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CASE 1996-1 

Submitted by: Eric Huang, M.D., Ph.D., and Richard L. Davis, M.D., UCSF 

Diagnosis: Polyarteritis nodosa 

Comment: The systemic arteries were also involved at post mortem, except for those of the 
lung. 
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CASE 1996-2 

Submitted By: Cheryl Ann Palmer, M.D., University of Alabama at Birmingham 

Diagnosis: Paraneoplastic (limbic) encephalitis 

Comment: At autopsy, there was metastatic squamous cell carcinoma in lymph nodes. A 
primary tumor was not found. Serum studies during life for anti-Hu antibodies were negative, 
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but they were not done in CSF. Virus antigens were negative in brain, by 
immunocytochemistry. Lesions (microglial nodules, perivascular lymphocytes) were also 
present in brainstem and spinal cord. 

References: 

Brierley JB, Corsellis JAN, Hierons R, Nevin S: Subacute encephalitis of later adult life, mainly 
affecting the limbic areas. Brain 83(3):357-370, t960. 

Henson RA, Hoffman HL, Urich H: Encephalomyelitis with carcinoma. Brain 88:449-468, 1965. 

Corsellis JAN, Goldberg GJ, Norton AR: uLimbic encephalitisW and its association with 
carcinoma. Brain 91:481-496,1968. 

Glaser GH, Pincus JH: Limbic encephalitis. J Nervous Mental Disease 149(1):59-67,1969. 

Brennan LV, Craddock PR: Limbic encephalopathy as a non metastatic complication of oat cell 
lung cancer: its reversal after treatment of the primary lung lesion. Am J Med 75:518-520, 
1983. 

Kodama T, Numaguchi Y, Gellad FE, Dwyer BA, Kristt DA: Magnetic resonance imaging of 
limbic encephalitis. Neuroradiology 33:520-523,1991. 

Graus F, Rene R : Clinical and pathological advances on central nervous system 
paraneopiastic syndromes. Rev NeuroI148:496-501, 1992. 

Glantz MJ, Biran H, Myers ME, Gockerman JP, Friedberg MH: The radiographic diagnosis and 
treatment of paraneoplastic central nervous system disease. Cancer 73(1):168-175, 1994. 

CASE 1996-3 

Submitted by: Brian Harding, B.M., D.Phil., FRCPath, Great Onmond Street Hospital for 
Children, London 

Diagnosis: Alpha-fucosidosis 

Comment: Appearances in this disorder similar to Alexander's leukodystrophy have been 
documented on two previous occasions. The patient's younger brother had a bone marrow 
transplant at age 7 months, with normalization of enzyme levels; the brother remains well at 
age four years. 
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CASE 1996-4 

Submitted by: Thomas C. Cannon, M.D., Richard W. Leech, M.D., and Roger A. Brumback, 
M.D., University of Oklahoma 

Diagnoses: Alzheimer's disease, congophilic amyloid angiopathy, laminar cortical 
necrosis, and subcortical system degeneration, with involvement of basal ganglia, 
thalamus, and cerebral white matter 

Comment: The audience mostly favored a diagnosis of Creutzfeldt-Jakob (prion) disease of 
unusual severity, wrth Alzheimer's disease. 
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CASE 1996-5 

Submitted by: Hans H. Goebel, M.D., Johannes Gutenberg-Universitat, Mainz 

Diagnosis: Hypoplasia of nerve faSCicles (nerve) owing to aplasia of myelinated axons 
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CASE 1996-& 

Submitted by: Caterina Giannini and Joseph E. Parisi, Mayo Clinic 

Diagnosis: Erdheim-Chester Disease 

Comment: The vertebral artery lesion was a xanthoma. The disorder in this patient was 
generalized, involving the long bones, lung and retroperitoneum. 8-100 immunoreactivity in the 
histiocytic cells was negative, a distinguishing feature from histiocytosis X. 
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CASE 1996-7 

Submitted by: Dr. J.M. Bilbao, SI. Michael's Hospital, Toronio 

DiagnOSIS: Primary embryonal rhabdomyosarcoma of cerebrum in an adult 

Comment: Cells are positive for myoglobin and desmin. The inclusions are cytoplasmic 
bodies, as seen in skeletal muscle. The patient's father recently developed a cerebral tumor, 
which was a giant cell glioblastoma, with many histiocytes. 

References: 

Oropcho EJ, Allen JC: Primary intracranial rhabdomyosarcoma: case report and literature 
review. J NeurooncoI5:139-150, 1987. 

Russell OS, Rubinstein LJ: pathology of Tumors of the Nervous System, 5th ed, Williams and 
Wilkins, Baltimore, 1989, p. 689. 

Bradford R, Crockard, Isaacson PG: Primary rhabdomyosarcoma of the central nervous 
system: case report. Neurosurgery 17:101-104, 1985. 

4 



Olson JJ, Menezes AH, Godersky JC, Lobosky JM, Hart M: Primary intracranial 
rhabdomyosarcoma. Neurosurgery 17:25-34,1985. 

CASE 1996-8 

Submitted by: Amyn M. Rojiani, M.D., Ph.D., University of Florida College of Medicine 

Diagnosis: Malignant fibrous histiocytoma, pleomorphlc/storlfonn variant, presenting 
as a second intracranial malignancy following chemotherapy 

Comment: The tumor cells were positive for a-1-antichymotrypsin. 
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CASE 1996-9 

Submitted by: John J. Kepes, M.D., and Michael S. Handler, M.D., University of Kansas 
Medical Center (presented by Dr. E. T. Hedley-Whyte, for Dr. Kepes) 

Diagnosis: Metastatic carcinoma from lung, with sarcomatoid metaplasia 
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CASE 1996-10 

Submitted by: Meena GUjrati, M.D., John M. Lee, M.D., Ph.D., Keith Izban, M.D., Chinnamma 
Thomas, M.D., Loyola University Medical Center, Maywood, Illinois 

Diagnosis: Blastomycosis (meningoencephalitis) 

Comment: The organism (Blastomyces dermatitidis) was cuHured from the lesion in the fourth 
ventricle, at autopsy. North American blastomycosis has broad-based budding, and it causes a 
combination of acute and chronic inflammation, as seen in this case. 
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