
Case 1999 # I 

Amyn M. Rojiani M.D., Ph.D."; Jason Fantey M.D: and Edward Haller" 
(*) University of South F10rida College of Medicine and H. Lee Moffitt Cancer Center and Research 
Institute Tampa FL and (+) University of Florida College of Medicine, Gainesville, FL. 

Clinical History: 
The patient was a 53-year-old male, initially admitted to the Hematology/Oncology service one 

month earlier with preliminary diagnosis of hairy cell leukemia. The diagnosis was confirmed following 
review of slides and flow cytometIy. Chemotherapy with 2-chlorodeoxyadensine (2-CdA) was initiated, 
soon after which the patient developed multiple problems including neutropenia with fever, seizures and 
right lower lobe pneumonia. He was started on Ceftaz and Clindamycin. Amphotericin B was later 
added as the patient continued to be febrile and later, Acyclovir was added for suspicion of herpes 
encephalitis. A ~ was obtained but showed no evidence a generalized process or focal brain lesion, 
including herpes encephalitis. Bronchoscopy was performed and revealed non-necrotizing pulmonary 
granulomas. The patient was thereafter started on multidrug therapy (INH, Rifampin. pyrazinamide and 
ethambutol) for mycobacterial infection (atypical mycobacterium or tuberculosis). 

The patient had changes in mental status in that he was agitated and combative. He also had 
multiple seizures over the initial period of his current admission. Although he had a history of seizure 
disorder as an adult, he had not experienced any seizures for almost ten years. He had previously been 
on T egretol and was started on Dilantin. His mental status improved and adequate seizure control was 
achieved. However, he deteriorated two weeks later, becoming only intermittently responsive and 
coherent. The patient also began to develop progressive renal dysfunction, likely secondary to acute 
tubular necrosis. He became remarkably hypotensive. Blood cultures were positive for Corynebacterium 
and the patient was started on appropriate antibiotic therapy. The patient's liver function tests were 
abnormally elevated. Anti-tuberculosis medications were withdrawn. The patient's clinical condition 
continued to decline. Blood cultures were positive for gram-positive cocci in clusters and Vancomycin 
was added. No aggressive measures were taken in the face of his multi system organ failure and sepsis. 
The patient expired one month after admission. 

Autopsy findings were consistent with the clinical course described above. The brain was 
examined after fixation and was grossly and histologically normal with the exception of the changes 
shown in the submitted kodachrome and paraffin section. 

Material submitted: Kodachrome of transverse section through the medulla and cerebellum 
H&E stained and one unstained section from the area of the dentate nucleus 

Points for discussion 1. Diagnosis 
2. Etiopathogenesis 



CASE 1999 - 02 

Submitted by: Dr. Juan M. Bilbao and Dr. Garry Moddel 
Department of Pathology, University of Toronto 
51. Michael's Hospital, 30 Bond Street, Toronto, M5B 1W8, Canada 

Case Reference Number: B3259 

Clinical History: 

A 71 year old male presented in May 1996, with a two-year history of increasing difficulty 
walking, which had started weeks after he was placed on 20 mg of omeprazole and 10 mg 
of cisapride per day for gastric complaints. Examination revealed 3+15 power of his limbs 
and no fasciculations or neurogenic SigM. Investigations showed a CPK of 170 and EMG 
indicated a myopathy. Open muscle biopsy was performed. 

Material Submitted: Cryosection stained with H&E. 
Lantern slide of eleclron photomicrographs. 

Point of Discussion: Diagnosis. 



CASK199~3 

Submitted by: Martha Simmons, MD PHD and Richard L. Davis, MD 
Neuropathology Unit, HSW 430 
UCSF 
San Francisco, CA 94143-0506 

Case reference number: SFGH S98-2536 

Clinical History: The patient is a 28 year old right handed woman who was well until 12/97. when 
she was hit by a bicycle and lost consciousness for several minutes. In the following weeks. she 
developed new onset headaches associated with nausea and vomiting. The headaches were worst in 
the early morning. and frequently woke her up at night. Over the next four months, these episodes 
became as frequent as three times a week, and the patient lost 10 pounds. She felt relatively well in 
between headaches, until one week prior to admission when she began complaining of difficulty 
concentrating at work. At this time, her boyfriend also noticed clumsiness in the use of her hands 
while eating. 

