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43rd ANNUAL DIAGNGSTIC SLIDE SESSION 2002 

CASE 2002 [1] 

Submitted by: SAROJA ILANGOV AN MD, PETER PYTEL MD, 
ROBERT WOLLMAN MD, MARC G. REYES MD, RAJESW ARI CHANDRAN MD 
Cook County Hospital, Hektoen Bldg, Dept of Neuropathology 
627 South Wood St, Rm 423, Chicago IL 60612 
and 
University of Chicago, Dept of Pathology, MC 6101 
5841 S.Maryland Ave., Chicago IL 60637 

Case reference number: 1 

Clinical History: 
28 year old woman with history of polymyositis since 1995, readmitted to hospital in 1998 
with complaints of easy fatigability, lower extremity weakness and episodes of falling down. 
Patient is alert and oriented x 3, with normal sensory function and normal respiratory, 
cardiovascular, gastrointestinal function. 
Pertinent physical fmdings are slight muscle wasting of right calf 4/5, right and left deltoids 
4/5, right biceps SIS, left biceps 4/5, right triceps 4/5, left triceps SIS, bilateral knee extensors 
SIS, bilateral grasp strength SIS, reflexes: bilateral biceps and triceps 2+, rightlleft patellar 
1 +/2+. Negative Babinski and Romberg sign. Nerve conduction study oflower extremities is 
suggestive of right peroneal neuropathy and questionable bilateral S 1 radiculopathy. 
CPK level over 1000 IU on multiple occasions . 

Necropsy findings: not applicable 

Material submitted: Kodachrome slides ofH&E right thigh muscle biopsy (1998) 4x, lOx 

Points for Discussion: 
1. Differential Diagnosis 
2. Pathogenesis 
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Case 2002-2 

Submitted by: Roberta J. Seidman, M.D., and Robert Greenwald, M.D., Stony Brook University 
Hospital, Stony Brook, NY, and Long Island Jewish Medical Center, New Hyde Park, NY 

Reference number: 00-481 

Clinical History: This patient was well until the sixth decade, when he developed progressive 
shortness of breath, severe fatigue and excessive daytime somnolence. He would fall asleep at 
dinner, during conversation and had difficulty remaining awake while driving. At age 55, he did not 
complain of dyspnea, but his wife reported that he exhibited "heavy breathing". Respiratory 
function deteriorated to the point that by age 56, exercise tolerance was less than one-half block of 
ambulation and, by age 57, he required 24 hour ambulatory oxygen and ventilatory assistance at 
night. 

Concurrently with the development of the respiratory disorder, he noted progressive weakness in the 
lower extremities, which interfered with walking up stairs and turning over in bed. Treatment with 
Mestinon for a few days was of no benefit. 

He had worked as an installer of telephone lines, transferred to a desk job and finally retired due to 
disabling somnolence and weakness. He was married with five children; there was no family history 
of pulmonary or neuromuscular disease. There was a 35 pack-year history of smoking cigarettes, 
which was discontinued at age 54. 

At age 56, he was mildly cyanotic at rest. There was mild bilateral ptosis and full extraocular 
movements. There was mild weakness (4-5-/5) of the proximal muscle groups of the upper 
extremities and moderate to severe weakness (3/5) in the proximal lower extremities with 
diminished muscle mass in buttocks and thighs. There was normal strength of distal musculature. 
Muscle stretch reflexes were 1 +/4+ and symmetrical. Sensory examination was normal. 

The serum glucose, thyroid function tests, BUN and creatinine were normal. Creatine kinase 268 ull 
(0-235), aldolase 13 ull (0-8.1). Serologic testing for antinuclear, Jo-l and anti-mitochondrial 
antibodies was negative. 

Pulmonary function tests at age 56 revealed Total Lung Capacity 3.69 liters (47% of predicted 
value), Vital Capacity 2.22 liters (41 %), Forced Vital Capacity 2.22 liters (41 %), FEV1 1.88 (43%) 
and ABG of 7.40/59/62 on room air with normal CXR and computed tomography of the chest. 

