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Annual Diagnostic Slide Session
Established 1959

2008 Case 9

Contributor: Dr. S. Ludwin and Dr. J. Rossiter, Department of Pathology and Molecular Medicine, Kingston General
Hospital and Queen’s University, Kingston, Ontario, Canada
Moderator: Anthony Yachnis, M.D. Manager and Editor: Leroy R Sharer, M.D.

Protocol:

Clinical History: The patient is a 25 year old man who was admitted to the hospital in
status epilepticus, which at first could not be controlled. He was admitted to the
Intensive Care Unit and control became partially successful. MRI scan showed an
enhancing intra axial left frontal lobe mass with surrounding signal changes. The patient
had previously been operated on for a mass in his left leg which required above the knee
amputation. Post-operatively he recovered well and was discharged home, his seizures
controlled on Dilantin and Valproic Acid.

Material Submitted:

o Cortical biopsy stained with HPS (Hematoxylin Phloxine Saffron).

Points for discussion:

1. Nomenclature and Diagnosis.
2. Pathogenesis.
3. Previous reports.
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Discussion:

Diagnosis: Cortical fiboromatosis in a case of Von Recklinghausen's disease.

Comment: An MRI of the lower extremities of this patient revealed greatly enlarged
nerves, consistent with a diagnosis of NF1, and the patient had typical cutaneous
manifestations also. The resected left leg mass was plexiform, cellular and aggressive
in appearance, consistent with a MPNST. The resected brain mass had diffuse cortical
thickening, and it was not discrete. The cortex was replaced by fibrous tissue, with
islands of GFAP-positive tissue within the fibrous tissue (which stains yellow with the
HPS stain). These tissue islands were also positive for vimentin and S-100, and they
had CD68 positive cells within them as well. On electron microscopy, the background
material was composed entirely collagen. This cortical fibromatosis did not involve the
leptomeninges. It also lacked cellularity and mitotic activity. The relationship to NF1 is
uncertain.

Reference:

None. Dr. Ludwin was unable to find any reports of similar cases.
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Annual Diagnostic Slide Session
Established 1959

2008 Case 10

Contributor: Kliment Donev, MD, Bernd Scheithauer, MD, Mayo Clinic, Rochester, MN
Moderator: Anthony Yachnis, M.D. Manager and Editor: Leroy R Sharer, M.D.

Protocol:

Clinical History: 32-year-old-female from Qatar presented with right palm swelling. A
well-defined, subcutaneous mass was identified and resected. Gross examination
showed encapsulated and bosselated soft tissue fragment with tan and homogenous cut
surfaces.

Material Submitted:
¢ Hematoxylin and eosin stained section.

Points for discussion:
1. Incidence.
2. Immunohistochemical profile.
3. Differential diagnosis.
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Discussion:

Diagnosis: Plexiform perineurioma.

Comment: Key immunohistochemical studies included positive reactions for EMA, Glut-
1 and claudin-1, which are positive in perineurial cells, and also collagen VI ; S-100 was
negative, as were neurofilament protein, SMA and keratin. Only a few examples of this
lesion have been described, all occurring in females.
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