Case Report

J Med Cases * 2013;4(10):670-672

Oligosymptomatic Reversible Posterior Leukoencephalopathy
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Abstract

Reversible posterior leukoencephalopathy (RPL) is a pathology
that was first described in 1996. It is characterized by a clinical syn-
drome with sudden headache, altered mental status, visual impair-
ment, seizures and radiological findings (mostly in posterior ence-
phalic regions). It has a sudden onset which makes diagnosis more
difficult. RPL has been relationed with several pathologies and use
of some drugs. We report a case of a young female, diagnosed of
Eritematous Systemic Lupus who developed an oligosymptomatic
RPL. Although RPL frequently has a sudden onset with multiple
symptoms, sometimes it can go with minimum signs, so physicians
should be aware of this pathology in order to make an early diagno-
sis and correct treatment.
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Introduction

Reversible Posterior Leukoencephalopathy (RPL) was first
described by Hinchey et al [1] in 1996. Its fisiopathology
remains unclear but seems to be related to a failure of the
cerebral blood pressure mechanism or to an endothelial dys-
function. This neurological syndrome is characterized by
seizures (partial or generalized), sudden headache with no
response to analgesia, altered mental status and visual im-
pairment. The RPL is mainly reversible but sometimes it can
have a fatal course [2]. Otherwise, as it has many different
etiologies, clinical manifestations may vary.
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Case Report

An 18-year-old female, right handed, with not known aller-
gies and medical history of Eritematous Sistemic Lupus and
Lupic Nephritis (level I1IIA). The year before she had been
treated with ciclofosfamide and mycophenolate. The pa-
tient developed increased edema in lower limbs so she was
transferred to the hospital, where she started taking again
ciclofosfamide and intravenous methiprednysolone pulses.
During the first days of hospitalization, she remained asymp-
tomatic but with high blood pressure that decreased with an-
tihypertensive drugs.

After a week, she developed a progressive mild to mod-
erate headache, located in occipital regions, without sickness
but with transitory phosphenes in her left visual field. Blood
pressure at the moment was 210/110, cardiac frequency was
80 bpm, capillary glucose was 110 mg/dL and temperature
was 36.4 °C.

The neurological examination showed normal level of

Figure 1. CT scan showing hipodense lesions in both oc-
cipital regions.
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Figure 2. CT scan showing hipodense lesions in both oc-
cipital regions.

consciousness, there were no meningeal signs or pupillary
defects and no weakness was observed. There were normal
deep osteotendinous reflexes and no language alteration. The
only abnormal sign was a left homonimous hemianopsy.

An urgent computerized tomography (CT) scan showed
two hipodense lesions (Fig. 1-3) located in both occipital
lobes.

Urgent blood exams showed: low hemoglobin (8.8 mg/
dL) with hematocrit of 26%, 6.2 mill/mm?® leukocytes, 79
mill/mm? platelets, urea 0.7 g/dL, creatinine 1.1 mg/dL, nor-
mal electrolytes, glucose 86 mg and proteinuria of 7.9 g/L.

Figure 4. Normal MRI scan (T2 sequences).

Search of lupic anticoagulant and anticardiolipin antibodies
were negative. An urgent encephalogram and transthoracic
echocardiogram were normal. The urgent transcranial ul-
trasound study showed minimum asymmetry between deep
venous systems to superficial one, there were no signs of va-
sospasm or significant stenosis.

High blood pressure was normalized after intrave-
nous drugs during the next hours and the patient was given
paracetamol so she had complete recovery in the following
24 hours. According to the abnormalities found in the ur-
gent transcranial ultrasound an anticoagulant treatment was

Figure 3. CT scan showing hipodense lesion in right occipital
lobe.
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Figure 5. Normal MRI scan (T1 sequences)
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started using low weight heparin.

A Magnetic Resonance (MRI) with diffusion/weighted
sequences and angiography was done after 48 hours of the
onset and was completely normal (Fig. 4, 5). The second
transcranial ultrasound (four days after the onset) did not
show abnormalities.

Discussion

There has been described many etiologies [3, 4] for this neu-
rological syndrome, such as severe hypertension, renal dis-
eases, immunossupressive drugs, eclampsia or preeclamp-
sia, vasculitis, use of contrasts or even blood transfusion.
Pathogenesis is yet unclear [5], it seems to be related to a
failure of the cerebral blood regulation mechanism after an
unexpected increase of blood pressure. It may consequently
develop a vasogenic brain edema which has predilection for
the vertebrobasilar system [3] due to its deficitary sympatic
inervation. Clinical signs may vary and the radiological find-
ings are not pathognomonic. It is common to find symmetri-
cal lesions in white matter, mostly in posterior regions such
as occipital lobes, cerebellum and even brainstem although
grey matter and anterior regions could be rarely affected.

The variability of clinical and radiological findings leads
into a wide differential diagnosis [4, 5] including venous
thrombosis, central nervous system vasculitis, stroke, central
nervous system infections or even the onset of a demielinat-
ing disease.

An urgent CT scan is mandatory [3] to discard other pa-
thologies but the MRI is the best exam to diagnose early isch-
emic lesions, especially when using the diffusion/weighted
sequences. The neuroradiographic exams are really useful in
patients with an atypical onset like our patient, who had sig-
nificantly slight signs and symptoms according to the typical
RPL [6-9]. Physicians should be aware of this variability be-
cause it may hinder a correct diagnosis and treatment.
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