Electrodiagnositic testing (age 56) revealed evidence of myopathy and impaired neuromuscular 
transmission with normal nerve conduction velocities and borderline sensory nerve amplitudes. 

The patient visited a rheumatologist and a muscle biopsy was arranged. 

Material submitted: One H&E section of Vastus latera lis muscle 

Points for discussion: 
1. Diagnosis 
2. Clinical presentation 
3. Differential diagnosis of the key light microscopic pathological finding 
4. Pathogenesis 
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43 rd ANNUAL DIAGNOSTIC SLIDE SESSION 2002 
Case 3 

Submitted by Antje Bornemann, MD, Hans H Goebel, MD, JOrgen Bohl, MD, Romain 
Gheradi MD 

Departments of Neuropathology, Universities of TObingen,Mainz, and Creteil/Paris 

Case Reference Number: 14320·N1018/01 

Clinical history 
A 63-year-old lady physician in private practice had experienced backache for the 
last 15 years owing to a pseudo-spondylolisthesis at L4 to S1. For the past 10 years, 
she developed muscular atrophy in her arms and, 3 % years ago, weakness in her 
back muscles ensued. At the time of examination her walking distance had 
decreased to 500 metres requiring a cane, and she had difficulties in climbing stairs 
and walking downhill. Over the last year she developed paraesthesia of the right 
thigh. Furthermore, she complained of arthralgia in large joints. Neurological 
examination revealed bilateral weakness of her face, her shoulder girdle, and her 
right arm, as well as scapula alata. She showed muscle atrophy in both thighs. 
Walking on heels was impaired, but not on toes. She showed Gowers sign and had 
hyperlordosis. Her deep tendon reflexes were weak. Electromyography revealed 
myopathic patterns but no response in the paraspinal muscles. Electroneurography 
revealed nerve conduction velocities of 47.8 m/sec in the right tibial nerve with an 
amplitude of 3.9 mN and of 50.9 m/sec in the right sural nerve. Her creatine kinase 
was at upper borderline level of 100 U/L. She had an erythrocyte sedimentation rate 
of 2/23 mm for the first two hours. 

No other family members were known to be affected by any neuromuscular disease. 

The patient had undergone repetitive vaccination against hepatitis B, in 1970, 1980, 
and 1990. In 2000 she decided on having a combined hepatitis A and B vaccination. 
Injection site was the left deltoid muscle without any immediate localized and 
generalized discomfort or abnormal findings. 

Material submitted: 
1. One semithin section - methylene blue-stained (Richardson). - from the 

biopsied left deltoid muscle 
2. One electron micrograph from an interstitial cell 

Points for Discussion: 
1. Diagnosis 
2. Significance of findings 
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CASE 2002-4 

• Submitted by: 

• 
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Angelica Oviedo, M.D. 
Dept. Pathology 
Ste. Justine Hospital 
3175 Cote-Ste.-Catherine 
Montreal, QC 
H3T lC5 
Tel. 514-345-4931 ext. 6685 
Fax 514-345-4819 
Email: angelica.oviedo.hsj@ssss.gouv.gc.ca 

Case reference number: 01-AS-174 

Clinical History 

This 2 and a half year old male was diagnosed with antenatal auricular flutter at 34 wks gestational 
age. The mother was digitalized for 10 d. without success. Cesarian section was done at 35 wks 
gestational age. The neonate was immediately treated with Lanoxin and Amiodarone. He was 
intubated at 24 hours of life. He was eventually discharged on anti-arrhythmic medications. At 6 
months of age, he was admitted for an episode ofRSV bronchiolitis. At 2 years 4 months old, he 
was admitted for hypotension and shock. He had a protracted course which included nosocomial 
pneumonia, arrhythmia, pulmonary hemorrhage, and hypertension. He was also treated with cortico
steroids for a clinical diagnosis of Takayasu's arteritis based on angiographic findings. He had an 
episode of generalized tonic-clonic seizures while febrile. He continued to deteriorate and died with 
bronchopneumonia and necrotizing bronchitis at 2 years 9 months of age. 

