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submitted by: Edward A. Klein, M.D., Department of Pathology, Staten 
Island University Hospital, Staten Island, New York 10305 

This 11 month old white female was the product of an uncomplicated 
full term pregnancy, born via vaginal delivery with good Apgar scores. 
She was discharged within one week after an unremarkable postnatal 
course. At age 4 months the patient suffered a generalized motor seizure 
and was diagnosed to have internal hydrocephalus. Treatment included 
anticonvulsant medication and a ventriculo-peritoneal shunt. Successive 
CAT scans revealed progressive, slight increase of ventricular size with 
no increase of head circumference, in addition to rarefaction of the 
cerebral white matter. Clinically, the patient showed progressive 
psychomotor retardation with failure to achieve milestones, progressive 
decortication with spasticity, and episodic seizures. The patient 
remained at home during the final 3 months and was brought to the ER in 
status epilepticus two weeks before death. The patient remained comatose 
subsequently and died at home. 

Clinical workup for the following gave negative or normal results; 
Antibodies for TORCH, Borrelia, E. Barr virus, 
Long chain fatty acids, Lactate, Pyruvate, 
Amino and organic acids, Phytoic acid 
Metachromatic leukodystrophy and Krabbe's disease 
Karyotype 

Family history was negative for any neurologic illness. 

Autopsy Findings: 
Cachectic white female with body weight and height below 3rd 

percentile and normocephalic (head circumference 45cm). General autopsy 
unremarkable. Brain weight 884 grams (normal 850), The cerebrum had a 
grossly normal external appearance with normal gyral pattern. However, 
the cerebral cortical mantle was easily compressible and the frontal and 
parietal lobes could be collapsed with slight pressure. The cerebellum 
was globally small but otherwise unremarkable externally. Coronal 
sections of the cerebrum revealed diffuse softening and loss of cerebral 
white matter with cavitation in the centrum semiovale. The cavitation was 
present in all lobes except temporal, worst in the frontal to the point of 
subtotal destruction. The cavities had poorly defined margins and did not 
spare "U" fibers. The loss of white matter was nearly symmetric with no 
recognizable geographic or "tigroid" pattern. Infratentorially, 
cavitation was present in the dentate hila and pontine tegmentum. The 
cerebral cortical ribbon was grossly normal except for a shrunken 
appearance of the hippocampi. The lateral ventricles were slightly 
enlarged without obstruction, and the shunt tube was patent. 

Material Submitted: (1) H&E slide of frontal lobe 
(2) Electron micrograph of astrocyte in 

cerebral cortex 

Points for Discussion: (1) Diagnosis 
(2) Pathogenesis 



CASE 1992-2 

Submitted by: Nirmal Saini, M.D., Laboratory Service. VA Medical Center, Washington, DC 
20422 

CLINICAL ABSTRACT: 

A 77 year old male was admitted with a 5 year history of gradually progressive confusion. Family 
noted memory loss, disorientation, wandering and paranoia. He had a one week histol)' of 
incontinence and inability to ambulate. There was no history of syphilis, trauma or toxic exposure. 
Family history wa<; significant for senile dementia in three first degree relatives. There wa.<; no 
history of consanguinity. 

Physical examination on admission showed moderate loss of subcutaneous tissue and generalized 
decrease in muscle mass. On neurologic examination he was alert. withdrawn and exhibited 
paranoid ideation. He was oriented to person but disoriented to place and time. Short tenn 
memory was poor with no recall of three objects at 2 minutes. Calculations were poor. Reading 
was intact. Speech showed mild dysnomia. Motor impersistence was present. Cranial nerves 
were intact except for mild flattening of the left nasiolabial fold. Strength was diffusely decreased 
in all muscle groups, but most prominently in the right lower extremity. Deep tendon reflexes 
were norrnoactive and symmetric in the upper extremities. Lower extremity reflexes were absent 
except tor a brisk right knee jerk. Plantar reflexes were bilaterally extensor. Snout and bilateral 
gmsp reflexes were elicitable. Sensory examination showed normal responses to painful stimuli. 
Patient wac; unable to stand unassisted. 

