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Une Baisse Visuelle Révélant Une Pachyméningite Hypertrophique Idiopathique.
Visual Loss Revealing Idiopathic Hypertrophic Pachymeningitis.
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Abstract: Idiopathic hypertrophic pachymeningitis is a rare fibrosing inflammatory disorder that causes 
thickening of the dura matter of the base of skull. We report a case of a 27 year-old man presented 
with this pathological form causing a visual decrease. The diagnosing is a dural matter biopsy and the 
main treatment is steroid and immunosuppressive therapy. Idiopathic hypertrophic pachymeningitis is 
a differential diagnosis of optic neuropathy.
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Résumé : La pachyméningite hypertrophique idiopathique est un trouble inflammatoire fibrosant rare 
qui provoque un épaississement de la dure mère de la base du crâne. Nous rapportons le cas d’un 
homme de 27 ans qui a présenté cette forme pathologique entraînant une diminution visuelle. Le dia-
gnostic se fait par une biopsie de dure mère et le traitement est principalement des stéroïdes et des  
immunosuppresseurs. La pachyméningite hypertrophique idiopathique est un diagnostic différentiel 
de la neuropathie optique.
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Hypertrophic pachymeningitis is a rare fibrosing inflammato-
ry disorder that causes thickening of the dura matter of the 
base of skull, tentorium and falx (1). It can be caused by a 
variety of diseases, including sarcoidosis, tuberculosis and sy-
philis. In some cases, even after extensive investigation, no 
specific cause is found and the process is called idiopathic hy-
pertrophic pachymeningitis (IHP) (2). We report a case of this 
pathological form causing a visual decrease with a literature 
review.   

Case report:
A 27 year-old man was admitted for assessment of a left 
progressive visual loss. On examination, her best-corrected 
visual acuity was 20/20 in the right eye but he had no per-
ception of light in the left eye and ophthalmoscopic examina-
tion showed obliteration of cup with slightly hyperemic fundi 
and papillary atrophy. Rest of the neurological examination 
revealed involvement of the occulomotricity with hypoes-
thesia of the hemiface on the left side. Brain Magnetic Reso-
nance Imaging (MRI) (figure: A ; B ; C) revealed a thickened 
and contrasting dura of the cerebelli left tentorium, temporal 
region and cavernous sinus, including the left sheath of the 
optic nerve. All laboratory tests were negative (HIV, syphilis 
antibodies, tuberculosis, Torch, TB-PCR, tumor markers, com-
plete blood count test, thyroid function, CRP, ESR, RF, ANA, 
dsDNA, antineutrophil cytoplasmatic antibodies (p-ANCA and 
c-ANCA), Ro (SS-A), La (SS-B), U1RNP, Jo-1, anti-CCP antibo-
dy and IgG4). A biopsy of the temporal dura was performed 
showed chronic inflammatory changes, lymphoplasmacytic 
cell infiltration and the diagnosis of idiopathic hypertrophic 
pachymeningitis was suspected.

Discussion:

Hypertrophic pachymeningitis is a rare disorder of diverse 
etiology (3) characterized by thickening and fibrosis of the 
dura mater. The first report was made by Charcot and Joffroy 
in 1869 and later by Naffziger and Stern (4). IHP is diagnosed 
if no cause can be identified and the exact etiopathogenesis 
of this entity is still unknown, but it is speculated to be an 
autoimmune phenomenon or occur as a direct result of infec-
tious or infiltrative pathology (5). 

According to the anatomical location and in order of frequen-
cy the cases of hypertrophic pachymeningitis can be subdivi-
ded into spinal, cranial and craniospinal (6). The entity espe-
cially affects older adults, usually after 50 years, with a slight 
predominance of males (6). 

The symptoms are related to the topography of the lesions 
and rarely are disease specific. 
The most frequent symptoms are headache, paralysis of cra-
nial nerves and cerebellar dysfunction (7). 

In our case, the acute monocular visual loss was the impor-
tant symptom, which is considered an unusual clinical presen-
tation (1). 

MRI is the most useful radiological investigation, the thicke-
ned dura appears isointense to hypointense on both T1 and 
T2W (8). The thickening is better appreciated on coronal and 
sagittal images (9).

The gold standard for diagnosing IHP is a dural matter biopsy 
including the following: densely dispersed mixed inflamma-
tory infiltrates, abundant lymphoplasmacytic cells, exuberant 
fibroplasia, and focal hyaline degeneration (10).
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There is no clear consensus of the treatment of IHP. Although, 
steroid and immunosuppressive therapy are effective in alle-
viating symptoms and preventing permanent damage to neu-
ral structures.

Conclusion:

IHP is a chronic inflammatory disorder of the dura mater that 
causes of recurrent cranial neuropathies and headaches; it 
may be added to the differential diagnosis of optic neuro-
pathy.
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Figure : Brain magnetic resonance imaging (A: Coronal; B: Sagital; C: Axial) gadolinium enhanced T1-WI revealing thickened and 
contrast-enhanced dura of the left tentorium cerebelli, temporal area and cavernous sinus, including the left optic nerve (arrows).
Imagerie par résonance magnétique cérébrale (A: coronale; B: sagittale; C: axiale) T1 avec injection de gadolinium révélant une 
dure-mère épaissie avec prise importante de contraste de la tente du cervelet gauche, de la zone temporale et du sinus caverneux, 
comprenant aussi le nerf optique gauche (flèches).
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