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Abstract

Lupus neurological manifestations are various. Authors report a lupus leukoencephalopathy case simulating a

progressive multifocal leukoencephalopathy (PML).

Female patient of 32 years old, hospitalized in internal medicine for a long-term fever exploration. Clinical
examination found a symmetrical inflammatory peripheral joint syndrome, alopecia and facial erythema
in verspertilio. Laboratory tests found: severe normotic regenerative anemia (Hb=4, 9 g/dl), Erythrocyte
Sedimentation Rate accelerated to 80 mm. Proteinuria was at 1630 mg/24 hours. This clinical situation led
to suspect a systemic lupus. A 500 mg/24 h of Methylprednisolone bolus was started because kidney biopsy
is not feasible in our context, relayed by 1 mg/kg/day of prednisone and a transfusion. The evolution was

complicated from flaccid tetraplegia.

Brain scan found diffuse and asymmetric white matter lesions that suspect a PML. HIV status was negative
and the immunological assessment revealed antinuclear antibodies at 1/1280 homogeneous and speckled
fluorescence; native Anti-DNA and ENA (Anti-Sm, Anti-SSA, Anti-RNP) were positive. This assessment
confirms a systemic erythematosus lupus. She received daily 400 mg of Hydroxychloroquine in combination
with corticosteroid therapy. Evolution was favorable in two weeks with normalization of motor skills. Control
CT scan was normal. The diagnosis of Leucoencephalopathy of lupus origin was therefore retained.
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Introduction
Lupus disease is an autoimmune disease of which etiopatho-
genesis is mainly based on the autoantibodies that can affect
any tissue or organ; and thus manifests itself in several visceral
disorders of various expressions [1]. Renal and neurological
disorders are the most serious [1]. Neurological manifestations
during lupus are variable and frequently cause a diagnostic and
therapeutic problem [2]. Their prevalence in literature is very
variable ranging from 14 to 75% [2]. Among them, we could
individualize the Progressive Multifocal Leucopalopathy (PML)
which, frequent during HIV infection, is exceptional in lupus. Its
occurrence is often correlated with immunosuppressants use [3].
Authors report a lupus leukoencephalopathy clinical case

simulating a PML and documented by CT scan.

Observation

Female patient of 32 years old, hospitalized in December 2017
in internal medicine department of CNHU-HKM at Cotonou for
along-term fever exploration. In her history, there was mainly
spontaneous miscarriage at 10 weeks of amenorrheain 2015.
The patient complained of inflammatory polyarthralgia and
severe asthenia. Clinical examination revealed a systemic
inflammatory response syndrome, a decompensated anemic
syndrome with cutaneo-mucous pallor, tachycardia (100 beats/
minute), tachypnea (32 cycles/minute), a bilateral peripheral
joint syndrome with involvement of wrist, metacarpophalan-
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geal, proximal interphalangeal and ankles joints, an alopecia
and a verspertilio facial erythema. Laboratory tests found :
anemia (Hb=4.9 g/dl) normogenic (MCV=86 fl) normochrome
(MCH=33pg) are genative (Ret=60 G/L), lymphopenia (1.31 G/L),
normal neutrophilic polynuclear rate at 1.90 G/L, accelerated
erythrocyte sedimentation rate at the first hour at 80 mm and
a negative CRP. 24 hours proteinuria was at 1630 mg/24h.The
renal function was normal (GFR=98 ml/min).

This clinical polymorphism suspected a systemic lupus
erythematosus with joint, hematologic and renal involvement.

In emergency it has implemented a treatment with a 500
mg/24h bolus of Methylprednisolone on 3 days because kidney
biopsy is not feasible in our context, relayed by a maintenance
dose of 1 mg/kg/day of prednisone and 3 transfusion of isorhesus
isogroup red blood cells.

Evolution was characterized by a decline in initial functional
symptomatology, an improvement in the hemoglobin level
to 11.7 g/dl. This evolution was complicated by the sudden
installation at Day 5 of hospitalization of flaccid tetraplegia
without increasing blood pressure (115/70 mmHg).

The brain CT scan with and without iodine contrast agents
injection, finds white matter diffuse lesions under the frontal,
parietal, asymmetric bilateral occipital and cerebellar cortex
(Figure 1) making suspect a progressive multifocal leukoen-
cephalopathy (PML).

The lumbar puncture was acellular with a normal tensioned
fluid and a normal protein rate (0.4 g/I). A brain MRI was not
performed due to the lack of financial resources.

HIV serology was negative and the immunological test
revealed the positivity of antinuclear antibodies with a level
of 1/1280 and a homogeneous and speckled fluorescence;
the anti DNA were native but the soluble nuclear antigens
(Anti-Sm, Anti SSA, Anti-RNP) were positive.

This immunological assessment confirms Systemic Lupus
Erythematosus (SLE).

The patient was then treated with Hydroxychloroquine
400 mg/day twice after a normal ophthalmologic checkup.

The evolution was favorable with complete recovery of
motor skills in all 4 limbs after 15 days. Control brain CT scan
after four weeks of treatment (corticosteroids and hydroxy-
chloroquine) had noted a total regression of white matter
lesions (Figure 2) found on the initial CT scan. The diagnosis of
Leucoencephalopathy of lupus origin was therefore retained.