Autopsy demonstrated organ asymmetry as follows: the left kidney (91.7 g) was larger than the right 
kidney (51.2 g); the left lung(161.2 g) was larger than the right lung (127.1 g); the left testis (6.4 g) 
was larger than the right testis (2.2 g). He also had massive cardiomegaly with a heart weight of 
128.1 g (expected heart weight for age approximately 58 g). The brain showed a lesion on the 
medial parietal-occipital lobe. 

Material submitted: Hand E slide of brain, spinal cord, and aorta. 

Points for discussion: Diagnosis 
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Submitted by: 

CASE 2002-5 

Dr. Samuel K. Ludwin 
Department of Pathology 
Richardson Laboratories, Rm 201 
Queen's University 
Kingston, Ontario. K7L 3N6 

Case Reference Number: 14728 

Clinical History: 
The patient was a 53 year old gentleman who lived alone. He had been discovered unconscious on 
January 31 S

\ 1999, but recovered following treatment, to be discussed later. Two weeks later he 
presented with a history of increasing mental slowness, weakness, somnolence and urinary 
incontinence. No history of abnonnal medication was obtained. On examination in the Emergency 
Department he was drowsy and somnolent with a blood pressure of 110/60, a heart rate of 70 per 
minute and a regular respiratory rate of 18. His temperature was 35.8 and Glasgow coma scale was 
15/15. Neurological examination documented nonnal cranial nerves, and his motor strength was 
nonnal. The patient was uncooperative, and cerebellar testing could not be perfonned. A right 
upgoing plantar reflex was recorded. Laboratory results showed a white blood cell count of 10.3, 
hemoglobin of 129, platelets of 425, creatinine of 84 and a BUN of 5.1. All other electrolytes were 
nonnal. A CT scan on admission showed bilateral basal ganglia infarcts, and a chest x-ray showed a 
left lower lobe infiltrate. On the following day there were no localizing signs noted. In the EEG 
done on February 17th documented diffuse slowing which was maximal in the left fronto-temporal 
region. Over the next 4 days he progressively deteriorated, and was unconscious withdrawing only 
to pain. There was a flexed posturing. An MRI done on February 19th confinned the basal ganglia 
infarcts and extensive white matter changes. The patient deteriorated progressively and developed 
fixed and dilated pupils. Palliative measures only were undertaken, and he died on the 5th of March, 
three weeks after his admission. 

Material submitted: 

Points for discussion: 1. 
2. 

H&E section of cerebrum 

Diagnosis 
Pathogenesis 



CASE 2002-06 

• SUBMITTED BY: J.M. BILBAO, SANDRA BLACK AND BEVERLEY YOUNG 

• 
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Department of pathology, University of Toronto, Sunnybrook and Women's College Health 
Sciences Centre, University of Toronto, Canada. 

CASE REFERENCE NUMBER: AOI-47 

CLINICAL HISTORY: 

Four years before his death in September 2001, a 58-year-old man experienced the insidious onset 
of memory problems followed by declining language function and mild word finding difficulties 
with no verbal comprehension impainnent. By 1999, he had lost 50% of his ability to solve 
crossword puzzles and showed socially inappropriate behavior. He treated a traffic red light as a 
stop sign and did not wait for the green light to proceed. He was able to perfonn his self-care 
activities and continued to work as an accountant for Revenue Canada with no difficulties, as well 
as running a separate company and managing all accountings. At the time, he was renovating his 
farmhouse and his skill as a remarkable woodcarver remained undiminished. He was an amateur 
marathon athlete and continued his daily training runs unimpeded. There was a strong family history 
of "Alzheimer's disease" affecting his mother, a maternal uncle, a maternal cousin aged 55 years and 
a 53-year-old brother. His 57-year-old sister had no cognitive complaints. His four children were 
healthy. 