LABORATORY STUDIES: 

White blood cell count, urinalysis, routine serum enzymes and electrolytes, arterial blood gases, 
vitamin B12 and folate, thyroid functions, rheumatoid factor, ANA, and VDRL were normal on 
admission. Hematocrit was 37.5 and sedimentation rate was 55. Lumbar puncture was traumatic 
and revealed bloody, nonxanthochromic CSF. CSF glucose was 65, total protein was 87 and cell 
count showed 1447 RBC's and 2 WBC's (IL. IS). CSF gram stains, AFB, and cultures were 
negative. CT scans demonstrated generalized atrophy and ventriculomegaly. 

Hospital course was complicated by the development of sacral decubitii and poor oral intake 
requiring nasogastric feedings. He developed a pneumonia and expired. 

NECROPSY FINDINGS: 

Bronchopneumonia with abscess, bilateral, moderate atherosclerosis of coronary arteries, 
atherosclerotic aneurysm with thrombosis and tubulo-interstitial nephritis. 

Brain 1100 gr.lIIlS in weight with hydrocephalus exvacuole. 

MATERIAL SUBMITTED: H & E slide ofmedulla. 

POINTS FOR DISCUSSION: Diagnosis/Nature of Lesion. 



CASE 1992-3 

Submitted By: Brian W. Little, MD, PhD, Neuropathologist, Lehigh Valley Hospital 
Center, Allentown, PA 

Reference No.: S9l-l1275 

CUNICAL ABSTRACT: 

The patient is a 40-year-old Caucasian male with no known prior medical problems who 
presented to a colorectal surgeon with the complaint of occasional rectal bleeding. The 
patient had typical external hemorrhoids and pruritis ani. During the course of the 
examination, sigmoidoscopy was performed, at which time multiple polypoid lesions were 
seen in the rectum. The patient was scheduled for coloscopy. A full colonoscopy and distal 
ileostomy was performed. Numerous polypoid to plaque-like lesions were identified 
throughout the entire colon and distal ileum. The lesions were single or confluent and up to 
6 mm. in diameter. Some were bright red, typical of irritation and inflammation while 
others were white, and rock hard. Multiple biopsies were taken. 

The patient is an only child. The mother has had thyroid surgery for Graves' disease. The 
father is an insulin dependent diabetic. Three aunts and four uncles show no specific diseases 
of the gastrointestinal tract, skin or nervous system. One grandfather is reported to have had 
a growth removed from the colon at age 48. Further history is not available. 

MATERIAL SUBMITTED: 

POINTS FOR DISCUSSION: 

one H&E slide, colon mucosa bipsy 
one 35 mm. transparency of colon and ileum lesions 

I) 
2) 
3) 

Diagnosis? 
Further laboratory testing? 
Patient counseling? 

Thanks to Dr. John Stasik for the photographs of the gross colonoscopy examination. 



CASE 1992-4 

Subnitted by: Dr. Jans Muller, (Irrli.ana University School of Medicine, Division 
of Neuropathology, Irrlianapolis, IN) an:1 Dr. IIans H. Goebel (JOOannes Guternery 
Universitaet, Abt. Neurqlat:hologie~ Mainz, Germany) 

Reference nunilers, NP 72-39; NP 72-40; NP 89-384 

These are cryostat frozen sections stained with the modified one-step Trichrome 
stain of Gomori for frozen sections of two brothers, ages 39 and 50, and a cousin 
once removed, age 29. A pedigree through four generations reveals that all the 
involved family members eventually hail from one great-grandmother; inheritance 
is simple autosomal dominant. All biopsies are from the vastus lateralis. 

