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CASE 1 

Margaret z. Jone~, M.D., Medical College of Virginia, Richmond, 
Virginia, and Neville S.F. Proctor, M.B., B.Ch., South African 
Institute of Medical Research, Johannesburg, South Africa 

Ref. No. A-338-67 

The patient, a 27-year old white male, was in his usual state of health 
until he developed severe frontal headache a few days after he hed 8"' .... S w)\-Voo\. 

in a fresh water lake. During the next two days he developed persistent 
nausea and vomiting, and was treated with oral ampicillin. On the day before 
admission he complained of pain on moving his eyes, was irritable and 
restless and occasionally asked inappropriate questions. On the morning of 
admission he was stuporous and poorly responsive, and had a generalized 
seizure. 

Physical examination revealed a combative, post-ictal patient with blood 
o 

pressure 140/75, pulse 120, respirations 24 and temperature 105 F. The neck 
was stiff and Kernig's sign was present. There was mild papilledema. The 
rest of the physical examination was not remarkable. 

Laboratory studies revealed WBC 24,000 with 93% neutrophils and 7% 
lymphocytes. STS negative. Hematocrit 45%. Lumbar puncture revealed thick, 
purulent cerebrospinal fluid which would not rise in the monometer: WBC 
9,000 (93% neutrophils), RBC 24,000. Examination of the wet unstained 
cerebrospinal fluid revealed many large cells which showed ameboid movement. 
Gram stain and cultures for bacteria and fungi were negative. 

Intravenous ampicillin was continued and sulfadiazine was added to the 
treatment regimen. The patient became totally unresponsive. Although movement 
in both upper extremities, withdrawal to pain and corneal reflexes returned 
after treatment with intravenous mannitol, the patient died the day after 
admission, or four days after the onset of frontal headache. 

Except for acute bronchopneumonia, pertinent pathology was limited to 
the central nervous system where an acute, hemorrhagic meningoencephalitis 
involved frontal, parietal and cerebellar cortical gray matter as well as 
the' leptomeninges covering the base of the brain. In many perivascular 
spaces, amebae with central large nuclear karyosomes surrounded by clear 
halos were identified. 

The ~ is Hematoxylin and Eosin. Cellular detail was more distinct 
with trichrome stain. Points for consideration are the route of infection 
in amebic meningoencephalitis and the pathogenicity of various species of 
free-living amebae. 
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Submitted by: John Kepes, M.D., University of Kansas Medical Center. 

Ref. No. A-63-54 

The patient was a 66-year-old white woman who was a known hypertensive 
for the past 25 years. Otherwise, she was well until 11 months before death, 
when she had a mild febrile illness ("flu If) associated with headache, nausea 
and vomiting. She recovered, however, during the next few months. She had 
two brief episodes of lethargy and confusion. Spinal fluid examination at this 
time was normal, protein 28 mg. %. Five months before death, she was 
admi tted with a history of personality changes ("she became forgetful and was 
living in the past"), periods of alternating lucidity, irrationality and 
confusion. The patient was discharged wi th a diagnosis of "chronic brain syndrome" 
and hypothyroidism, etiology unknown. 

Three weeks prior to death, she fell and struck her forehead. She was 
again admitted, this time in comatose condition, with dilated pupils which 
reacted sluggishly to light. Arteriograms showed a questionable shift of the 
anterior cerebral artery from left to right, hydrocephalus and atheromatosis of 
the anterior and middle cerebral arteries. Brain scan was normal. EEG, on 
the other hand, was considered abnormal and indicative of diffuse C.N.S. 
disease. Spinal fluid showed normal opening pressure, protein of 123 mg.% and 
a colloidal gold curve: 5555321000. Repeat spinal tap one week later showed 
opening pressure of 248 mm H

2
0 and 240 mg.% protein. The patient was 

transferred to another hospital where she died. 

Autopsy showed no significant changes in the organs except for slight 
atrophy of the thyroid and adrenal glands. Examination of the brain showed 
a grey-white, flat, disc-shaped mass involving the floor of the third ventricle, 
obliterating the ventricle in this area. The greatest diameter of the mass 
was about 3 em. No other anomalies were found in the brain. 