Examination in March 1999 showed mild shorter memory deficit and mild fluent aphasia, the rest 
of the neurological examination of CNS and PNS was unremarkable. From then on the patient 
deteriorated fast; within 5 months he was mute but understood a lot and had become dependent for 
self care activities and inappropriate in his behavior. During the last year of his life the patient was 
confined to a chronic care facility and the nurse's notes indicated that towards the end, he had 
developed swallowing difficulties. He died 8-IX-2001 of bronchopneumonia. The brain weighed 
1360 grams and showed moderate fronto-temporal atrophy, slight ventricular dilatation and pallor 
of S.nigra. 

MATERIAL SUBMITTED: 
1. H&E stained section of either frontal lobe or temporal lobe 
2. Unstained paraffin section of hippocampus 

POINT FOR DISCUSSION: Diagnosis 
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43rd ANNUAL DIAGNOSTIC SLIDE SESSION 2002 

Submitted by: R.H. Laeng, M.D. 
Department of Pathology, 
Kantonsspital Aarau 

CA~E 2002 -7 

CH - 500 1 Aara~ Switzerland 

Case reference number: B1998.15012 

Clinical History: The 42 year-old female patient underwent rectosigmoidal resection in May 1998 
for adenocarcinoma (pT3NOMO, G2); she had neither a recurrence nor metastases. Shortly thereafter, 
the patient developed neuropsychologic and sensorimotor deficits followed by seizures. 
Cerebrospinal fluid analyses showed increased mononuclear cell count and elevated protein. 
Neuroimaging revealed multiple contrast-enhancing supra- and infratentorial lesions (Kodachrome 
submitted). In the cerebellar biopsy specimen there were dense lymphocytic infiltrates partially 
involving the leptomeninges. Serological analyses for various infectious agents were all negative. 
Treatment with steroids, substituted later by alkylating agents, had a transient success. One year later, 
while kept under low dose chemotherapy, the patient developed a relapse of her neurologic deficits 
and novel skin lesions; skin biopsy revealed lymphocytic and necrobiotic panniculitis. 
Administration of immunoglobulins had some beneficial effects, but the patient's condition 
deteriorated with pancytopenia and loss of B cells, and she died in October 2001 of cerebral 
hemorrhage. 

Necropsy findings: There were multiple recent haematomas distributed over the entire central 
nervous system. Lymphocytic perivascular cuffs and multiple lymphocytic infiltrates were present in 
the central nervous system including cerebral grey and white matter, cerebellum, spinal cord and 
cranial nerves, in the peripheral nerve system and tubulointerstitially in the kidneys, while significant 
glomerulopathy was not observed. There were chronic periportal hepatitis, hyperplasia of bone 
marrow and splenomegaly with extramedullary haematopoiesis in a setting of red pulp hyperplasia. 
while splenic white pulp and nodal lymph follicles showed partial depletion consistent with acquired 
B cell deficiency. 

Material submitted: Kodachrome ofMRI, slide of cerebellar biopsy specimen (H&E) 

Points for discussion: Differential diagnosis 
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43rd Annual Diagnostic Slide Session 2002 
Case #2002- 8 

Submitted by Margaret L. Grunnet, MD. 
University of Connecticut Health Center, 263 Farmington A venue, Farmington, CT 06030 
Case reference number: HX 773 

