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CASE 1 

Submitted by: Richard L. Davis, M.D., University of Southern California 
Medical Center, Los Angeles, California. 

Ref. No. 304·38·54 

The patient is a 28-month-old Caucasian male who "as initially admitted 
in December, 1969, with a history of having had a seizure that day followed by 
drowsiness. Six weeks prior to this the patient sustained a mild head injury. 
Examination revealed a faded midfrontal bruise, enlarged left pupil and a moderately 
drowsy child. There were no other focal abnormalities. A left carotid angio-
gram showed a large left frontal avascular mass. Emergency craniotomy was per
formed, evacuating a large frontal intracerebral hematOMa. Recovery was unevent
ful, and the patient was discharged ten days later, essentially asymptomatic. 

Three weeks later he was readmitted because of irritability, nonspecific 
involuntary IIOvements of the right upper extremity and right lower extremity. 
Clinical examination revealed bilateral early papilledema and a mild right 
hemiparesis. A repeat carotid angio~ram again revealed a large left frontal 
avascular mass. Second craniotomy was done on May 13, 1970, revealing a large 
left frontal cavity, containing altered fluid blood. This was surrounded by what 
appeared at the time grossly to be degenerated tumor tissue. 

The patient was referred to Radiation Therapy, and on ...!1<X.!.t.ei. 197Q. began 
treatment to whole brain of 4000 rads in 32 days. After the initial treatment 
an additional 2000 rads was given to the frontal areas. 

The patient was readmitted approximately one year later with restlessness,. 
lethargy and vomiting. He was taking Cytoxan 75 mgms. per day. He had begun 
having seizures six months after surgery which, despite medication, had become 
more severe. Repeated surgery was performed with removal of additional tumor, 
but the patient deteriorated and died one IIOnth after admission. . 

Gross Pathology: A Kodachrome illustrates a typical coronal section. 

Microscopic Pathology: An H & E stained and an unstained section are submitted. 

Points of Diagnostic Discussion: 

1. Disgnosis. 
2. Usual history and possible therapy of the lesion. 
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CASE 2 

Submitted by: Ann E. Hamilton, H.D., Stanford University School of Hedicine, 
Stanford, California. 

Ref. No. C954; VA-7l-A-54. 

This l8-year-old man entered the hospital with a six month's history of 
headache, diplopia, nausea and vomiting. He was found to have a right anterior 
fossa tumor which surrounded the right optic nerve. It was partially resected 
and given 3500 R radiation therapy. 

One year later the tumor had recurred as a mass involving the bone 
over the lateral aspect of the right eye, roof of the right orbit, cribri
form plate, right anterior fossa and the right nostril. The intracranial 
port~on was removed and he received another 600 R radiation therapy. Twenty 
months later the tumor was found in the right orbit, in the dura, and in the 
paranasal, frontal and ethmoid sinuses. An exenteration of the frontal sinuses 
was performed. Four montha later further growth of the tumor prompted his 
being treated with a course of vincristine and of cytoxan, each of which 
resulted in a modest reduction in tumor size and its subsequent regrowth. 
Radical resection of the intracranial tumor, right orbit and orbital contents, 
and of part of the right mandible resulted only in space for regrowth of the 
tumor, and he died five months later, four years after his initial sympto~s. 

At autopsy, both anterior fossae were filled by a gray-pink, friable, 
irregular tumor mass. It infiltrated the dura, falx, leptomeninges and brain 
and displaced the brain posteriorly and superiorly. It further involved the 
sphenoid, ethmoid and frontal sinuses, the cribriform plate, both nostrils 
and the region of the right orbit. The tumor continued out to form a 500 cc. 
bulge under the skin flap covering the last radical resection site. The 
total volume of the tumor was approximately 1000 cc. Metastases were found 
in the vermis of the cerebellum, lung, liver and vertebral bone marrow. The 
remainder of the viscera were free of tumor. 

Submitted are: 1 Kodachrome transparency, 1 H & E and 1 unstained section. 

Points for discussion: 

1. Diagnosis 
2. Origin of the tumor 

J 
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CASE 3 

Raymond A. Clasen, M.D., Presbyterian - St. Luke's Hospital, 
Chicago, Illinois. 