Discussion

Clinically, there were several arguments in favor of a vascular
origin because of the sudden onset of symptomatology and
the lupus field. But the different descriptions on the scanner
with distribution of lesions in the white matter after injection
of the iodine contrast agent were at a disadvantage [4,5].

An infectious etiology could also be mentioned in this
context of dysimmunitary disease especially as these mani-
festations occurred under corticosteroid therapy. However,
the CT result and the absence of pleiocytosis at the CSF did
not confirm this hypothesis.

An autoimmune inflammatory cause (disseminated acute
encephalomyelitis) may also be suspected: despite diffuse
cerebral involvement, the clinical context is not suggestive
especially in the absence of vaccination and a recent viral
infection [4].

Therefore, appearance is that of a predominantly poste-
rior Leukoencephalopathy. This entity should discuss other
assumptions:

Reversible posterior Leukoencephalopathy
Regressive Posterior Leukoencephalopathy (RPL) may be secon-
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Figures 1 : Initial brain scan.

(blue triangle).

1A: Sub-tentorial axial section showing deep and subcortical white matter hypodensity of the cerebellar hemispheres

1B, 1C: Axial sections showing a range of parieto-occipital (white arrow) involving deep and subcortical white matter.
1D: Supra-tentorial axial section showing a bilateral diffuse hypodensity range of the semi-oval centres (red arrows), predominant
\_on the left with apseudo-nodular aspect (white arrow) in the left frontal region. J
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Figures 2. Axial infra-tentorial (2A) and supra-tentorial (2B, 2C et
\_ hypodensity ranges.

.-

2D) sections showing the total regression of the white matter

/

ary to arterial hypertension often associated with renal insuffi-
ciency orimmunosuppressive therapy (Cyclosporin, tacrolimus,
interferon q, corticosteroids, etc.) [6] or immediately dysim-
munitary [7]. Symptomatology is usually regressive within
two weeks if the contributing factors treatment is effective.
Radiological lesions can last from six months to one year [8].

Most often, clinical manifestations are headache, confusion,
visual disturbances, seizures and a hemiparesis. Evolution may
spontaneously be favourable, but persistent and/or recurrent
forms are described [9]. Our patient’s clinical manifestations
were similar but a little more severe with tetraplegia at once.

In imaging, whether on MRI or cerebral CT scan, it is a white
matter lesion starting in the parieto- occipital region most
often symmetrical in 98% of cases [5]. In CT scans, the lesion
is marked by hypodensities not enhanced by contrast injec-
tion and MRl lesions appear in isosignal or hyposignal T1 and
hypersignal T2 and FLAIR [5].

Our patient’s clinical profile was more or less similar but a
little more severe with quadriplegia immediately. She did not
have high blood pressure or renal failure. She was also under
corticotherapy. MRI could not be performed. Nevertheless, CT
lesions topography was diffuse and asymmetrical. Cortico-
therapy was continued despite the hypothesis of its inductive
role and the evolution was marked by clinical symptomatol-
ogy reversibility; which allowed us to reject this diagnosis.

Progressive Multifocal Leukoencephalopathy

This is an opportunistic infection of the central nervous system

by a Polyomaviridae: the JC virus, occurring in immunocompro-
mised patients [10]. PML occurs late in the course of diseases

associated with severe cellular immunity deficiency, mainly
Acquired Immunodeficiency Symdrome (AIDS) and malignant
blood diseases such as Hodgkin’s disease and chronic lympho-
cytic leukaemia [11]. PML can also complicate autoimmune

diseases such as systemic lupus erythematosus (SLE), most

often treated with immunosuppressants [12]. Neurological

manifestations are various. These are essentially confounding

syndrome, motor deficit and language disorders [3]. Lumbar

pucture confirms the diagnosis when it finds a high protein
level and viral DNA detection by PCR in the liquid [3]. MRl is
the key diagnostic test. It reveals large multifocal ranges of
hyperintense signal in T1, hyperintense in proton density, T2
and FLAIR [13]. Therapeutic trials with antivirals (cytarabine
- cidofovir) have been suggested but the evolution remains
fatal to date [10].

Despite the asymmetrical topography and lesions’ distri-
bution, clinical and radiological improvement in our patient
oppose this diagnosis. PCR research for JC virus could not be
conducted in our observation, but the CSF was acellular with
normal protein rate.

Lupus-specific Leukoencephalopathy

This is a rare described clinical picture in 1992 by Kaye and al
for the first time when they described a clinical picture simu-
lating a PML [14]. Neurological manifestations are not particular.
Imaging shows abnormalities close to multiple progressive
leukoencephalopathy [13]. It seems to be an eliminatory
diagnosis exclusively based on clinical and radiological evo-
lution [7,13].

Lupus-specific lesion cannot therefore be excluded in our
patient. The favourable evolution with complete disappearance
of clinical symptomatology and CT lesions, corticosteroids
and hydroxychloroquine therefore evoke an inflammatory
origin specific to the dysimmunitary disease of the patient
Systemic Lupus Erythematosus.

Conclusion

Lupus-specific Leukoencephalopathy is a rare entity and
could be a special form of neurolupus [7]. Difficult to diagnose
because of the radiological polymorphism, clinical and radio-
logical evolution is the keystone for diagnostic confirmation.
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