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Rectal and perianal pain is a common problem. Most people have experienced it at least
once in their lifetime. It usually manifests as mild discomfort, but sometimes the pain
can be so severe that it is incapacitating. A 59-year-old woman admitted with a 2-year
history of paroxysmal perianal pain underwent a full work-up including proctoscopy,
sigmoidoscopy, full colonoscopy, and barium enema that were unremarkable. Lumbo-
sacral magnetic resonance imaging with and without gadolinium showed an intradural-
extramedullary lesion at the level of L5. The pathologic diagnosis was a neurofibroma.
She underwent surgery, and after a few weeks she felt well and medication was no
longer needed for her paroxysmal pain. Although one should consider the usual causes
of colorectal pain such as hemorrhoids, anal fissure, proctalgia fugax, and chronic
perianal pain syndrome, we should keep in mind that some referral pain may mimic local
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proctalgia

Introduction

Rectal and perianal pain is common.' It is usually perceived as
mild discomfort, but sometimes it is incapacitating. It may be
due to hemorrhoids, anal fissure, proctalgia fugax, or chronic
perianal pain syndrome, and less commonly to cancers,
proctitis, rectal prolapse, and inflammatory bowel diseases.?
The diagnosis is based on history, physical examination, and
ancillary work-up. The pain of proctalgia fugax is sudden and
intense, usually lasting less than a minute. But in rare cases,
the spasms can continue for an hour. The pain is described as
sharp, stabbing, or cramp-like occurring at the anal opening.
It may awaken the person during sleep. The attacks occur in
clusters, appearing daily for a while and then disappearing for
weeks or months.> Pain related to the levator ani syndrome is
a constant or frequently occurring dull pain that is felt higher
up inside the rectal passage. Ancillary tests are performed
according to the history and examination, and they may
consist of a rectal examination, proctoscopy or full colonos-
copy, and in some instances a barium enema.
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pathologies and should be evaluated properly.

Case Report

A 59-year-old woman was admitted to Rasool-Akram Hos-
pital (affiliated with the Tehran University of Medical
Sciences, Tehran, Iran) with a 2-year history of paroxysmal
perianal pain. Her physical examination including both
rectal and pelvic examinations were normal. She under-
went a full work-up including proctoscopy, sigmoidoscopy,
full colonoscopy, and barium enema, all of which were
unremarkable. Then she was prescribed some anxiolytics
and gabapentin with the diagnosis of neuralgic pain and
referred to the neurology clinic. Lumbosacral magnetic
resonance imaging (MRI) was performed for an evaluation
of the referred pain (=Fig. 1). The lumbosacral MRI
showed an extramedullary-intradural lesion at the level
of L5 with fairly uniform enhancement. She underwent
surgery and after few weeks felt well. Her paroxysmal
pain was gone, and she no longer needed medication for
the pain (=Fig. 2). The pathologic diagnosis was
neurofibroma.
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Fig. 1 Myelogram, sagittal, and axial T2 of lumbosacral magnetic resonance imaging show an extramedullary lesion.

Conclusions

Although one should consider the usual causes of colorectal
pain such as hemorrhoids, anal fissure, anal herpes, ulcerative
proctitis, perianal hematoma, perianal or ischiorectal abscess,
pilonidal sinus, perianal warts, anal carcinoma, proctalgia
fugax, and chronic perianal pain syndrome,* we should keep
in mind that some referred pain may mimic local pathologies
and should be evaluated properly. Nerve sheath tumors are
either benign or malignant. The benign variants are schwan-
noma (neurilemoma) and neurofibroma. Neurofibromas are
fibroblastic neoplasms of peripheral nerves that are benign
tumors.” They account for ~ 16 to 30% of all spinal tumors and
13.7% of spinal tumors of nerve sheath origin.® Neurofibro-
mas and schwannomas are the most common spinal tumors
that are evenly distributed along the spinal canal. The thorac-
ic spine is the most common site for neurofibroma. Cervical
and lumbosacral regions are other sites of this tumor. About 1
to 55% of spinal neurofibromas are located in the sacral
region.” Multiple and plexiform neurofibromas are associ-
ated with von Recklinghausen disease (neurofibromatosis
type 1 [NF1]). Neurofibromas are rarely solitary and nonen-
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capsulated. Cutaneous solitary neurofibroma may be a typical
and exclusive lesion of NF1, although ~ 90% of central and
peripheral neurofibromas may be solitary and unrelated to
systemic NE>%10 The imaging characteristics of neurofibro-
mas depend on their fibrous and myxoid tissues. Of nerve
sheath origin, they occur as a fusiform enlargement of the
nerve, and neural fibers are dispersed within the lesion.
Neurofibromas are slow growing and noninvasive, and their
elastic consistency permits them to be shaped by adjacent
bone structures; the bone reacts by remodeling around the
lesions. They rarely calcify and frequently have a bibbed
“dumbbell” appearance. On MRI, neurofibromas are isoin-
tense with muscle on T1-weighted images and show a hyper-
signal on T2-weighted images. They may be heterogeneous.'’
The most common signs and symptoms are due to compres-
sion of the affected nerve root. The primary treatment for
neurofibromas is surgical resection. The neurologic outcome
is related to the tumor bulk and whether or not the adjacent
nerve root can be spared.'? Malignant degeneration to neuro-
fibrosarcoma occurs in 4 to 11% of patients with neurofibro-
matosis.'> Teichmann et al reported a case of solitary
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Fig. 2 Postoperative lumbosacral magnetic resonance imaging shows removal of the lesion with meningocele formation.

neurofibroma of the lumbosacral plexus causing pain and leg
paresis.'# Daniel and his colleagues reported a young woman
with low back pain and a left S1 nerve root mass enlarging the
neural foramen and extending extradurally into the presacral

soft tissues with a final diagnosis of neurofibroma.
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