H & E stained slides and a gross Kodachrome of the brain lesion are 
distributed. The diagnostic problems will be discussed at the meeting. 



AANP Slide Session 1968

• 

• 

CASE 3 

Submitted by: Uros Roessmann, M.D., Case Western Reserve University, 
Cleveland, Ohio. 

Ref. No. S67-l026 

A 44-year-old man sustained as a baby hot paraffin burns over the 
scalp which resulted in multiple scars. During World War II he was stationed 
in Hawaii for six months, but otherwise never left the continental U.S. 

He had been healthy until 1960, when a nodule appeared in the left 
parietal sc&lp ares, which was excised. Various pathologic reports gave 
as diagnoses granulomatous inflammation of skin, and neoplasm of peripheral 
nerve. Since then, the patient had twelve nodules removed from the left side 
of the scalp. neck and face. The nodules were at first painless. but later 
on the patient complained of tingling and dysesthesias over the scalp, and 
of pain and tightness over the left side of the neck. On physical examination 
there was weakness of the left sternocleidomastoid and trapezius muscles. 
The left supraorbital nerve also became involved, and at present there is 
paralysis of the left vocal cord, with hypesthesia of the second division 
of V. 

The specimen is from the nodes on the left forehead, stained with Hand E. 
Two unstained sections are also added . 

The case is presented as a diagnostic problem and to question the basic 
nature of the disease. 
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Ref. No. 3503 

CASE 4 

Leopold Liss, M.D. and Sezai Gursel, M.D. Ohio State 
University, Columbus, Ohio. 

A 16-year-old boy had been mentally retarded for at least the last 
five years. He was well until a few days before admission, when he had 
sudden headaches while at school, and upon his return home had a stiff 
neck. In the evening he passed out and possibly struck his head. 
Subsequently, he was hospitalized. The spinal tap was described as bloody. 
He had severe frontal headaChes and vomitted intermittently. A diagnosis 
of meningitis was made. His temperature was 102.8 F. There was left 
facial weakness, a left knee jerk of 3+, a right knee jerk of 2+, questionable 
Babinski reflexes bilaterally, and a fine nystagmus. Cerebellar testing 
was normal. 

Spinal fluid pressure was 110 mm., and spinal blood sugar was consistently 
elevated (over 100 mg.%). Spinal fluid protein varied from 600-2,000 mg.%. 
Red blood cells (800-30,000) were consistently present. White blood cells 
varied from 55-300, with 80-100% of the cells identified as lymphocytes. 
Electroencephalogram was normal. X-ray of cervical, dorsal and lumbosacral 
vertebrae showed diffuse widening of the spinal canal. Complete myelogram 
showed wide interpedicular distance in the bone without obvious deformity 
of the spinal cord. The patient was treated with penicillin and discharged 
with a diagnosis of possible meningoencephalitis. 

Eight months later, he was readmitted for evaluation of his mental 
retardation. Physical findings were essentially the same. Spinal fluid 
was xanthochromic, with 220 RBC's. CSF protein was 2,400 mg.%. A pneumo
encephalogram showed moderate ventricular dilatation and a large pineal 
recess. There was no evidence of mass lesion. 

Subsequently the patient became unresponsive, decerebrate, with dilated 
pupils and apneia. A ventricular tap revealed pressure over the top of 
the manometer at 500. A ventricular jugular shunt was performed, but he 
remained unresponsive and decerebrate, and died 12 days after his second 
admission. The final clinical diagnosis was that of undiagnosed disease of 
the central nervous system with hydrocephalus. 

At autopsy, the brain was edematous. The meninges were thick and milky, 
especially over the basal aspect of the cerebellum, and suggestive of diffuse 
meningeal infiltration by neoplasm. Dissection of the brain disclosed in the 
frontal portion of the lateral ventricles grey, pinkish, friable tissue 
lining the ventricular system. Similar material was seen to surround the 4th 
ventricle. No masses were found in the brain or spinal cord. 

Sections are submitted from representative areas of the central neuraxis. 

