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Submitted by : 

Fausto Rodriguez M.D 
Caterina Giannini M.D. 
Bernd W. Scheithauer M.D. 
Department of Pathology 
Mayo Clinic 
Rochester, MN 55902 
USA 

Clinical History: 

CASE 2003 #1 

The patient is a 53-year-old woman who developed positional headaches, dizziness, 
and progressive right hearing loss of approximately two months duration. She underwent 
resection of a right cerebellopontine angle "fibrous meningioma" and a left mastectomy 
for breast carcinoma twenty four years prior. Physical exam on the current admission 
revealed mild impairment of diadochokinesia as well as past pointing on finger to nose 
testing on the right side. Inability to perform tandem gait and a positive Romberg sign 
were also noted. A 1.9 x 1.8 cm contrast enhancing extra-axial mass located at the 
inferior aspect of the right cerebellopontine angle was visualized by computed 
tomography. A right posterior fossa craniotomy was performed and the tumor was 
removed. Multiple tan-white tissue fragments were received for pathologic examination . 

Material Submitted: H&E section of right cerebellopontine angle tumor 

Points for discussion: 
1. Diagnosis. 
2. Pathogenesis. 
3. Prognosis . 
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2003-2 

Submitted by: William McDonald, M.D., Andrew Bollen, D.V.M., M.D., UCSF Neuropathology, 
Dept. of Pathology, HSW 408,513 Pamassus Ave., San Francisco, CA 94143-0511. 

Clinical History: The patient was a 47-year-old female who developed menorrhagia and 
abdominal, pelvic, and back pain in February 0[2002, with associated 50-pound weight loss. Pelvic 
examination revealed an enlarged uterus. Ultrasound reportedly showed a heterogeneous echo genic 
mass in the uterine body. MRI was performed on 3/14/02 and showed a heterogeneous mass in the 
anterior myometrium that measured 10.5 x 10.5 x 9.5 cm and was felt to be suspicious for an 
atypical leiomyoma or sarcoma. Also present was an intradural, extramedullary enhancing mass at 
the level ofL3. The patient was examined by a neurosurgeon, who elicited a history of intractable 
back and bilateral leg pain, but neurological examination was normal. Operation on the spinal mass 
revealed a 4 x 3 x 2 cm reddish-gray encapsulated tumor within the center ofthe neural canal at the 
levelofL3. The caudal pole of the tumor was noted to have a fine band of tissue exiting from it that 
was felt to be the filum terminale. Multiple venous vessels and a single arterial vessel were noted to 
enter the dorsal and rostral aspect of the tumor. Gross total resection was achieved without loss of 
lumbosacral nerve roots. 

Material Submitted: One H&E-stained section and one unstained section of intradural lumbar 
mass, one 35mm slide with representative magnetic resonance imaging. 

Points for Discussion: 
1. Diagnosis. 
2. Relationship of intradural lesion to gynecologic symptoms, pelvic imaging abnormalities. 
3. Pathogenesis. . 
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CASE 2003-3 

Submitted by: Ben Pang-hsien Tu, Robert E. Schmidt and Arie Perry, Division of 
Neuropathology, Barnes-Jewish Hospital, Washington Univeristy School 
of Medicine, Campus Box 8118,660 S. Euclid Av., St Louis, MO 63110. 

Clinical History: The patient was a 61 year-old, right handed female with a history of 
hypertension and DM. She presented to our hospital due to a severe, 
diffuse headache for 1 day. She had been having intermittent headaches 
and sleeping more since the beginning of September, 2002. She denied 
visual changes, seizures or trauma to the head. She was awake, alert and 
oriented, and had proptosis. A bout of nausea/vomiting occurred during 
the examination. Other neurological examinations were essentially 
unremarkable. MRI of the head revealed a 6.2 x 2.2 cm extra-axial mass 
along the lateral aspect of the right temporal and frontal lobes with 
significant enhancement, small dural tails and marked surrounding edema. 
Radiologically meningioma was favored. 