The patient had never had significant headaches requiring analgesic use. Her mental status 
appeared unchanged according to her family and boyfriend. There was no history of seizures or 
visual changes. She had an unremarkable past medical history, and nonnal development. Her 
mother noted that she exhibited frequent head banging as a child. The patient's mother has 
migraines, and several maternal great aunts died of cancer in old age. The patient is a college 
graduate, and works as a graphic artist. 

On 4/24/98, the patient went to the emergency room because of a particularly severe 
headache and vomiting. Her vital signs were nonnal, with BP 102/61 and HR 78. Her general 
examination was nonnal. Her head circumference was 55 cm. On neurologic testing. mental status 
was grossly intact. She had bilateral mild papilledema, but otherwise nonnal cranial nerve testing. 
Motor exam revealed a right pronator drift, and was otherwise nonnal. She had diffuse symmetrical 
hyperreflexia. Plantar responses were flexor. Sensation was grossly nonnal. Her gait was nonnal 
and there was no dysmetria, but she fell to the right when attempting to perfonn tandem gait. 

On admission, a head MRI showed a 5 x 6 x 8 cm multicystic heterogeneous mass centered 
in the region of the septum pellucidum, extending into the lateral ventricles with compression of the 
foramina of Monroe bilaterally, resulting in obstructive hydrocephalus. The mass partially enhanced 
with gadolinium. There was also bilateral uncal herniation, and downward brainstem herniation. 
The patient was started on decadron, and received intennittent mannitol for severe headaches and 
vomiting. On the fifth hospital day, a craniotomy was perfonned. 

Gross description: Soft red and tan tissue. 

Material submitted: one H&E section 

Points for discussion: 

one unstained section 

Diagnosis? 
Does location alter diagnosis? 
What special staines) used and why? 
Prognosis and therapy? 



Submitted by 

Mailing address: 

1999 - 4 

Eun-Sook Cho. M.D .• Meera Hameed. M.D. 

Eun-Sook Cho. M.D. 
Department of Pathology 
UMD-New Jersey Medical School 
185 S. Orange Avenue 
Newark. New Jersey 103-2714 

Case reference number: NJMS: NP98-293 

Clinical History: 

A 30 year old man presented to another institution in 1993, complaining of left sided hearing loss 

and left facial weakness. Imaging studies revealed a 2-3 em mass in the left cerebello-pontine angle. , 
Exploration was done and a diagnosis of glomus tumor was established at the operation but removal 

or biopsy of the lesion was not attempted due to its extreme vascularity. The patient's symptoms 

progressed to complete facial palsy and total hearing loss on the left. In 1998, he presented to UMD

University Hospital with increasing pain over several months in the left suboccipital area. Imaging 

studies with CT and MRI revealed 5 em vascular mass with multiple cysts in the left cerebello

pontine angle. Following pre-operative embolization, the tumor was removed via a translabyrinthine 

approach. The mass was found to be epidural and was easily dissected from the dura. The region of 

the middle ear was completely destroyed by tumor and no nonna! ossicula or other structures were 

identifiable. Except for this area, the tumor was well encapsulated. 

Material submitted: H&E and unstained slide (one each) 

Point of discussion: 1. Diagnosis 

2. Cell of origin 



CASE 1999-5 

Submitted by: Chris Ingram, Diane Armao, Scott Kilpatrick and Kinuko Suzuki 
Department of Pathology and Laboratory Medicine 
University of North Carolina at Chapel Hill, Chapel Hill NC 

