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Abstract

Idiopathic Hypertrophic Spinal Pachymeningitis (lJSs a rare disease causing chronic inflammatgpetirophy of the dura mater. It may
be idiopathic or secondary to other diseases.dhisxtremely rare cause of spinal cord compres3ibis process can be present throughout
the entire spine but is commonly reported in theicel and dorsal spine. IHSP is a diagnosis ofwesion since it is associated with trauma,
infection, and autoimmune diseases.

We describe a rare case of Idiopathic Hypertrofiacsal Pachymeningitis (IHDP) in a 42 -year -oldmam presenting with progressive
weakness of both lower limbs for the past 2 yeatsautline the important clinical and radiograpfeatures of the disease.
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progressive weakness of lower extremities.

Introduction

Idiopathic Hypertrophic Spinal pachymeningitis (IP)Svas

first described in 1869 by Charcot and Joffreydiopathic
hypertrophic  pachymeningitis (IHP) is a chronic
progressive diffuse inflammatory fibrosis of the ralu
mater?®! This rare disorder is usually found intracranially
and is a diagnosis of exclusion because meningioma,
lymphoma, tuberculosis, sarcoidosis and other deseanay
present in a very similar fashiif! The spinal form is
extremely rare, with few described cases in therdiure. It
occurs alone, usually involving the cervical andrétic
dura or as a craniospinal foffrf! According to the location

of the lesion, it might induce neurologic deficitsy
compression of spinal cord and nerve root.

IHSP commonly presents in the 6th and 7th decadds a
can be either solitary or multiple, and diffusenadular®!

The natural history is progression from local pam
radiculopathy and an eventual myelopathy. The egiplis
unknown, but trauma, infection, tumors and various (A) Sagittal (a-c) MRl T2-weighted image showing a dural

autoimmune diseases have been imp|ica{ed_ lesion of low signal intensity within the spinal canal at levels
The aim of this study was to demonstrate Imagirajuies T2 to T11 extending anteriorly. (B) Axial (a-c) MRI T2-
of Idiopathic Hypertrophic Dorsal PachymeningitisDP), weighted image at T2 and T11 level showing a dural mass in

the anterior aspect of the spinal canal.

in a 42 years old woman who presented with difficuh
walking & progressive weakness of both lower limbs,

caused due to spinal cord compression. There were no exacerbating or alleviating fact&tse had

no history of trauma, fever, weight change, or higheats.

Case Report Her past medical history was noncontributory. On
_ _ examination, there was hyperreflexia and clonushef
A 42-year-old woman presented for evaluation oficifty lower extremities, with no clear sensory level fappick

in walking, insidious in onset followed by gradual testing. Otherwise, her general physical examinatesults
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were normal.

The routine Blood tests, Radiographs of the chest & spine ,
Serum angiotensin converting enzyme levels, Erythrocyte
sedimentation rate, Cerebrospinal fluid routine examination,
Adenosine deaminase level and Polymerase chain reaction
for tuberculosis, and Venereal Disease Research Laboratory
fluorescent treponemal antibody absorption were normal.
MRI of the brain showed no meningeal involvement and
was grossly normal [Figure 1, 2, 3, 4].

She underwent magnetic resonance imaging (MRI) and
computed tomographic (CT) imaging of her spine. Patient
refused to undergo contrast enhanced MRI.

Figure 2: Sagittal (A) and Axial (B) MRI T1-weighted images.
(A) Sagittal (a-c) MRI T1-weighted image showing a shows a
hypointense ventral dural based extramedullary mass
spanning vertebral levels T2 till T11. (B) Axial (a-¢c) MRI T1-
weighted image at T2 to T11 level showing a dural mass in the
anterior aspect of the spinal canal.

Figure 4. Sagittal (A) Pasted MRI Image and Sagittal (B)
Reconstructed CT image. (A) Sagittal Pasted T2W MRI Image
showing a dural lesion of low signal intensity within the spinal
canal at levels T2 to T11 extending anteriorly. (B) Sagittal
Reconstructed CT image at T2 to T11 level showing normal
spinal canal without any evidence of calcification.

Figure 3: Sagittal (A) and Coronal (B) MRI STIR- images. (A)
Sagittal (a, b) MRI STIR-image showing a dural lesion of low
signal intensity within the spinal canal at levels T2 to T11
extending anteriorly. (B) Coronal (a, b) MRI STIR- image at
T2 till T11 level showing a hypointense dural mass in the
anterior aspect of the spinal canal. No evidence of cord edema
or myelomalacia.

Figure 5. Sagittal (A) Cervical and Sagittal (B) Lumbar MRI
T2W- images. (A) Sagittal Cervical and (B) Sagittal Lumbar -
T2 weighted MRI image showing no evidence of hypointense
dural lesion within the spinal canal.

