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We read the case report published by Auboire et al., re-
garding a case of  idiopathic pachymeningitis, presenting 
as occipital neuralgia1. We would like to enrich the pre-
sented discussion by presenting a recent case seen in our 
Neurology Department, with similar clinical features, but 
distinct radiologic findings.
A previously healthy 76-year-old man, with a history of  a 
three-year progressively worsening headache, was seen in 
the out-patient neurology clinic. Headache semiology in-
cluded short (a few seconds) bouts of  paroxistic occipital 
“stabbing” pain, related to positional head movements. 
The pain radiated to the superficial posterior and anteri-
or part of  the right scalp, with an accompanying cramp-
like sensation in the right occiput, a presentation consis-
tent with occipital neuralgia (Arold´s Neuralgia). He also      
experienced vertigo, dysarthria, and right arm incoordi-
nation. A contrast-enhanced cranial MRI showed diffuse 
regular pachymeningeal enhancement (Panel A, B, C, and 
D; asterisk), and a 12-mm caudal cerebellar tonsil descent 
(type 1 Arnold-Chiari malformation) (Panel A, Arrow). 

Immunological workup was normal (including IgG-4 
quantification), and other infectious and neoplastic causes 
were reasonably excluded (in a resource-limited setting). 
A meningeal biopsy was unavailable, due to the ongoing 
COVID-19 pandemic. We established a diagnosis of  idio-
pathic hypertrophic cranial pachymeningitis (IHCP). Af-
ter receiving 50mg prednisone per day for three months, 
the patient experienced complete remission of  the ob-
served symptoms, and was lost to follow-up. 

IHCP is an inflammatory condition, characterized by 
localized or diffuse thickening of  the dura mater in the 
brain or upper spinal cord regions2. It may be secondary 
to inflammatory, infectious, or neoplastic causes. When 
none are found, it may be classified as a primary disor-
der3. It usually presents with headache and cranial nerve 
palsies, but can involve posterior fossa structures, and 
present clinically with cerebellar dysfunction. Occipital 
neuralgia is a distinctive form of  headache, involving the 
posterior head in the distributions of  the occipital nerves 
(greater occipital, lesser occipital, and third occipital). A 
secondary cause of  occipital nerve damage must always 
be considered, such as the one presented here. IHCP af-
fects older patients, and usually has an excellent response 
to steroids and immunosuppression. To our knowledge, 
this is the first case description of  IHCP presenting with 
occipital neuralgia and associated cerebellar descent.
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