Case reference number: UNC-CH MS98-l8328 

Clinical History: The patient is a 32 year old male who presented to medical attention with 
progressive lower extremity numbness. Past medical history is significant for hypertension and 
syphilis, treated with medical therapy. Neuroimaging studies of the thoracic and lumbar spine revealed 
numerous abnormalities including intraaxial pathology reflected in abnormal areas of enhancement on 
the surface of the spinal cord and lumbar nerve roots, as well as extraaxial pathology in the regions of 
T3-T8 and TII-Ll. Neuroradiologic interpretatidn at this time included a neoplastic process as the 
etiology of the intraaxial abnormalities and hematoma as the cause of extraaxial abnormalities. MRI of 
the brain revealed a small enhancing mass in the right dorsolateral aspect of the medulla, suspicious 
for neoplasm. An extensive medical work-up, including radiologic imaging of the chest, pelvis and 
abdomen., revealed no evidence of tumor. A tota1 body bone scan was negative. The patient had 
negative serologic testing for IllY. Serology for alpha fetoprotein and beta-HCG was within normal 
limits. The patient underwent decompression TIO-Sllaminectomy. Neurosurgical exploration 
revealed a normal epidural space. The dura mater was focally thickened. The inner aspect of the dura 
mater revealed a thick membrane which. at times, formed a fluid-filled «cyst"~ grossly consistent with 
remote subdural hematoma with neomembrane formation. Multiple biopsies from the ''intradural 
thickening" and «subdural membrane" were perfonned. 

Material submitted~ One H&E stained slide and one unstained slide from the surgical specimen. 

Points for discussion: 1. Diagnosis 
2. Pathogenesis 



Submitted by: 

Case Reference number: 

Clinical History: 

Necropsy findings: 

Material submitted: 

Points for discussion: 

Cas. 1999 - 6 

Hans Klunemann. M.D.* 
William W. Pendlebury, M.D'-' 
Departments of Pathology'" and Neurology#; University of Vermont; 
Medical Alunuti Building; Burlington, Vermont 05405 

John Woulfe, M.D. 
David G. Munoz. M.D. 

and 

Department of Pathology; University of West em Ontario; Dental 
Sciences Building; London, Ontario N6A SCI 

Fletcher Allen Health Care (Burlington, Vermont) A97-74 

The patient wao; a 43 year old woman of French-Canadian ancestry. the 
product of an uneventful pregnancy, labor and delivery, who developed 
nonnally. Family history revealed dementia in her paternal grandfather 
and great grandfather that became apparent after the age of seventy. 
Despite being an average to below average student (first grade repeated), 
the patient graduated from high school and worked in a bakery where 
she had problems "counting money". She married, gave? birth to two 
nonna! children. and functioned adequately as a mother and housewife. 
At age 31. the patient was diagnosed with Hodgkin's disease. Stage 
fiB. She was treated with chemotherapy and eventually total nodal 
radiation that resulted in remission for the remainder of her life. At age 
32, she was noted to be cachectic weighing only 86 pounds (ideal 
weight 107-110 pounds) despite adequate food intake. Computerized 
tomographic (CT) scans of the abdomen perfonned at age 32 and 34 for 
Hodgkin's disease follow up showed "a paucity of intraabdominal and 
retroperitoneal fat and no hepatosplenomegaly". At age 37 she was 
described as of "borderline intellectual capacity", but still able to manage 
a household and live independently. Cachexia and poor nutrition 
remained a chronic problem. Beginning 3.5 years prior to death, the 
patient developed progressive short term memory loss. She expressed 
no interest in ADLs, was frequently tearful, showed disordered sleep 
patterns, and had trouble with simple calculations and instructions. 
Cranial CT scan showed mild cortical atrophy. The patient was 
evaluated in a memory clinic in July 1995 (two years before death). 
History indicated rapid forgetting, severe language impairment, the need 
for assistance with dressing and hygiene, and cuing for swallowing to 
avoid choking. Premorbid verbal IQ was estimated at 82 (70, January 
1994); mini mental state examination was 16/30 (22/30, September 
1994). Deficits on neuropsychologic screening were profound and 
widespread. Neurologic examination showed athetoid movements of 
both hands, hesitant speech, and gait imbalance (NOS). The patient died 
two years later with suspected pneumonia. 

The general aUlopsy showed bilateral focal obstructive pneumonitis; 
pulmonary edema; extensive mediastinal, supraclavicular and pleural 
fibrosis; pericardial effusion; and, marked cachexia. There was no 
residual Hodgkin's disease. Examination of the brain showed 
moderately severe, bilateral frontal atrophy. 