Sections from the first case are those of a 39 year old Caucasian male who at 
age 22 years noted intermittent numbness and pain in his calves radiating proximally 
and aggravated by physical activity. He did not do Imlch about it. In the 4 to 
5 years prior to his biopsy, some gross tremor of both arms developed. There 
was also an increase in fatigue. He also developed some cramping of the leg rruscles 
on exertion, this resulted in limitation of function. Muscular strength seemed 
to improve on resting. There was somewhat of a nasal speech. There was also 
slight difficulty in swallowing. Examination revealed proximal muscular atrophy 
which had developed over the ten years prior to the biopsy. There was a mildly 
broad based gait, strength was only slightly impaired in the quadriceps, hamstrings, 
and the anterior tibialis as well as the shoulder girdle muscles. Ankle reflexes 
were absent on txJth sides. The rellBinder of the neurolO:;Jic examination was nomal. 
Electromyography revealed a neurogenic pattern. Creatine Phospho-Kinase (CPK) 
at the time was 32 units (nonnal 0-20 lU1its). Two previous muscle biopSies were 
obtained elsewhere, from the gastrocnemius muscle in 1969 and from the deltoid 
muscle in 1972. 

The other members of the family generally show slight progressive weakness with 
sometimes gait disturbances and often some pain on exercise. Weakness never becomes 
severe and not a single member of the family has died from the disease. CPK's 
are only slightly elevated, up to 2 or 3 times baseline maximally~ electromyography 
is sometimes interpreted as neurogenic, sometimes as myopathic. Nerve conduction 
times, when performed, were norffi.3.l. Some see a physician as early as the third 
decade~ most come in older, sometimes as late as the sixth decade. 



CASE 1992-5 

Submitted by: Hanis Goodman, MD., Department of Pathology, University of California, 
San Francisco, California 94143-0506 

Reference Number: A91-OO196 

CLINICAL ABSTRACT: 

The patient, a previously healthy 29 year old Norwegian male nurse, was admitted to the 
University of California, San Francisco Medical Center in October of 1991 with a diagnosis of 
acute baeterial meningitis. 

The patient was in his usual state of good health when he began extensively traveling in January of 
1991. He visited India, Nepal, Thailand, Vietnam, Australia, New Zealand, Malaysia, Indonesia, 
Fij~ and the Cook Islands before arriving in San Francisco in October of 1991. During his travels, 
he participated in a single homosexual experience approximately 1-2 months prior to admission, 
but denied any contact with prostitutes. intravenous drug use, or history of blood transfusions. 
The week prior to admission, he participated in an organized tour of the Western United States. 
Upon returning to San Francisco, he complained of feeling"cold"; over the next two days his 
symptoms progressed to include fever, headache, photophobia, blurred vision, nausea, projectile 
vornitiog, dizziness, and a purulent nasal discharge, all of which prompted him to seek medical 
attention. 

Physical examination reveai a lethargic patient with a temperature of 39.2 C, flushed skin, 
photophobia, and nuchal rigidity. However, the pupils were round and reactive to light, no 
papilledema was present. cranial nerves II through XII were intact, and stretch reflexes were 
symmetrical. 

Admission laboratory studies were remarkable for a cloudy cerebrospinal fluid with 
WBC 6,200lmcl, 70% of which were neutrophils, RBC 1,400/mcI, protein 296 mgldl and 
glucose 79 mgldl (with a concomitant serum glucose of 223 mgldl). Bacterial, fungal, and acid
fast bacilli cultures were negative, as were a VDRL and a cryplOCOCCai antigen test. Additional 
laboratory studies included an HIV antibody test and a malaria smear, hoth of which were 
negative. 

Despite treabDent with broad-spectrum antibiotics, the patient's neurologic function mpidly 
deteriorated as serial CT scans documented worsening cerebral edema. The patient suffered 
cerebellar herniation on the fourth hospital day, and subsequently expired on the fifth hospital day. 

Gross autopsy findings reveaied a severely edematous bntio weighing 1,830 gm. The meninges 
were thickened, congested, and coated by a viscid sangninopurulent exudate. Cerebellar tonsillar 
herniation was present as well. 

MA 1ERIAL SUBMITIED: Two color 21<2 slides and one H & E stained slide. 

