THE NEUROPLEX

(THE NEW YORK ASSOCIATION OF NEUROPATHOLOGISTS)

MEETING OF MAY 13, 2008

MINUTES
CASE CONFERENCE
Attendance (from sign-in sheet):  Drs. A. Baisre, E.S. Cho, M. Fowkes, A. Hays, C. Cunliffe, C. Iacob, T. Kozarski, P. Kozlowski, E. Lavi, J. Libien, S. Mirra, C. Rao, R. Rhodes, E. Richfield, C. Shao, L. Sharer, X. Song, K. Weidenheim, M. Wrzolek, E. Wu, M. Bass, D. Zagzag; Msgn. M. Cruz.

The meeting took place at 6:00 pm at the Department of Pathology, SUNY Downstate Brooklyn.  Dinner refreshments provided by Dr. Suzanne Mirra, Chairperson, Dept. of Pathology were enjoyed by all.    
Four cases were presented, as follows;
Case 1.  RWJ-SPUH1.  Dr. Roy Rhodes.  This 41 year old male had brief nocturnal new-onset seizures including changes in respiratory rate, jaw tightening, and raising the left arm.  Imaging revealed a 5.3 cm left frontoparietal dural-based mass with mild edema, which was resected in 2/08 with good results and no recurrence in 3 months.

The slides showed a cellular tumor of pleomorphic cells with fibrillar cytoplasm growing as a sheet which compresses adjacent brain tissue.  Nuclei contained nucleoli.  There were chordoid areas and hyaluronidase removed mucoid material.  The tumor expressed vimentin and EMA; KI67 labeled between 5-20% of nuclei.  The anti-mitochondrial antibody stain was positive.  Electron microscopy revealed desmosomes between the tumor cells and focal basal lamina formation.  The choroid areas showed cells with microvillous processes in a granular proteoglycan network.   Almost all (99%) of the mitochondria were abnormal with parallel flattened cristae, discoid forms, giant forms, and glycogen accumulation.   

The diagnosis was oncocytic meningioma.  Nine cases are reported in the literature with an average age of 57.5 years.   Four of the nine recurred in an average of 21 months.  They are difficult to remove at surgery.  Oncocytic mitochondrial changes may reflect stress, mitochondrial dysfunction or metaplasia.  There is a high mutation rate in the mitochondrial DNA.  Mitochondrial hypertrophy and hyperplasia may reflect and increase in manganese superoxide dismutase.  The possibility that oncocytic meningioma could be a free-radical scavenging variant of chordoid meningioma was discussed.
(see Minutes of 8/12/08 for an update of this case).

References:

Harrison JD, Rose PE.  Myxoid meningioma:  histochemistry and electron microscopy.  Acta Neuropathol 1985;68:80-82.

Case 2.  RWJ-2 Dr. Eric Richfield.  This 29 year old male had a first tonic-clonic seizure at work and a subsequent seizure in the ER.  There were no other symptoms, nor neurological signs.  There was a history of unprotected sex, but the patient was HIV negative, PPD negative, RPR negative and hepatitis A positive.  FTA or other specific treponemal serology was not reported; CSF was not examined.  Slit lamp examination was not done.  An intraparenchymal mass, possibly attached to the falx, was completely resected.  The patient was given Cepra.  Penicillin was not given.  
Sections showed a fibrotic lesion containing lymphocytes and plasma cells especially prominent around, and in the walls of, blood vessels.  There was endothelial proliferation and recanalization, and occasional giant cells.  These changes were interpreted as Huebner's arteritis/endarteritis obliterans.  Spirochetes were not seen but it was noted that spirochetes are unusual in gummas. The diagnosis of syphilitic gumma was made.  

Primary, secondary, latent and tertiary syphilis were reviewed.  Gumma is a manifestation of meningovascular syphilis while infection of the brain parenchyma produces general paresis.  Mixed forms can be seen and numerous other organs can be affected.  Specific treponemal tests such as FTA are more expensive while the VDRL/

RPR testing is less expensive; false negatives are reported.  Diagnostic criteria include pathology, presence of spirochetes, positive serology, response to penicillin and PCR testing.   

Discussion centered on expanding the diagnosis of this interesting lesion in a patient where there is no serologic proof of syphilitic infection.  Entities discussed in the differential diagnosis included MALT, Castleman's disease, plasmacytoma, infections, Rosai-Dorfman disease, Langerhans cell granuloma and lymphoma.

Case 3.  Columbia University.  Drs. Faust and Baisre (presenting).  This 48 year old woman presented with new onset generalized seizures.  A large posterior medial, dural-based, right fronto-parietal lesion enhanced and produced edema with mass effect.

Sections show a cellular neoplasm of polygonal cells forming sheets and perivascular pseudorosettes with papillary structures.  There is focal necrosis, a few whorls and brain invasion.  There were rhabdoid areas with whorls.  Macronucleoli and mitoses were present.  The tumor was positive for CD56, bcl2, NCAM, synaptophysin, NeuN (cytoplasmic) and neurofilament.  The tumor showed desmosomes and nuclear pseudoinclusions on electron microscopy.  

The diagnosis was Papillary Meningioma (WHO Grade III).  It was noted that the immunophenotype can be variable and puzzling.
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Case 4.  Mt. Sinai Case 1 (2008).  Dr. Mary Fowkes.  This 23 year old woman had a partial seizure while 36 weeks pregnant.  MRI showed a left frontoparietal mass with calcified and cystic areas with enhancement of the soft tissue component, producing edema and mass effect.  The mass was resected after the patient was delivered.
Sections showed a small cell neoplasm with calcification, sclerotic vessels and cyst formation, which infiltrated adjacent brain.  There were very hyalinized and mineralized regions.  Mitotic count was 2/10 HPF.  The tumor was positive for vimentin, GFAP, and EMA and a few cells stained for NSE.  The tumor was negative for NeuN.  MIB1 was 50%.  

The differential diagnosis included pineal tumor/pineocytoma, meningioma, oligodendroglioma, pilocytic astrocytoma, neuroendocrine neoplasm, glioneuronal tumor and ependymoma.  The diagnosis is high grade astroblastoma, on the basis of the immunostaining pattern, which is a new entity in the WHO classification and which does not carry a WHO grade at this time (see Reference).  This rare tumor occurs predominantly in children and young adults (median age 11 y; range 1-58 y).  Its pattern of broad processes extending to sclerosing blood vessels is characteristic and the tumor is positive for vimentin, S100 and GFAP.  MRI findings are important and show a well demarcated, lobulated and calcified enhancing mass.  MIB1 is variable.  The tumors with low-grade histology have a better prognosis than the high-grade tumors.
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