Material submitted: an H&E section of intracranial tumor 

Points for discussion: 1, Diagnosis 
2. Pathogenesis . 
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CASE 2003-4 

Submitted by : France Berthelet and collaborators 
CHUM, Notre-Dame Hospital, Pathology Department, 
1560 Sherbrooke st. East, Montreal, Quebec, H2L 4Ml 
Canada 

Email: france.berthelet.chum@ssss.gouv.qc.ca 

Clinical history : 

This 67 year old woman presented a ten-year history of transient episodes of hypersomnolence, 
dysarthria, ataxia, psychomotor slowing and documented hypothermia (32°C). These episodes were 
self-resolving. In addition, this patient had long standing constipation and severe sleep apnea. A 
complete metabolic work-up including analyses of cerebrospinal fluid was negative. Magnetic 
resonance imaging revealed marked atrophy of the brainstem. An EEG revealed the presence of 
frontal epileptic spikes; however the patient never had any clinical manifestations of epilepsy. 
Frontal deficits were evident on neuropsychological testing. 
Several first-degree relatives of the patients were similarly affected. All shared with the patient a 
particular morphotype with marked kyphosis, arched palate and low hairline. The syndrome 
gradually progressed with dysphagia and dysarthria becoming increasingly severe. As well, 
cerebellar and pyramidal signs became more prominent. The patient ultimately died following 
complications of myocardial infarction at age 67. The brain weighed 1380 grams. 

Material submitted: 

• Kodachrome of transverse sections of the rostral medulla in the affected individual (left panel) 
compared to a normal patient (right panel) of similar age and brain weight (LHFIHE) 

• H&E slide of either cerebellum or hypothalamus at the level of the optic chiasm. 

Points of discussion: 
1. Diagnosis 
2. Pathogenesis 
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CASE 2003-5 

Submitted by: RolfPfannl, M.D., E. Tessa Hedley-Whyte, M.D., Neuropathology, 
Massachusetts General Hospital, Harvard Medical School, Boston, MA 02114. 

Clinical History: At the age of74 in 1987, this right-handed woman was noted to be 
forgetful and to have changes in her personality. She no longer cared about having a tidy 
house, or her appearance. She denied any hallucinations and reported good sleep. Her 
walking had slowed. She had no tremor. Three years later she was still living by herself 
and her mood was described as at times depressed and at times hyperactive. Her speech 
was normal with no anomia. There was decreased arm swing bilaterally. A SPECT scan 
was normal. Around 1991 her memory difficulties were worse and she had begun 
misplacing items. She was aware of her deficits and frustrated by them. Naming, 
reading and writing were normal. She was repetitious in conversation and some 
constructional apraxia was noted. By late 1991 her daughter noted her speech to be 
circumloquatious. On examination her spontaneous speech was notable for tangential 
accounts without clear aphasia. She moved to a Nursing Home in 1993. At that time she 
had a paucity of speech and difficulty figuring out how to use a cup or napkin. At times 
she did not recognize her daughter. She had several falls. Gait was shuffling and 
unsteady with no arm swing and en bloc turning. Suck reflex and Myerson's sign were 
present as were bilateral Babinskis. She died at the age of 87. Autopsy was limited to 
examination of the brain and eyes. 

She had lEd a di'lgnosis 0 f depr~ssion at age of 63 and a small stroke at age 74. 

Necropsy Findings: Brain weight: 1010 gm. The brain was symmetric with mild 
generalized atrophy of frontal, temporal and parietal lobes, mild hydrocephalus, mild to 
moderate pallor of the substantia nigra and old small infarcts in the basal ganglia. 

Material Submitted: 1 H&E and 1 unstained slide of amygdala and entorhinal cortex. 