POINTS FOR DISCUSSION: 1. Etiology? 
2. Dia osis1 



Submitted By: 

Clinical SUmmary: 

Case 1992-6 

Lanne Maes, M.D. and Robert E. Mrak, M.D., Ph.D. 
Department of Pathology 
McClellan Veterans' Hospital and University of Arkansas School of 
Medicine, Little Rock, Arkansas 72205 

This 29 year-old black man was in good health until one morning when he awoke with 
a sore throat and headache. He presented to a hospital 48 hours later with a low-grade fever 
(99.7"F) and with marked agitation and hyperactivity that failed to respond to Haldol (25 mg) 
and Ativan (10 mg) over a 12 hour period. The patient denied any recent bites from ticks, 
mosquitos. fleas, spiders or animals. He did not eat home-canned foods and denied using 
illicit drugs. He reported drinking a six pack of beer with some whiskey on weekends. 
There was no history of psychiatric disorders. 

Within the previous three months, 27 cases of SI. Louis encephalitis (3 fatal) had been 
reported in the vicinity of Pine Bluff, Arkansas; twenty three cases of Rocky Mountain 
Spotted Fever (2 fatal) had been reported in central Arkansas; and I case of eastern equine 
encephalitis confirmed in a horse in Hazen, Arkansas. An of these sites lie within an 80 mile 
radius of the patient's home. 

Urine and serum drug screens were positive for tetrahydrocannabinol but negative for 
amphetamines, phencyclidine. cocaine, alcohol, strychnine and anticholinesterase agents. 
Serum anti-my antibodies were not detected and a serum VORL was negative. 

On the second hospital day the patient developed a temperature spike to 106°F 
(4l.I0C). Computed tomographic and magnetic resonance imaging studies of the head, 
performed at this time, showed normal anatomy. A spinal tap revealed a normal openiog 
pressure, and returned clear cerebrospinal fluid with 25 mg protein/d!, 96 mg glucose/dl, I 
WBC/cc, 0 RBC/cc and no bacteria. An electroencephalogram showed a resting pattern 
without evidence of status epilepticus. There was no evidence of startle myoclonus. 

The patient's condition continued to deteriorate with muscle fasciculations progressing 
to paralysis and then coma. On the fourth hospital day the patient suffered a 
cardiorespiratory arrest from which he was resuscitated. Brain death was documented 7 days 
after admission and 9 days after the onset of symptoms. 

Postnwrtem findings: 

At autopsy, the brain and spinal cord were severely congested and edematous. There 
was marked pallor of gray matter throughout the central nervous system, but this was less 
marked in the cerebellum than elsewhere. The meninges showed no opacification. The lungs 
were congested with a large amount of viscous mucus in the airways, and both skeletal and 
cardiac muscle appeared somewhat pale. 

SIidL! proviJkd: Cerebellum (hematoxyllo and eosin) 



1992-7 

Submitted by: 
Ronald L. Hamilton, M.D., Clayton A. Wiley, M.D., Ph.D., Lawrence A. Hansen, 

M.D., Marjorie R. Grafa, M.D., Ph.D., (University of California, San Diego: 
Department of Pathology (Neuropathology» and J. Fremont, M.D., R. Bitar, 
H.D.(Department of Internal Medicine, Kaiser Permanente, San Diego). 

DP was a thirty year old homosexual white male who was found to be HIV seroposi
tive in 12-89 after diagnosis of anal condyloma~a, facial molluscum contagiosum and 
recurrent oral thrush. His T-helper cell count one year later was 46 (nl. >518) He 
presented to the amargency room on 5-2-91 complaining of a short episode of disorien
tation and a three day history of weakness and low grade fever with diarrhea. His 
current medications included AZT, aerosolized pentamidine (with no history of pneumo
cystis) and acyclovir for presumed viral gingivitis. 

