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Introduction
Posterior reversible encephalopathy syndrome (PRES) is a disorder 

related to an acute impairment of cerebral flow autoregulation that 
causes brain hyperperfusion and blood-brain barrier breakdown, 
leading to vasogenic edema affecting typically the posterior part of the 
brain usually related to acute severe hypertension [1]. Usual clinical 
presentation includes headaches, vomiting, encephalopathy, visual 
blurring and seizures. Diagnosis is confirmed by brain MRI showing 
vasogenic edema with usually a bilateral parieto-occipital pattern 
although brain oedema could affect other parts of the brain. Ten years 
ago, a case of reversible edema of the spinal cord has been reported in 
a patient with PRES associated to malignant hypertension (PRES-SCI, 
PRES with spinal cord involvement). 

Case report
A 27-year-old man with no significant medical history, no 

medication or drug abuse presented at the emergency department 
with a 10-day history of altered general condition, abdominal pain, 
vomiting, headache, and visual blurring. The patient was alert, 
general examination was normal as well as neurological status 
except fundoscopy examination that showed a grade IV hypertensive 
retinopathy, defining malignant hypertension.  Blood pressure was 
255/158 mmHg. Hematologic tests at presentation revealed bicytopenia 
(haemoglobin 9.8gr/dL, platelet 51 000/mm3), presence of schizocytes, 
undetectable haptoglobin in favour of a microangiopathy associated 
with malignant hypertension. ADAMTS 13 was moderately decrease 
(51%). Serum creatinine was increased (227 µmol/L) with presence of 
proteinuria (0.47g/24h). Other laboratory results were unremarkable.

Blood pressure was rapidly controlled with intravenous infusion 
of nicardipine. Twenty-four hours later, whereas blood pressure 
was normalized, he woke up with left leg weakness. Neurological 
examination found partial motor deficit of the left leg with pyramidal 
signs limited to the lower limbs, deep and superficial sensory decrease 
with a T12 level, urine retention and erectile dysfunction.  Brain 
MRI showed T2 and fluid-attenuated inversion recovery (FLAIR) 
hyperintensity of the medulla prompting MRI of the spinal cord that 
showed central T2 hyperintensity suggesting a transverse myelopathy 
extending from the bulb to the lumbar portion of the spinal cord. 
Medulla and spinal cord lesions did not show any diffusion restriction 
lesion, in good agreement with a vasogenic oedema (Figure 1). Lumbar 
puncture was normal, including absence of oligoclonal band. Extensive 
immunologic and infectious workup was negative. Clinical and 

Figure 1.  Sagittal T2 spinal cord. A, B: Longitudinally extensive intramedullary 
centrally located hyperintensity in the medulla and the entire spinal cord (arrows). C, D: 
Normalization of the spinal cord at one month
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radiological features have resolved at one month except the persistence 
of dysuria (Figure 1).

Discussion
PRES-SCI presentation is slightly different with the classical PRES 

(c-PRES) [2-17]. Patients with PRES-SCI 2-23 seems to be younger 
than those within c-PRES with male predominance. Conversely to 
c-PRES, PRES-SCI have only been reported with severe hypertension 
and not with toxic or medications. PRES-SCI can occur in isolation 
or be associated with brain involvement. MRI lesions are distributed 
according to a cranio-caudal gradient, medulla oblongata and cervical 
spinal cord are always involved, whereas thoracic spine seems to be 
involved in about 60 % of the cases, and whole spine oedema in about 
25% of reported cases.  A striking finding is the clinico-radiological 
dissociation between severe, extensive transverse myelitis and the 
absence or minor medullary signs. Symptoms resolved with no blood 
pressure lowering therapy in contrary to other causes of transverse 
myelitis. This fairly benign prognosis is an important point in order to 
reassure the patient and avoid useless treatment such as corticosteroid 
treatment (a standard treatment for myelitis). Finally, as the majority 
of patients have no or only subtle medullary signs, it is possible that this 
syndrome is more frequent than what has been reported so far.

PRES related to acute hypertension is supposed to be related to 
the absence of normal adaptative vasoconstrictive response of brain 
arterioles in response to an increase of blood pressure above the range 
of cerebral blood flow autoregulation.  Hyperperfusion of arterioles 
leads to blood-brain barrier a breakdown and subsequent vasogenic 
edema. Cerebral posterior circulation vascularizing posterior area of 
the brain, cerebellum, brainstem and spine particularly affected in 
PRES have a reduced density of sympathetic innervation, implicated in 
cerebral blood flow regulation.

Conclusion
PRES-SCI is a rare clinical presentation of PRES sharing many 

clinicoradiological features with c-PRES, with a benign neurological 
prognosis and associated with malignant hypertension. Medullary 
symptoms are often absent despite extensive edema of the spine. 
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