The case is submitted as a diagnostic problem and for discussion of the 
... basic pathological process. 
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CASE 5 

Cdr. Richard L. Davis, MC USN, U.S. Naval Hospital, 
San Diego, California 

Ref. No. A67-182 

This 7 lb-5.l/2 oz. male infant was born to a gravida IV para II AB I at 
37 weeks' gestation. There was no recorded prenatal complications except 
for a 26 pound weight gain and an episode of false labor five days before 
delivery. The fetus was delivered by rotation from a persistent LOT 
to OA with Keilland forceps. An edematous infant with early maceration 
was delivered with moderate difficulty. The Apgar was 1, with a heart rate 
of 60, which increased to 120 following intubation and administration of 
oxygen. The infant had no spontaneous respirations, and was pronounced 
dead 30 minutes after delivery. The infant's blood type was A-positive 
(mother O-positive), hematocrit 15, hemoglobin 5.7 gm.%. A Hemantigen test 
was negative, indicating no irregular serum antibodies. 

A large, pale, edematous placenta weighing 1200 gm. was delivered in 
fragments. There was an estimated 1000 mI. blood loss. The mother's 
postpartum course was uneventful, with discharge from the hospital on the 
third day. 

Necropsy of Infant 

1. General: The infant was hydropic, pale, and had early maceration over 
a protuberant abdomen. Weight - 3250 gm. Length - 48 em. crown-heel. 

2. Cranial Cavity: Moderate caput succedaneum. Brain 340 gm, autolyzed. 

3. Thoracic Cavity: Lungs: 24 gm. combined, atelectatic. 10 mI. pleural 
fluid, clear. Heart: 18 gm., pale. 

4. Abdominal Cavity: Liver: 550 gm., approximately 90% replaced with grayish 
purple tumor nodules. Adrenal, right, consisted on a rim of cortex compressed 
adjacent to a 4 em. mass weighing 21 gm. The remainder of the viscera 
appeared grossly normal, aside from pallor, and had weights within the normal 
range. 

5. Sections: H & E-stained placenta, liver, right adrenal and heart. 

6. Diagnosis: To be discussed. 
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CASE 6 

Submitted by: J.H. Garcia, M.D., Division of Neuropathology, University of 
Tennessee Medical Units at Memphis. 

Ref. No. A67-261 

The patient was a 9 month-old Negro male at the time of his death in 
March, 1967. The mother was 21-years old at the time of delivery, gestation had 
lasted forty weeks, there had been no maternal illnesses, and labor was 
uncomplicated. The baby's birth weight was 2,630 gms.; length 44.0 cms.; 
head circumference 29.0 cms. (N.: 36 cms.); and chest circumference 30.5 cms. 
The infant appeared well-developed, but had a markedly small head, with a 
sharp angulation at the occipital-cervical region. At twelve hours of age, left 
facial and right hand seizures were observed. 11uscle tone was increased and 
Mora reflex was present; baby was nursing normally. At ninety-six hours he 
had lost 130 gros. and was still convulsing. Phenobarbital was administered. 
Seizures stopped temporarly at six days of age. FBS was 32 mg.%. 

At three months of age he was seen in the clinic after being maintained 
on 20 mg. a day of phenobarbital without complete relief of the seizure 
activity. Head circumference 32.0 ems. (N.: 40 ems.), chest circumference 
27.0 cms., body length 54.0 ems, There was spasticity of the extremities 
with fisting of the hands, but no other abnormalities . 

The patient was readmitted to the hospital at the age of eight months 
(body weight 6 Ibs. 2 oz.). He had been maintained on phenobarbital 15 mg. 
a day, but had continued to have '~ccasional twitching". At this time the 
seizure activity had increased and the patient could be fed only with a 
medicine dropper. Lethargy had developed. The infant cried weakly and there 
was noticeable spastic quadriparesis. Spinal fluid: protein 17 mg.%. 
glucose_8~~g.% (FBS 115 mg.TJ. Occasional twitching of the face and jerking 
of the upper extremities were observed at the time of his discharge on the 
twentieth hospital day. Patient had lost his sucking reflex. 