Physical exam showed a weak white male with a temperature of 39.S C. Other 
vital signs were normal. He was alert and oriented x 3 with halting, repetitive 
speech. His neck was supple. There was mild anisocoria, L>R. Finger-to-nose test 
was very shaky on the left. Heel-to-shin was normal. The patient was unable to stand 
without assistance. The physical exam was otherwise unremarkable. Initial laboratory 
examination showed a CDC, electrolytes, urinary analysis and chest x-ray which were 
unremarkable. A lumbar puncture(LP) showed the CSF to be clear with 3 red blood cells 
and 7 white blood cells. India ink preparation revealed no organisms. CT scan showed 
slight asymmetry in the lateral ventricles. 

The patient was admitted for possible meningitis. An MRI scan of the head showed 
multiple foci of T1 low, T2 high signal intensity involving cerebellum, red nucleus 
and right posterior limb of the internal capsule. Acyclovir dose was increased. Blood 
cultures taken at admission grew Staph. aureus. On the fifth day following admission 
numerous maculopapular lesions appeared on the fingar~ and toes. Cultures of these 
lesions grew staphylococcus. A diagnosis of staph endocarditis was made and Vancomycin 
started. Acyclovir was discontinued, however, fevers continued to be a problem and on 
the seventeenth day following admission the patient displayed moderate dysarthria and 
aphasia. A head CT was unchanged. The following day the aphasia worsened, with in
creased symptoms of diplopia and headache. LP showed a glucose of 57 and a protein of 
38. MRI Bcan of head showed progression of the lesions previously seen with involve
ment of the entire pons as well as the right lateral cerebellar hemisphere and middle 
cerebellar peduncles. The radiologists felt that it ftlooked like nothing they had seen 
before ft • The patient became unresponsive to physical or verbal stimuli and the family 
agreed to comfort care measures. He died on the 22nd hospital day. 

NECROPSY EXAMINATION: 
Examination at autopsy showed an acute pyelonephritis, a RML lung infiltrate and no 
evidence of endocarditis. The brain was remarkable for hemorrhagic necrosis of the 
entire basis pontis with extension into the upper medulla and proximal cerebellar 
peduncles. 

Submitted: One (1) hematoxylin and eosin stained slide of cerebellar peduncle and one 
(1) Kodachrome of a diagnostic immunocytochemical stain. 

points for discussion: Pathogenesis of this lesion? 



CASE 1992-8 

Submitted by: S. Gaytan-Garcia, MD and D. A. Ramsay, MB ChB, Depanment of Pathclogy, Vlctaria 
Hospttal, London, Ontario, Canada, N6A 4G5 

Reference No. NP52/91 

CUNICAL FINDINGS: 

This 58 year old, right~handed man presented in September, 1983, with a 56 year history of 
epi~psy. The majority of his childhood seizures consisted in a sense that his eyes were being 
drawn to an object and the illusion that he was losing control of his head movements. 
Approximately 8 of these brief episodes occurred per month. They were never associated wtth loss 
of consciousness. In 1981 some of the ocular and head movement mlsperceptions began to be 
accompanied by changes in the patient's facial expression, foUowed by various random movements 
of the limbs that quickly merged into motor automatisms; for example, he would push an obJect 
around, such as a piece of furniture. usually for about 5 minutes, after which he recovered wtth no 
post-ictal weakness or aphasia. He was having 0-3 of these complex partial seizures/month. 

He was a compulsive writer. His wife described considerable mood swings, including irritability, lack 
of ambition. low libido and depression, which were more of a probtem than the seizures. His 
medications included primidone. phenytoin. desipramine, and, at some time in the past, possibly 
carbamazepine. Although his delivery was described as difficult due to "cephalopelvic" disproportion, 
his motor and psychological development was on schedule and he reached Grade 13 at school. 
He was partlcularty talented at music. 

On physical examination in 1983 he had bilateral Dupuytren's contracture, marked pherlytoJn. 
induced hypertrophy of the lower gums and a stlght, lop-sided, spontaneous smile, the &eft comer of 
the mouth being lower than the right There were no other neurotogical findings. 

A right sided, temporal, epileptiC focus was shown In EEGs pertormed in 1983, 1986 and 1991. A 
normal CT scan was reported in 1984. MRI scanning was not carried out. 