Points for Discussion: 1. Diagnosis 
2. Pathogenesis 
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CASE 2003-6 

Submitted by: Vernon Annbrustmacher, M.D. and Barbara A. Sampson, M.D.-Ph.D. 
Office of Chief Medical Examiner of the City of New York 
520 First Ave. 
New York, NY 10016 

Clinical History: A 73 year old man presented to his physician with a four'day history of fever, 

body aches, and malaise. His past medical history was remarkable only for babesiosis and Lyme 
disease. He spent much time outdoors in the Hamptons. On exam he had a low grade fever. He 
had no neck stiffness, rash, cough, or gastrointestinal symptoms. He was sent home. Over the 
next two days his condition worsened, and he was admitted to the hospital. Examination 
showed slow mentation, dysarthria, and profound weakness in all extremities, lower worse than 
upper. He required a cane to walk. Reflexes were normal, and he was afebrile. A CBC showed 
lymphopenia. He was admitted and died 36 hours later. 

Autopsy Findings: The general autopsy was significant only for bronchopneumonia, and a 
postmortem blood culture grew Klebsiella pneumoniae. 

Neuropathology: The brain and spinal cord were grossly unremarkable. Microscopic sections 
demonstrated severe meningomyeloencephalitis consistent with viral encephalitis. There were 
widespread microglial infiltrates in the brain and spinal cord and scant mononuclear inflammation 
in the subarachnoid and perivascular spaces. The microglial infiltrate was most intense in the ventral 
horns of the spinal cord at all 12 levels sampled. In some areas the infiltrate was confluent and 
associated with lower motor neuron loss. A small amount of microglial infiltrate was present in the 
dorsal horns and spinal white matter. A single inflammatory focus was present in one cauda equina 
nerve root and in the trochlear nerve .. The microglial inflammation was present in decreasing 
int;:;nsity ih l.1e medulla (gray matter more than v'hite mattt.:r), cerebellum (especially the dentate 
nucleus, Purkinje cell layer and the molecular layer), thalamus (not in the internal capsule), the 
hippocampus (gray and white matter) and the cerebrum (gray and white matter). 

Material Submitted: An H&E stained section of spinal cord is submitted. 

Points for Discussion: 
1. Diagnosis. 
2. Etiology . 



• 

• 

• 

44th ANNUAL DIAGNOSTIC SLIDE SESSION 2003 

CASE 2003-7 
Submitted by: Ana Sotrel, MD; Wiliam J. Belini, PhD; Atilano G. Lacson, MD; 
Mario A. Reyes Nolan Altman, MD; Jeannette Guarner, MD; Glenn Morrison, MD; 
and Michael Duchowny, MD. Miami Children's Hospital & Univ of Miami, Miami, 
FL (AS, NA, GM & MD); Center for Disease Control & Prevention, Atlanta, GA 
[WJB & JG]; All Children's Hospital & Univ of South Florida, Tampa, FL [AGL]. 

Case reference number: S-01-3504 

Clinical History: The patient, RL, is an ll-year old girl, who was born and raised 
in Tampa FL. She was in her usual state of health (with the possible exception of a 
recent onset of subtle behavioral problems), when one night in March 2001, she 
developed repetitive episodes of stiffness of all extremities lasting for about 10 
seconds and recurring 40 times during the first night. This evolved into generalized 
tonic-clonic seizures that transiently responded to depakote; while on this 
antiepileptic medication, one week later, she developed "head drops", 20-40 per day 
that necessitated an increase in depakote dosage and addition of Dilantin. This 
combined drug treatment worked for about one week, when head drops recurred at 
increasing frequency. Three months later another medication (keppra) was added. 
The seizures eventually stopped, but in mid July 2001, the patient became 
progressively more lethargic. She was transferred from the local hospital to MCH 
for evaluation of "progressive encephalopathy." 
On admission, she was unresponsive, had a fever of 99.1 and supple neck; there was 
horizon t ... 1 nystagrnys, 2+ deep tendon ren~'tes and h-Jaterally positive Babinski. 
Bacterial and viral eSF cultures were negative; the eSE' contained no cells, but 
there was a minimal increase in protein and presence of oligo clonal bands. 
Past medical history was unremarkable; the patient was vaccinated according to the 
widely practiced schedule in USA. 
Dual-echo FLAIR-MRI study demonstrated bilateral, diffusely hyperintense signal 
most pronounced in the hemispheral white matter; there was no contrast 
enhancement. MR-spectroscopy demonstrated reduction in N-acetylaspartate, 
normal choline and elevated lactate & myoinositol. 
A diagnostic right parietal brain biopsy was performed. 
Pathohistologically, there were minimal multifocallymphocytic-plasmacellular 
subarachnoidal infiltrates. Both cerebral cortex and subcortical white matter 
contained perivascular lymphocytic infiltrates and rather pronounced ongoing 
neuronal, myelin and axonal degeneration. Bacterial and viral brain tissue cultures 
were negative. 
A treatment was initiated and the patient was discharged. She expired about one 
year after the onset of her illness. Autopsy was not performed. 