At the time of his last admission (one week later) the child was in deep 
lethargy, convulsing continuously. and markedly dehydrated. Cyanosis, 
diarrhea, and vomiting were additional clinical problems. He expired 24 hours 
later. 

Autopsy Findings: Marked malnutrition (body weight: 3450 gms.), lipid 
pneumonitis, and ulcerative colitis (probably of bacterial origin). 

Brain: (weight: 130 gms.; normal for this age: 750 gms.). There was a 
remarkable degree of atrophy of the convolutions with exposure of the insula, 
and increased consistency. No structural malformations were noted. Ventricular 
system was dilated. 

Sections submitted are from cerebral cortex, H & E and two blanks. Two gross 
Kodachromes are also submitted . 

Diagnoses: (1) Leukodystrophy (?), (2) Hypoglycemia (?) 
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Submitted by: Carl M. Leventhal, M.D., National Cancer Institute, Bethesda, Md. 

Ref. No. L-1134 

This 11 months' old male infant was the product of a normal pregnancy and 
delivery. The family history was not remarkable; there were two normal 
older siblings. The neonatal course was normal until bilateral hernia 
operations in the third month. At that time he began to regurgitate feeding, 
failed to gain weight and developmental progress halted. He developed 
generalized and myoclonic seizures and became unresponsive to stimuli. When 
examined at eight months of age, he showed myoclonic seizures and a decerebrate 
posture with opisthotonus. EEG showed random spikes with irregular background. 
He was maintained on tube feeding and had several bouts of pneumonitis and 
atelectasis, with one epis'ode of cardiac arrest. He was found dead in his crib. 

General autopsy findings showed only tracheobronchitis and pneumonitis. 

The fresh brain weighed 720 grams. It appeared atrophic, particularly in 
the frontal lobesand cerebellum. The fixed brain showed increased resistance 
to cutting. The white matter of the hemispheres appeared markedly shrunken, 
brownish-gray discolored, and diffusely spongy. The gray matter did not appear 
affected. The white matter of brain stem and cerebellum were yellowed and remarkably 
firm and rubbery. There was obscuration of nuclear outlines. The pyramidal 

~ tracts in the medulla were cavitated. The spinal cord was not examined. 

( 
\ 

Microscopically there was a mild diffuse cortical gliosis, with mild 
to moderate nerve cell loss most marked in the hippocampus. Nuclei of basal 
ganglia and brain stem are distorted by the adjacent degenerated white matter. 
The white matter shows an absence of myelin and extensive infiltration with 
hypertrophic astrocytes, pleomorphic microglia, and many multinucleated 
cells with strongly PAS-positive cytoplasm. The medullary cavities are punched 
out and encapsulated. Below this level, in the upper spinal cord, the white 
matter shows the previously described degeneration, with marked loss of anterior 
horn cells. 

The submitted slide is a section at the level of the inferior olivary 
nuclei, stained withLiiXol Fast Blue-Periodic Acid Schiff. 

Diagnosis: Globoid Body Leukodystrophy 

For discussion: Nature of the bilateral medullary cavitation, its etiology, 
and the relation of infantile cavitary encephalomalacia to the leukodystrophies. 
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CASE 8 

S.S. Schochet, Jr., CPT, MC, USAR, P.W. Lampert, M.D., 
and K.M. Earle, M.D., Armed Forces Institute of Pathology, 
Washington, D.C. 

Ref. No. AFIP Acc. 1233081 

A 2.1/2-year-old girl was diagnosed as having acute lymphocytic 
leukemia at the age of 13 months. Her initial therapy with prednisone 
and 6-mercaptopurine produced a clinical remission in 1 month. When the 
patient was 23 months-old an exacerbation occurred; it was treated with 
prednisone and oral methotrexate. This was changed to intrathecal 
methotrexate when leukemic meningitis develooed. A satisfactory remission 
developed and lasted until the age of 28 months, when therapy with Cytoxan 
and prednisone was begun. Because the desired results were not obtained, 
intravenous vincristine was started. Several weeks later the recurrence of 
meningeal symptoms necessitated the use of intrathecal methotrexate. At this 
time, 3 mg. of vincristine sulfate were given intra theca lly. Shortly 
thereafter 200 mI. of cerebrospinal fluid was exchanged with 200 ml. of 
saline in 10 mI. aliquots. The second day after receiving the drug, the 
patient displayed an opisthotonic posture and thrashing movements. On the 
third day the child developed respiratory paralysis, became comatose, and 
died . 

