplegia. All patients showed both early
stages of SLE and hypertension. Eight patients were receiving corticos-
teroids and 4 were taking monthly cyclophosphamide.

In 2007, we described the first case of PRES associated with SLE and
thrombotic thrombocytopenic purpura?. In that case, the neurologic symp-
toms, the characteristic MR images, and the prompt full response to treat-
ment enabled the diagnosis (Figure 1).

After that, we followed 2 other patients with PRES. Of the 3 total cases,
1 had SLE, another presented with SLE and thrombotic thrombocytopenic
purpura, and the third with postinfection glomerulonephritis. Two were
women and all ages ranged from 15 to 31 years. The duration of SLE was
1 month and 108 months, respectively, and SLE was active in both patients
(SLE Disease Activity Index of 28 and 12). Similar to Varaprasad’s series,
all our patients presented with headaches, hypertension, renal involvement,
and seizures; 1 patient had loss of consciousness and hemiplegia.

Although some authors do not specify the duration of SLE in their
reports, others describe the diagnosis of PRES in patients with SLE
between 1 and 20 years’ duration3+3,

Most patients showed active lupus, with nephritis being the most com-
mon accompaniment. Renal failure and severe hypertension are known risk
factors for the development of PRES®. The occurrence of PRES in nor-
motensives and treatment-naive patients may explain that the endothelial
dysfunction due to disease activity plays an important pathogenetic role’.
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Figure 1. Magnetic resonance image shows occipital bilateral hyperintense
images on T2 and fluid-attenuated inversion recovery sparing the calcarine
and paramedian occipital lobe structures.

On the MR images, lesions may be observed in detail. They are
hypointense on T1 and hyperintense on T2 images, with greater sensitivity
of the fluid-attenuated inversion recovery and of the apparent diffusion
coefficient map. They are typically bilateral and symmetrical and they fol-
low the calcarine and paramedian occipital lobe structures. This allows a
differentiation from those observed in the obstructions of the posterior
cerebral artery or in the top of the basilar artery, where the calcarine region
is invariably compromised. Less frequently, they may be found in the cere-
bral cortex, cerebellum, basal ganglia, and frontal lobe®3. These latter atyp-
ical characteristics and the report of some cases with permanent sequels
allowed Alurralde, et al to question the use of the prefix “leuco” and the
terms “posterior” and “reversible” in the PRES nomenclature®.

Our patients” MRI presented PRES with diffuse bilateral gray and
white matter involvement, especially in the posterior fossa. One patient’s
MRI also showed lesions in the cerebral cortex, cerebellum, basal ganglia,
and frontal lobe. These lesions normalized after the treatment.

The 3 patients were treated with antihypertensive drugs. Two also
received methylprednisolone intravenously (IV), 1 received meprednisone
40 mg/day orally, 2 were treated with antiepileptic drugs, and 2 with
cyclophosphamide IV. Plasmapheresis was used with 1 patient. Similar to
Varaprasad’s series, the time for recovery from PRES was 10 days in 2
patients and 1 day in the third patient.

Urgent and aggressive treatment of arterial hypertension, seizures, and
renal failure, in addition to dose decreases or suspension of treatment with
immunosuppressive agents, is the key to reversibility of PRES?.

PRES is a serious clinical multifactor radiologic manifestation and
should be included in the differential diagnosis of all patients with connec-
tive tissue disease who have seizures, severe arterial hypertension, and
renal failure, or who are treated with immunosuppressive drugs.

MRI is the chosen technique for a fast differential diagnosis, as it
allows prompt treatment and therefore helps decrease the risk of permanent
sequelae.
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