When last seen in the Neurology clinic on April 18, 1991, the incidence of his comp6ex partial motor 
seizures was unchanged; he also described 4 or 5 -wamings"/month. Although he had been 
moderately depressed, his mood was normal. No new neurological signs were recorded. 

The patient drowned in Lake Erie on August 21, 1991, while SWimming with friends. 

AUTOPSY EXAMINATION: 

The general findings noted at the time of a Coroner's autopsy were consistent with asphyxia due to 
drowning. The fresh brain weighed 1370g. The right hippocampus was small and the distinction 
between the grey and white matter in the adjacent parahippocampal and occipitotemporal gyri was 
blurred. There were no other CNS abnormalities. 

MATERIAL SUBMITTED: 

POINT FOR DISCUSSION: 

One hematoxylin, eosin and solochrome--stalned slide of the right 
mesial temporal lobe structures. 

1) Classification of the lesion. 



CASE 1992-9 

Submitted by: Nancy Tresser. M.D .• Pierluigi Gambetti. M.D., Mark Cohen. M.D., 
Institute of Pathology. Case Western Reserve University School of Medicine, 
University Hospital, Cleveland, Ohio 44106 

Reference No. 591-4289 

CLINICAL ABSTRACT: 

B.M. is a 5 year old black female who was in her normal state of health until February 
1991, when she was noticed to have subtle personality and behavioral changes. In 
March of 1991 she had a seizure, while at home, described by her mother as "jerking 
her head to the left and becoming unresponsive". B.M. lost bowel control, and 
remained unresponsive for approximately 5 minutes. This was followed by a one hour 
period of confusion, headache and neck pain. 

She was brought to the emergency room by her parents. Her examination was 
normal with no focal neurologic findings. Laboratory examinations were as follows: 

Na 137, K 4.1, Cl 104, HC03 22, BUN 6, cr. 0.7, Glu 95, HCT 37, Hgb 12.2, 
WBC 14.5 (79% segs, 3% bands, 17% lymph., 1% monos), PLT 203 

Serum Quantitative Immunoglobulins: 
IgG 650mg/dL (550-1450) 
ISA 57 ms/dL (2S-140) 
ISM 332mg/dL (40-220) 

CT scan and MRI revealed a mass in the right parietal lobe. 
A right parietal craniotomy for tumor was completed without complication. 

B.M. was discharged on post op day 7. 

One year later she is reported to have behavioral problems at school and home. She 
is seizure free and without focal neurologic findings. Repeat CT scan (1/92) is 
without evidence of residual tumor. 

MATERIAL SUBMITTED: One H & E stained slide. one kodachrome (MRI). 

POINTS FOR DISCUSSION: I. Histogenesis of this lesion. 
2. Relationship to meningiomas? 



CASE 1992-10 

Subaitted by; B.Lach, B.Benoit, E.Duncan. Univ. of Ottawa, Ottawa, 
Canada 

Reference No: 5-90-4669 

CLINICAL ABSTRACT: 

The patient is a 47 year old Chinese male with no significant past medical 
history. Fourteen months prior to hospitalization he developed gait 
abnormalities with right-sided limp, followed by tremor and incoordination 
of right hand eight months later. 

On hospital admission, general physical examination was unremarkable. 
Neurological exaaination revealed right-sided hemiparkinsonism. CT scan 
demonstrated a round, well-defined homogenous hyperdense mass 2 em in 
diameter adjacent to the inner table of the skull in the right parietal 
area. Radiological features were suggestive of meningioma. 

At the craniotomy the tumour was identified in the subarachnoid space, 
adherent hut very well demarcated from the underlying brain, and without 
obvious attachment to dura matter. At the end of the procedure it was 
felt that the lesion was arteriovenous malformation. 

After total resection, the patient .ade an uneventful recovery. Two years 
later he is tumour free and his hemiparkinsonism is controlled with 
Sine.et. 

MATERIAL SUBMITTED: one H & E stained section. 

POINTS FOR DISCUSSION: Diagnosis 
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