Material submitted: H&E stained brain biopsy tissue sections. 
Points for discussion: Diagnostic tests? 
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Case 2003-8 

SUBMITTED BY: Joshua D. Stephany, M.D (lnd Gary S. Pearl, M.D., Ph.D. 
Department of Pathology 
Orlando Regional Medical Center 
141·~ KU!ll Ave 
Orlando, FL 32806 

CLINICAL HISTORY: 

The patient was an 8 year old boy who initially presented to the emergency room on 
7123/02 with fever (Tmax 101.4), headache, and vomiting for 2 days. Cerebrospinal fluid 
revealed 17 RBC'mm3, ] J.l WBClmm3, 74% ncutmrhils, 24% lymrhocyte~. 2% 
monocytes, protein 58 mg/dL, glucose 56 mghiL, cpd lactic acid 5.1 mgidL. A CT scan 
of the head was negative for abnormalities. Treatment with ceftriaxone was begun. 

He was subsequently transferred from the emergency room to another facility. Upon 
arrival he showed worse-ning decorticate posturing, asymmetric dilated unreactive pupils 
(right 4mm, left 3mm). abse-nt camea! rctlexes, ab3ent dtlll's eyes reflex, and 2/4 deep 
tendon reflexes. I3acterial and v;,,11 antigens were not detected . 

He was transferred to tertiary care center where he continued to slip in and out of 
consciousness. A repeat CT scan and magn\~:ic resonance imaging were pel formed and 
were negative for acute changes. A ventriculostomy catheter was placed with an 
increased intracranial pressure of28 mmHG. He became hypertensive and tachycardic 
and then proceeded to become hypotensive. He expired Oll 7/25/02: 

NECROSCOPY FINDINGS: 

The brain weighed 1050 grams, with ciiffuse lq::tomcningial cloudillg and edema. 

MATERIAL SUBMI TTED: One H &. E ;-;/ide llfba3&1 ganglia. 

POINTS FOR DISCUSSION: Diagnosis 
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Case 2003-9 

Submitted by: 
Edward S. Johnson, M.D. I , Kinga Kowaleswska-Orochowska, M.D. I , Stan Houston, 
M.D.2