Clinical History: The patient was a 48 year old African - American male who Was admitted to this hospital for agitation and 
confusion. Past history reveal that in 1994 he was found to have mediastinal lymphadenopathy but refused treatment until 1995 
when more symptoms occurred. A lymph node biopsy at that time revealed nodular sclerosing Hodgkins disease. He was treated 
with ABVD and achieved a complete remission as measured by Gallium scan after six or eight cycles. Mantle radiation was 
begun but the patient stopped treatment after 3 days because of chest tightness. By 1996 there was recurrent disease manifested by 
mediastinal lymphadenopathy but he did not receive treatment until 1998 when periaortic nodes were positive on Gallium scan. 
He was placed on ifosfamide, Etoposide and carboplatin and underwent an autologous stem cell transplant in September of 1998. 
In the summer of 1999, the patient developed pruritis and restaging revealed lymphadenopathy. A groin lymph node biopsy was 
consistent with recurrent Hodgkin's disease. He was put on procarbazine 100 mg and Leucoran a day to control the disease 
which was considered incurable with some progression of his disease. In December of 1999 he received 3750 cGY of radiation 
therapy to the inguinal and femoral areas. In September of 2000 the patient was supposed to receive more radiation therapy but it 
is not clear if he received it. Late in the fall he was placed on gemcitabine and Navelbine therapy but he felt it was too toxic so did 
not continue it. He was seen here with some weight loss, fevers and persistent sweats. He was placed on procarbazine 100 mg a 
day and Advil p.r.n. He also took prednisone in an unknown dose. A recent CT scan of the chest demonstrated no residual 
adenopathy of the mediastinum; however, there was significant enlargement of axillary nodes. He was doing relatively well on 
unknown doses of Prednisone until this admission and had refused other treatment. 

Social History: Family history is unknown. The patient lived alone and was unmarried. The patient has been 
unemployed and disabled secondary to back injury for several years. History of smoking and alcohol is unknown. 

Medications: Prednisone of unknown dose. 
Physical Exam: BP was 100/60 after sedation. Pulse 92, respirations 18, temperature 98.6, Pulse ox 100 % on room 

air. The patient was awake but lethargic due to sedation and oriented xl. Pupils were round, regular and equal and 
reactive to light and accomodation. Extraocular movements were intact. The rest of the HEENT was negative as was the 
rest of the physical examination 

Neurological Examination: The patient was responsive only to pain due to sedation and reflexes were absent. 
Babinski signs were negative. 

Laboratory Studies: Hemoglobin was 10.4 and platelets 96000. White cell counts were normal except for low 
lymphocytes and high monocytes. Head CT scan was negative for hemorrhage and head MRI with and without contrast 
was normal. EKG showed a normal sinus rhythm. Chest x-ray showed mediastinal lymphadenopathy but otherwise was 
clear. The spleen was slightly enlarged. Urine tox screen was negative. EEG showed mild diffuse slowing on sedation 
with no epileptiform activity. Electrolytes were normal except for intermittent increased BUN and Creatinine and other 
metabolic studies showed an intermittently increased Na but were otherwise negative. Bilirubin was normal but there 
was consistently high AST, Alkaline phosphatase and LDH. CSF examinations were done several times and were 
negative for bacteria, fungus, virus, and TB. CSF showed a negative cytology for tumor. VDRL was negative although 
protein was elevated at 68 mg/dl. One urine culture showed multiple colonies of Proteus mirablilis sensitive to 
fluoroquinolones. On Gram stain of sputum showed moderate numbers of Staph aureus and Proteus mirablilis. 

The patient was hospitalized for several weeks before death. Multiple anaerobic and aerobic blood cultures were 
negative. He was not on any immunosuppressive drugs in the hospital. Multiple CSF exams, MRI's, metabolic studies 
were negative except as indicated. He continued to deteriorate to lethargy, coma and death. 

General autopsy fmdings showed only recurrent Hodgkins disease in axillary, retroperitoneal, mediastinal and 
periaortic lymph nodes as well as in liver, spleen, kidney and bone marrow. The entire brain was affected by the process 
you see on your slides. Gross examination revealed nothing. 

