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Commentary

Hypertrophic pachymeningitis refers to a clinical
disorder characterized by diffuse thickening of the
dura mater with or without associated inflammatory
changes seen on histopathology.!"! The case report titled
“Idiopathic hypertrophic pachymeningitis presenting
with a superficial soft tissue” by Keshavaraj et al.?
describe a 40-year-old woman who presented with
chronic headaches and a facial mass. Magnetic resonance
imaging (MRI) of the brain revealed meningeal thickening
and meningeal biopsy revealed fibroconnective dural
tissue with chronic inflammatory infiltrate. Further
workup for rheumatologic, infectious, and neoplastic
disorders was unrevealing. These findings are consistent

with idiopathic hypertrophic pachymeningitis (IHP)
presenting with an unusual focal facial mass.

IHP is a rare disorder affecting predominantly males
with prevalence in the 6™ decade of life.’! Upon review
of the literature, there have been a number of case reports
found describing the diverse neurological manifestations
and anatomical localizations of this peculiar disorder.
These have included idiopathic tumefactive hypertrophic
pachymeningitis presenting as a large frontal lobe mass,”!
IHP of the thoracic dura mater presenting with a sensory
level at T8, IHP affecting the cranial nerves presenting
with transient hemianopsia,”! and IHP presenting with

Journal of Neurosciences in Rural Practice | May - August 2012 | Vol 3 | Issue 2 195


azhars
Rectangle


Keshavaraj, et al.: Idiopathic hypertrophic pachymeningitis

bilateral papilledema, headaches, and fevers with dural
sinus thrombosis and pachymeningeal thickening seen
on MRI and MRV of the brain.[®!

Of the presenting symptoms of cranial IHP, headaches
most commonly occur in 92% of patients followed by
vision loss in 58% of patients.l'! Other neurological
manifestations may include seizures, cerebellar ataxia,
hydrocephalus, and optic neuropathy.

IHP has been seen in association with other syndromes.
Cano et al. presented a case report of cranial IHP with
Sweet’s syndrome.”? Other conditions described in
the literature include Tolosa-Hunt syndrome, cranial
polyneuritis, thyroiditis, multifocal fibrosclerosis, and
diabetes insipidus.”! A case of IHP has been found in
association with myocarditis responsive to steroids
suggesting a common autoimmune etiology."!

Initial treatment of IHP includes corticosteroids which
have shown to effectively arrest the clinical progression
of the condition. Relapse rates may be observed in up
to 66% of the cases. Cases that are refractory to steroids
may require an immunosuppressive agent such as
azathioprine which may be used with or without
decompression surgery.”!

This case, presenting with a soft and superficial facial
mass histopathologically consistent with chronic
inflammation, illustrates the diverse presentation of this
uncommon disorder. IHP may constitute a diagnostic
dilemma due to its rarity, and variable presentation and
localization. Meningeal biopsy is useful in establishing
the diagnosis in order to start prompt treatment.

In conclusion, IHP manifestations may include
ataxia, headaches, vision loss, cranial neuropathy,
tumefactive mass, dural sinus thrombosis, sensory level,
hydrocephalus, and seizures among other neurological
findings. The authors of the present case describe a focal
facial inflammatory mass as the initial presentation of
IHP. This condition should also be considered when
clinicians encounter patients with a history of headaches,

an inflammatory mass, and diffuse dura thickening on
brain imaging.
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