H & E section of hippocampus; unstained section of hippocampus 

1. Diagnosis 
2. Pathogenesis 



Submitted by: 

CASE 1999 [71 

Shigeo Murayama M.D. Ph.D. 
Director, Department of Neuropathology, 
Tokyo Metropolitan Institute of Gerontology 
35-2, Sakaecho, Itaba.hi-ku, Tokyo, 173-0015, Japan 

Case reference number: Akashi Municipal Hospital A97-13 

Clinical History: 

A girl was born from a 27-year old primigravida at 40 weeks of gestational age. The body 
weight was 3,088g and Apgar score was 8 at one minute. She presented with generalized dermal 
exfoliation. severe peripheral edema, respiratory insufficiency and hypotonia. She had several 
craniofacial anomalies including hyperteiorism, high arched palate, flat nostrils, small earlobes and 
failure to close eyes. 

She was intubated under control respiration. She presented with progressive liver failure and 
DIe, associated with hepato-splenomegaly. She fell into the phase of fulminant hepatitis on the 40th 
hospital day, subsequently followed by generalized infection of MRSA and fungi. Repeated 
transfusion of platelets did not improve the clinical condition. 

She died of respiratory failure on the 52nd hospital day 

Necropsy findings: 

The body weight was 3.3 kg and the body length was 53 cm. The weight of brain, liver and 
spleen was 150g, 260g and 120g respectively. 

Materials submitted: 

I. One hematoxylin and eosin stained section of the frontal lobe 
2. One Kodachrome slide of a ultramicrograph of a swollen cell in the spleen (black bar = 3.6~m) 

Points for discussion: 

I. Diagnosis 
2. Mechanism of neuronal cell death 



CASE 1999-8 

NOT SUBMITTED. 



1999-9 
Submitted by: Barron, J and D. Munoz 

London Health Sciences Centre 
University Campus 
Department of Pathology 
339 Windermere Rd. 
London, Ont. N6A 5A5 

Case Reference No.: A191.98 
Clinical History: 

This 34 year old right handed male initia1ly presented in the summer of 1991 with dragging of his left 
leg. By the summer of 1993 he had to use a cane to walk and was using a walker by July of 1994. In 
March of 1994 his speech was slurred, he had trouble with language formulation, as well as difficulty 
with math and calculations. His wife had noticed a change in his personality. In July of 1994 he 
suffered a seizure, lasting 60 seconds, during which he turned his head to the right side and his eyes 
deviated to the right. A brain biopsy was performed during this hospitalization which was interpreted 
as "consistent with leucodystrophy." In November of 1994 he had bilateral release signs, a right 
extensor plantar response, apraxia, and a slow shuffling gait. He also required burrhole drainage for a 
chronic subdural hematoma. 

His family history is interesting. His father suffered from a similar neurological degenerative 
disease which was felt to be cortical basal ganglionic degeneration. No autopsy was performed. His 
mother suffers from depression. 

Physical examination was perfonned on March 24,1998. He could comprehend simple commands 
but had inappropriate laughter possibly due to pseudobulbar palsy. He was dysarthric. Visual fields 
were intact and he had full horizontal pursuit movements of his eyes but inadequate vertical upward 
gaze. His eyes could be made to go upwards with turning of his head down and having him fixate on 
a pen. The fast phase of opticokinetic nystagmus was absent to the right and impaired on the left. 
There was a positive glabellar tap. The jaw jerk was brisk and there was spontaneous palatal 
elevation. Voluntary tongue movements were present but slowed especially on the horizontal plane. 
There was left hemiplegia with spasticity. A flexion contracture of the left upper limb was present. 
There was spasticity of the lower extremities with clonus of both ankles. There was antigravity 
power in the right lower limb to the hip. He could lift the right upper limb. He had lost individual fine 
finger movement. His tone was increased and he had dystonic posturing of his trunk.. 

He passed away on November 03, 1998. Autopsy was limited to brain only. 