In our case we have not been able to find any causative or
related diseases and believe it to be an idiopathic
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hypertrophic dorsal pachymeningitis. Considering the
chronic progressive neurologic symptoms and characteristic
appearance at MR imaging with absence of calcifications at
CT imaging, the diagnosis of IHDP was made [Figure 4].
The patient was advised surgery, but she refused to undergo
surgery and she is on regular follow up. However, given the
preservation of strength and sensation in her legs, surgery
was deemed to be of limited benefit. One-year follow-up of
the patient has still not revealed any signs or symptoms of
associated diseases. The symptoms and imaging findings
remained the same.

Discussion

Hypertrophic Spinal Pachymeningitis (HSP) is a subtype of
hypertrophic pachymeningitis, a rare disease characterized
by localized or diffuse hypertrophic thickening of the dura
matter. IHSP is a chronic inflammatory fibrosis of the dura
mater and is an extremely rare cause of nerve root and
spinal cord compression.”” In THSP the male to female rate
is 3:2 and age distribution range from 15 to 77 years with a
mean age of 46 years.!'”

The Aectiology of hypertrophic pachymeningitis is
unknown, but several causative factors have been
recognized, among them Wegener’s granulomatosis, Mixed
Connective Tissue Disease, Systemic Lupus Erythematosus,
Sarcoidosis, Multifocal Fibrosclerosis, Orbital
Pseudotumor, Rheumatoid arthritis, Carcinomatosis,
Metabolic diseases, Trauma, Toxins, Thrombophlebitis,
adjacent to ear or sinus infection, infections such as
Syphilis, Tuberculosis, Fungi, HIV, HTLV-1 and
Meningococcal — meningitis and  intrathecal  steroid
deposition.”"""¥ Therefore extensive work up is required to
rule out infectious, neoplastic, autoimmune, traumatic, toxic
or metabolic cause to diagnose a patient as idiopathic
hypertrophic pachymeningitis. In most cases a cause cannot
be identified, leading to an idiopathic designation.

It has been proposed that hypertrophic spinal
pachymeningitis (HSP) should be considered in the
differential diagnosis for patients with spinal cord
compression and radicular pain in more than three spinal
levels.['!

The classic disease course, first described by Charcot and
Joffrey,!" in 3 stages: the first stage characterized by pain
(either local or radicular), the second stage has clinical signs
of nerve root compression, and the third stage is
characterized by spinal cord compression.

The presentation of IHSP can vary from radicular
symptoms to progressive myelopathy and involvement of
sphincters in the later stages. Patients do not necessarily
follow this pattern, however, and they can present with any
combination of pain, radiculopathy, or myelopathy.

The cranium and spinal cord can be involved
concomitantly,!"” however, in our case there was an isolated
dorsal spinal cord involvement.

On MRI, IHSP has been showed as dura-based mass of low
signal intensity on T1- and T2-weighted images extending
over multiple vertebral levels."*'® In  addition,
predominantly peripheral enhancement pattern is a highly

suggestive of IHSP. This pattern represents more intense
enhancement in a peripheral zone of active inflammation
than in a central zone of fibrosis."*'"! Linear dural
enhancement pattern was known to have better response to
steroid therapy than those with nodular pattern because of
its less fibrosis and more vascularity.!'*!'>]

Pathologically, the dura is hyalinised, thickened and
chronically inflamed with presence of granulation tissue
formation. There is no evidence of calcification, malignancy
or cyst formation.

At Histologic analysis, HSP shows active inflammation in
the lesion periphery, with a central zone of dense fibrosis.*!
Radiographic and Pathological confirmation, along with
exclusion of other known etiologies, are the cornerstone for
its diagnosis.

There are several Differential diagnostic considerations for
an extramedullary mass causing cord displacement, which
include-Epidural hematoma, Epidural abscess, Ossification
of the posterior longitudinal ligament, Meningioma &
Epidural venous plexus engorgement. Other systemic or
inflammatory ~ processes, such as Sarcoidosis,
Extramedullary hematopoiesis, or Myofibroblastic tumor,
are rarer possibilities.!"”!

At present, decompressive surgery for symptomatic
compressive lesions and corticosteroid therapy for the
inflammatory cascade remain the mainstay of treatment.
Our patient refused to undergo surgery and she was put on
corticosteroid therapy. The clinical course of IHSP may
follow 1 of 3 patterns; sustained remission, relapse with
corticosteroid resistance or relapse with corticosteroid
dependence.'®

In our case, we could not find any predisposing illnesses
such as infectious diseases or autoimmune diseases in spite
of the through investigations.

On one-year follow-up of the patient, the symptoms and
imaging findings remained the same.

Conclusion

Although IHDP is a rare disorder, the clinical and
radiological findings are characteristic. Unaccountable
motor weakness and thickened dura as shown by spinal
MRI probably lead to a diagnosis. Hypertrophic Spinal
pachymeningitis should be considered as a differential
diagnosis in the evaluation of spinal cord compression by an
epidural mass. Decompressive surgery for symptomatic
compressive lesions and corticosteroid therapy for the
inflammatory cascade remain the mainstay of treatment.
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