, and John McKean, M.B.ChB3 

Departments of Laboratory Medicine and Pathology', Medicine2
, and Surgery3 

University of Alberta, Edmonton, Alberta, Canada, T60 2R7 

Clinical history: 
This 25-year-old man. a peripatetic world traveler, presented to hospital four days after 
returning to Canada following a two-month tour of Costa Rica, Panama and the 
Caribbean. His complaints consisted of headache, nausea and vomiting, paresthesia of the 
right arm and leg, and aphasia for approximately three weeks. Because of fever and 
chills, he had seen a physician in Costa Rica, who prescribed Clarithromycin, but no 
clinical improvement ensued. Relevant laboratory investigations revealed a white blood 
cell count of 13.3 x 109/L (74% neutrophils) and an ESR of 5 mmlhr (normal 0-10), while 
examination of the cerebrospinal fluid disclosed 15 white blood cells x 106/L, 80 red 
blood cells x 106/L, and a glucose of 4.7 mmollL (normal 2.2-4.1). An MRI scan showed 
on T 1 weighted images a hypo intense lesion in the left temporal region with 
heterogeneous gadolinium enhancement but a CT guided stereotactic needle biopsy 
yielded only neuroglial tissue with chronic inflammatory cell infiltrates suggestive of 
encephalitis. Nonetheless, PCR analysis for Herpes simplex types I and II was negative, 
as were serologic tests for arboviral antibodies .. The patient returned one month later 
with worsening symptoms and a MRI sCan showed enlargement of the lesion to involve 
the :'ntire left temporal lobe. He subsequently underwent a left temporal lobectomy for 
the purpose of biopsy. 

Material submitted: 
• Slide transparency of the repeat MRI scan, coronal plane ofTl weighted image, 

post -gadolini um. 
• Representati \"e Hand E stained section from the open biopsy of the mass in the 

left temporal lobe. 

Points for discussion: 
1. What, if any, additional information should be sought from the patient? 
2. What laboratory testes) would be of help ,in confirming a diagnosis? 
3. Pathologic diagnosis? 
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Case 2003 - 10 

Submitted by: Roberta 1. Seidman, M.D., and Stephanie A. Horowitz, M.D., Stony Brook 
University Hospital, Stony Brook, NY, and Office of the Medical Examiner, Suffolk County, NY 

Clinical History: This 31 year old man was found dead in his bed on a locked ward at a psychiatric 
center on Long Island. 

He was well until age 27 years, at that time married and working as a chef in a French restaurant, 
when his psychiatric disorder began. He was diagnosed with bipolar affective disorder, 
schizoaffective disorder and polysubstance abuse. Over the course of the next four years, he had 
multiple psychiatric hospitalizations. Following his penultimate hospitalization, ten months prior to 
his demise, while living at a local hotel, his mother reported that he was disorganized and unable to 
care for himself. He displayed bizarre behavior, taking his roommates' possessions and setting fires. 
He was readmitted to the hospital because his clinic psychiatrist believed him to be potentially 
harmful to himself and others. 

During the final six-week hospitalization, his neurological status progressively worsened. He 
became unable to perform any activities of daily living, was unable to communicate verbally and did 
not follow verbal commands. He was unable to feed himself, and was incontinent of urine and feces. 
He exhibited difficulty ambulating, and required occasional assistance. 

The psychiatrist had begun treating him with Clozapine and was monitoring his white blood count 
weekly (due to the 1-2% risk of agranulocytosis). The final test revealed an elevated white blood 
cell count of 22,000 cells/micro liter. He was taken to an outside facility for computed tomography 
of the brain, which was reported as showing a small, irregular focus of decreased attenuation in the 
right te;mporallobe, possibly an infarct. He died three days later. 

Necropsy findings: The general autopsy determined that the cause of death was pneumonia. The 
fixed brain, minus the left occipital lobe (saved for toxicology), weighed 1218 grams. The brain was 
normal on external examination. Coronal sections of the cerebral hemispheres were remarkable for 
slight gray discoloration and mild softening, without expansion of the white matter of both temporal 
lobes that was not well demarcated. In the right cerebral hemisphere, the abnormality extended from 
the level of the temporal pole to the closure of the occipital hom and on the left, it extended only to 
level of the atrium of the lateral ventricle. The splenium of the corpus callosum appeared slightly 
gray and possibly mildly expanded. U-fibers were generally spared. The brainstem and cerebellum 
were normal. The spinal cord was unremarkable on external examination and on cross sections 
throughout its length. 

Material submitted: One H&E section and one unstained section of temporal lobe 

Points for discussion: 
1. Diagnosis 
2. Pathogenesis 


