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Abstract

We report a case of systemic lupus erythematosus (SLE) complicated by hypertrophic pachymeningitis (HP) four
year after the onset of SLE. A 25-year-old woman with a previous diagnosis of SLE was admitted for severe
headaches and vomiting without signs of meningeal irritation or papilloedema on fundus examination. Brain
magnetic resonance imaging showed diffuse thikening of the dura matter with hyperintense signal on fluid-
attenuated inversion recovery sequence and gadolinium contrast enhancement. There was no sinus thrombosis on
MR venography. Both clinical symptoms and imaging findings improved after steroid therapy.

Introduction

Hypertrophyc pachymeningitis (HP) is a rare clinical disorder
characterised by focal or diffuse thickening of the dura matter [1,2]. It
is classified as either idiopathic or secondary HP, depending on the
presence of concurrent disorders as infections (tuberculosis, syphilis,
and fungal infections), autoimmune diseases or neoplasms (lymphoma
and carcinoma). The association between systemic lupus erythematous
(SLE) and HP is extremely rare. Herein, we report the case of a young
woman with SLE complicated four years later by HP.

Case report

A 21-year-old tunisian woman was diagnosed with SLE in July 2009,
after presentation with facial erythema, mouth ulcerations, Raynaud’s
phenomenon, pleuropericarditis and oligoarthritis. She had no
proteinuria. Immunological evaluation revealed positive antinuclear
antibodies by indirect immunofluorescence method with a speckled
pattern at a titre of 1/1280 and positive antibodies direct against
extractable nuclear antigens type Ro/SSA, anti-ribonucleoprotein
(anti-RNP) and anti-Smith (anti-Sm). Anti-double-stranded DNA
antibodies, anticardiolipin and anti-B2 glycoprotein antibodies were
negative. She was treated with oral steroids (prednisone 0.5 mg/kg/
day) with tapering dose and hydroxychlorochine 400 mg daily with a
satisfactory clinical response. Between July 2009 and October 2013, she
had been regularly followed up and was admitted five times for mild
flares or infectious episodes.

On October 2013, while she was on hydroxychloroquine 200 mg
daily, she presented with severe headache for 3 days associated with
vomiting. On admission, her blood pressure was 95/59 mm Hg and her
body temperature was normal. Neurological examination revealed no
signs of meningeal irritation nor neurological deficits and there was no
papilloedema on fundus examination. Laboratory tests showed normal
blood cell count, elevated C-reactive protein at 43 mg/l and elevated
erythrocyte sedimentation rate at 85 mm. Tests of renal and liver
functions were normal.

Anti-nuclear antibodies were positive at 1/1280 and antibodies
directed against extractable nuclear antigens type anti-Sm, anti-SSA
and anti-RNP were detected. Brain magnetic resonance imaging (MRI)
showed a generalized and regular thikening of the dura matter with
hyperintense signal on fluid-attenuated inversion recovery (FLAIR)
sequence and gadolinium contrast enhancement (figure 1). MR
venography showed no venous sinus thrombosis.

Figure 1: Cranial magnetic resonance T1-weighted axial imaging
sequences after Gadolinium injection showing diffuse enhancement
of the dura matter.

Lumbar puncture revealed a normal pressure. Cerebrospinal fluid
(CSF) biochemistry (white cell count, protein, glucose) was within
normal limits. The CSF was negative for bacterial and tuberculous
culture. The serum was negative for VDRL, Lyme and HTLV1 tests.
Tuberculin skin test was negative.

The patient was treated with prednisone 20 mg daily (0.5 mg/kg/
day). The headache gradually resolved by the 5th day after the
initiation of steroid therapy, which was tapered after 6 weeks. A follow-
up brain MRI was performed one year later and showed complete
resolution of meningeal thickness and gadolinium enhancement
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(figure 2). When last seen, she was still receiving a maintenance dose of
2.5 mg prednisone on alternate days. She had no further headache.

Figure 2: Control cranial magnetic resonance T1- weighted axial
imaging sequences after Gadolinium injection showing complete
resolution of the dura matter enhancement.

Discussion

We describe the case of a 25-year-old woman with SLE fulfilling
ACR dlassification criteria, who later developed PM. Our patient
presented with severe headache, which is the most common
presentation of HP [3,4]. Other neurological manifestations depend on
the site of involvement, including cranial neuropathies, pituitary
dysfunction, cerebellar ataxia, seizure, myelopathy and neuro-
ophtalmic complications. The diagnosis of HP is based on the imaging
finding of enhancing pachymeningeal thickening, as seen in our case.
In our case, HP occured in a patient with a previous diagnosis of SLE.
Based on the negative bacteriological examinations and rapid clinical
improvement after steroid therapy, we considered that HP is caused by
SLE itself. When HP is the sole manifestation, diagnosis may be more
difficult and a dural biopsy is usually required to establish the
diagnosis of idiopathic PM and to exclude other causes.

An increasing number of case reports suggested an association of
HP with autoimmune diseases, most commonly Wegener’s
granulomatosis and ANCA-positive vasculitis [5,6]. An association
with connective tissue diseases, such as undifferentiated connective
tissue disease [7], mixed connective tissue disease [8], rheumatoid
arthritis [9], Sjogrens syndrome [10,11], antiphospholipid syndrome
[12] had also been reported.

To our knowledge, there are only five case reports suggesting the
association of HP and SLE [13-17]. The delay between the diagnosis of
SLE and HP was variable. In one case, the patient developed HP after
20 years of SLE [14]. Whereas, in two cases, HP was the first
manifestation of the SLE [16,17]. In the case of Sanchez Garcia et al,
cranial MRI revealed besides a generalized thickening of the dura
mater, the presence of subdural collections very suggestive of CSF
hypotension, which is a differential diagnosis of HP. But, in that case,
persistent dura matter thickening and resolution of subdural
collections after immunosuppressive therapy made the authors
consider that PM was secondary to both entities: CSF hypotension and
LES. They hypothesised that meningeal inflammation would lead to a
meningeal disruption causing a CSF leak and intracranial hypotension.
In the case of Ochi et all, worsening of headache and hearing loss by
head up position was also suggestive of intracranial hypotension.

Dural biopsy was performed in one case of HP in LES and showed
thickened dura with foci of dystrophic calcification and small number
of chronic inflammatory cells [16]. No histological diagnosis was
obtained in the other cases.All cases improved after steroid therapy,
even one patient who received only 10 mg daily of prednisone. One
patient had mycophenolate mofetil for lupus nephritis.

Conclusion

HP is a rare complication in SLE. There are only five case reports
suggesting the association of HP and SLE in the medical literature. In
our case, HP presented in a patient with a previous diagnosis of SLE. In
some cases, HP can be the initial presentation and even the sole
clinical manifestation of underlying autoimmune disease. Even if rare,
HP should be considered in SLE patients with severe and persistent
headache. Steroids must be considered as first-choice treatment.
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