Necropsy Findings: Fresh brain weight, 1360 grams. 
Material submitted: H&E section from frontal lobe 
Points for discussion: Diagnosis 



CASE 1999-10 

Submitted by: Saroja Dangovan, M.D., Rajeswari Chandran, M.D., Reuben euison, M.D., Elena 
Koles, M.D., Marc G. Reyes, M.D. Section of Neuropathology, 627 S. Wood St., Cook County 
Hospital, Chicago, Illinois 60612 

Case reference number: A9-112 

Clinical History: 42 year old right handed woman complained of headache of several months duration, 
altered mental status with gradual progression to nonverbal. disoriented state. Neurologic 
examination revealed intact cranial nerves, increased tone in all extremities. left side more than right 
with clonus in the left lower extremity. Deep tendon reflexes were hyperactive. Babinski sign was 
negative. Repeated CSF examinations showed pleocytosis and routine cultures for bacteria and fungi 
were negative. Angiogram performed four months before demise was non contributory. Diffuse 
slowing was noted on EEO. mv testing was negative. Initial CT was nonnal. Three months after the 
onset of symptoms, basal ganglionic and periventricular white matter lesions were noted on MRI. 
Brain biopsy tlu"ee months before tenninal course was non specific. She expired in spite of broad 
spectrum antifungal, antibacterial and antiviral drugs. 

Necropsy findings: At autopsy the brain weighed 1,050 grams. The leptomeninges were opaque and 
demonstrated subarachnoid purulent exudate. The pertinent findings were mild ventricular dilatation 
slight brown discoloration of the basal gangJia and white matter. 

Material submitted: H&E stained and unstained section of basal ganglia. 

Points for discussion: 1. Diagnosis, 2. Pathogenesis 



1999·11 

Submitted by: Rebecca D. Folkerth. MD, Neuropathology, Boston V A Medical 
Center, 150 S. Huntington Avenue, Boston MA 02130 

Case reference II: A96-25 

Cllnlal history: This 45 year old black man with. history of AIDS (CD4+ lymphocyte 
count = 3/ml), presented with fever, diarrhea, and dizziness. 

His history was notable for multiple opportunistic infections, including 
Pneumocystis carinii pneumonia and atypical mycobacterial infection. the latter treated. with 
INH and ethambutol. He also had had hepatitis B. In the prior six weeks. he underwent 
antibiotic treatment of S. aureus arthritis of the shoulder. During this time~ he complained 
of vague difficulty walking, whieh was attributed to orthostasis and resolved with fluid 
replacemenl He had received no anti-retroviral therapy. 

On admission, he had fever of lOO.3F, oral thrush, a supple neck, diffuse 
pulmonary wheezing. nonna! cardiac and abdominal examination, and limited active range 
of motion of the right shoulder joint without effusion or signs of inflammation. Mental 
status was "baseline". and neurologic examination was "nonfocal". Laboratory studies 
showed the following: Peripheral WBC 2,800/ml (64% N, 14% L, 11 % M, 10.6% E); 
normal renal and liver funebon tests; CSF protein 59 mgidl, glucose 56 mgidl, with 0 
RBC and 1 WBC in bIbe III and 0 RBC and 7 WBC in bIbe #4; eryptococal antigen 
determination was negative in serum and CSF. Stool and CSF were sent for microbiologic 
evaluation. He was begun on Aagyl for presumptive C. difficile colitis. Radiographic 
studies of the shoulder showed only small fluid collections, improved since a previous 
study. An ophthalmologic consultant detected no evidence of CMV retinitis. 

He remained febrile. On hospital day 9. he developed a change in his mental status, 
progressing from lethargy with dyaarthria, right-sided weakness, and diffusely increased 
muscle tone with hyperreflexia, to complete coma within 24 hours. A diagnostic CSF 
microbiology report was received. Despite fluid management, broad-spectrum antibiotics. 
and institution of acyclovir therapy, he died on hospital day 14. 

General autopsy Ondlngs: Acute hemorrhagic bronchopneumonia, splenic lymphoid 
depletion. and chronic periportal inflammation in the liver. 

Neuropathology findings: Softening and hemorrhage of the pons. extending into the 
cerebellum and rosbally through the left cerebral peduncle into the left thalamus; a grossly 
normal basilar artery; and diffuse centrum ovale .trophy (HJV leukoencephalopathy). 

Material submitted; One kcxiachrome of Kluver-Barrera-stained whole mount section 
of formalin-fixed pons and cerebellum, one H&E-stained and one unstained glass slide of 
the pons. 

Points for discussion: 1) Differential diagnosis; 2) Likely diagnostic CSF 
microbiology report; 3) Special studies desired?? 
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