Materials: H&E slides of cerebral or cerebellar white and gray matter or brainstem 

Question: 1. What is the diagnosis? 
2. What is the pathogenesis? 
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43rd ANNUAL DIAGNOSTIC SLIDE SESSION 2002 

CASE 2002 - 9 

Eun-Sook Cho, M.D., and Leroy R. Sharer, M.D. 
Department of Pathology (Neuropathology) 
UMD-New Jersey Medical School 
185 South Orange Avenue 
Newark, NJ 07103 

Case reference number: UMD-University Hospital SOI-8100 

Clinical History: 

This 17-year-old young man who just arrived from Trinidad presented with a recent onset seizure 
and ataxia. The patient had headache for more than seven years, progressive difficulty hearing for 
either three years with tinnitus or 10 months (different histories recorded by different questioners), 
and double vision for 3 months. Ataxia was a recent event. On examination, the patient was awake 
and alert. Neurological examination revealed complete deafness in the left ear and left sixth cranial 
nerve paresis, with bilateral dysmetria but normal motor strength. His gait was ataxic. There were 
bilateral 1 + ankle clonus and Babinski signs. Laboratory findings were unremarkable except for the 
erythrocyte sedimentation rate (ESR), which was 50 mmlhour. Imaging studies showed a large, 
homogeneously enhancing, dumbbell shaped mass at the left CP angle extending into the 
supratentorial compartment. There was no evidence of disease at any other site. At operation, a firm 
mass was attached to the cranial nerves. 

Material submitted: One H&E-stained slide and an unstained section of the lesion. 

Points for discussion: 1. Diagnosis 
2. Prognosis 



• 

• 

• 

43rd ANNUAL DIAGNOSTIC SLIDE SESSION 2002. 

CASE 2002-10 

Submitted by: 
Rafael Medina-Flores, MD and Ronald L. Hamilton, MD 

UPMC Presbyterian and Children's Hospital of Pittsburgh. 
University of Pittsburgh Medical Center, Presbyterian Hospital, Room A515, 200 Lothrop St. 

Case reference numbers: 

Clinical History: 

Pittsburgh, PA 15213, USA. 
medina@np.awing.upmc.edu 

CHSOO-5765, CHSOI-7016 

The patient is a 3-year-old boy who presented on December of 2001 to the Emergency Room 
with a 2-3 month history of intermittent headache, neck pain, morning nausea and vomiting. The 
past medical history is relevant for sudden quadriparesis at age 20 months. MRI performed at the 
time revealed a large, expansile mass (4.7 cm in greatest craniocaudal dimension by 1.8 cm in 
greatest AP dimension by 1.9 cm in greatest transverse dimension) with fairly homogeneous 
enhancement extending superiorly from the level of the pontomedullary junction and inferiorly to 
approximately the C3-4 interspace level. The tumor itself appeared to be solely intramedullary 
with no definite extra-axial extension. There was no abnormal dural enhancement around the 
tumor. A craniotomy and laminectomy for gross total resection of tumor was performed on 
September 15, 2000. The patient was discharged to a rehabilitation facility with some 
improvement of his quadriparesis. One month after the surgery, his right upper and lower 
extremities seemed normal. The left side had moderately severe hyperreflexia. His incision was 
well healed. He could walk a few steps unaided but walked with a rather stiff left lower 
extremity. A follow up MRI performed on January 29, 2001 showed no evidence of residual 
tumor. The most recent MRI performed at the time of the current admission on December 6, 
2001, showed regrowth of tumor with expansion of the lower medulla and upper cervical cord. 
This was associated with a 2.0 x 2.0-cm (AP x transverse diameter) probable tumor cyst growing 
off of the dorsal medullaJbrainstem with no definite contrast enhancement. The cervical cord and 
medulla now appeared expanded in the AP dimension with associated loss of the normal cervical 
lordosis. The patient underwent a second craniotomy and laminectomy. The slides provided are 
either from the first (CHSOO-5765, 9/15/200) or the second (CHSOI-7016, 12110/2001) resection 
specimens. 

Materials submitted: 
1 . H&E stained section 
2. Kodachrome showing MRI studies at first presentation, 4 months after the first operation and 

most recent recurrence. 

Point of discussion: 
1. Diagnosis 
2. Classification 