At autopsy the child weighed 35 lbs. and had moderate alopecia. 
Grossly the brain, spinal cord, and visceral organs were unremarkable. 
Microscopically there were lymphocytic infiltrates in the liver, spleen, 
kidneys, bone marrow and meninges. Striking neuronal changes were observed 
in the anterior horn cells of spinal cord and in the motor nuclei of the 
medulla. 

Submitted are 1 H & E-stained slide of the spinal cord and one electron 
micrograph illustrating the fine structure of the neuronal inclusions. 

For Discussion: Nature of intraneuronal inclusions. 
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CASE 9 

Submitted by: U. Tomiyasu, M.D., and R.N. Baker, M.D., Veterans Administration 
Center J Los, Angeles, Cali f. --~~--------------

Ref. No. A-740-66 

This 43 year-old male college graduate noted the insidious onset of 
difficulty in using his right hand, with deterioration of his handwriting. 
Six months later he had intermittent dizziness, vertigo, poor balance in 
walking and paresthesias of his right second and third fingers. Examination 
one year after onset showed no organic mental changes, normal strength and 
sensation, impaired alternate motion rate in the right hand, hyperreflexia of 
the right arm and leg, but no Babinski signs. In subsequent months he 
developed a short attention span, weakness of both upper extremities, 
awkwardness and posturing of both hands, and gait difficulty. An adversive 
seizure with automatisms was observed. ~ 7 

An EEG showed severe generalized slowing. Spinal fluid,brain scan, 
left carotid arteriogram and pneumoencephalogram were normal. Blood pressure 
varied from ~/llO _toJ.8J:>/130~_ Urinalysis showed ..;l.-4_ + __ PIoteinuria, with 
up to J,.Cl.9 RBC per hpf and occasional granularand hyalin cllf..ts. BUN was 39 mg.%, 
creatinine 2.0 mg.% and uric acid 9.9Jng.%. An IVP and a radioisotope renogram 
were normal, but hippuran passage was slow bilaterally. An EMG showed 
denervation chan~es along the right median nerve. ~? 

Subsequently the patient was intermittently confused and euphoric, with 
severe memory impairment. Position sense in fingers and toes was absent, but 
pin-prick and touch were intact. His course was one of progressive deterioration, 
first intellectually, then in motor performance, until he was unable to read, 
sit or care for his personal needs. His speech became unintelligible. He had 
difficulty in swallowing, developed pneumonia and died at 46, three years after 
the onset of his first neurological symptoms. 

Necropsy: Old and recent bland vegetations involving both aortic and 
mitral valves. Small old ischemic foci in heart, kidney, spleen, lymph nodes, 
adrenals and pituitary, often with arterioles partially or completely occluded 
by thrombi in varying stages of organization. Splenic arterioles demonstrated 
"onion-skin" appearances. Glomeruli primarily showed membranous thickening. 
Many urate crystals in one renal pelvis and calyceal system. The cerebral 
hemispheres showed many meningeal and cortical arteriolar occlusions, with 
extensive cortical ischemic destruction, and secondary demyelination of the white 
matter. Brainstem, cerebellum and spinal cord were involved to a lesser degree. 

Diagnoses: Collagen disease with valvular vegetations, widespread emboli, 
thromboses, and arteriolitis, consistent with lupus erythematosus. 

Submitted: One H & E-stained and two unstained slides; also a gross Kodachrome. 

Points for Discussion: 1. 

2. 

Nature of the cerebral lesions 
arteriolitis? How to prove? 

- embolic, thrombotic, 

How frequently is the CNS involved in vasculitis and the 
collagen diseases? Why is it so often uninvolved? 