Ref. No. A7l-Ol6. 

The patient was born to a 20 year-old gravida I, para 0, Negro after a 
full term gestation. The delivery was uneventful. However, the boy was not 
discharged from the hospital until 6 days of age because of several episodes 
of gagging and vomiting. A tracheo-esophageal fistula was suspected but tests 
for this were negative. He was admitted to the hospital at 12 months of age 
with an upper respiratory infection. At this time he was noted to be hypo
tonic. The patient responded to antibiotic therapy and was discharged after 
several days. The child was next admitted at 20 months of age, again because 
of an upper respiratory infection. At this time he was unable to walk or talk 
and was thought to be.retarded. A spinal tap showed an opening pressure of 
350 em. of water. The fluid contained 60 mg. % protein, 4 WBCs and 232 RBCs. 
He responded to therapy and was discharged after two weeks in the hospital. 
Two months later he vomited and aspirated at home. The child was dead on 
arrival at the hospital. At autopsy, enlargement of the medulla and dis
coloration of the cerebellar white matter were noted. 

Sublili t ted are: Kodachrome transparencies and sections. 
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CASE 4 

Submitted by: James S. Nelson, H.D. and K. Tashiro, M.D., St. Louis 
University, St. Louis, Missouri. 

Ref. No. CGHA-7l-53. 

A previously healthy three-year-old boy showed no neurologic signs ,men 
first examined 3 months after the onset of progressively severe headaches, 
vomiting and personality changes. The skull x-ray showed separation of sutures 
and a right retrobrachial arteriogram and a ventriculogra~ revealed slight 
hydrocephalus. The lumbar spinal fluid was xanthochromic; it contained 4~O ~~. 
% protein, and 50-90 cells (80% lymphs 20% polys). Symptoms continued despite 
insertion of a ventriculo-peritoneal shunt. Six months after onset of 
symptoms myelography showed an almost complete block at T-12. At laminectomy 
tumor was found widely infiltrating the subarachnoid space around the spinal 
cord 'and cauda equina. The tumor biopsy was composed of many small cells with 
scanty cytoplasm which were of uniform appearance and randomly distributed. 
The patient's neurological condition deteriorated. He developed lower cranial 
nerve palSies, required tube feeding and tracheostomy and died eight months 
after the onset of the illness. 

At autopsy no tumor was found grossly or microscopically outside the 
central nervous system. The eyes were not examined. 

Gross examination of the brain and cord showed a tumor infiltrating the 
subarachnoid space around the cord and along the ventral surface of the brain
stem. There were patches of grey-black discoloration at the tips of both 
temporal horns, along the medial surfaces of both occipital lobes, in the 
striate pons, and outlining both dentate nuclei. All four ventricles were 
dilated. 

The brown pigment within the tumor cells is bleached by permanganate, 
stains positively with Lillie's ferrous iron technique and with Bodian's silver 
protargol, and stains negatively with the Pruss ian blue reaction. 

C"? \ 
Diagnosis: Primary melanomatosis of leptomeninges with parenchymatous 

involvement. 

Submitted are: Two 2 x 2 transparencies, 1 H & E stained section of medulla, 
and 1 unstained section of rostral pons - ,,' • ',. J, 

Points for discussion: 

Origin of tumor 
- Primary vs. metastatic 
- Multifocal or unicentric within CNS 
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CASE 5 

J. Douglas Balentine, M.D., Medical University of South 
Carolina, Charleston, South Carolina. 

Ref. No. NP-VA-88-7l. 

The patient was a 39-year-old white male who died within one year of the 
onset of axillary , submaxillary and neck lymphadenopathy. A tissue diagnosis of 
lymphoma was established within one month of the onset of his illness. The 
patient was placed on Cytoxan and vincristine. Five months after the onset of 
his illness the patient noted the loss of use of his right hand and the loss of 
sensation of the left lateral forearm. He developed pains in his right arm and 
left leg. This was followed by loss of vision in the left eye and ptosis of left 
eye lid. He was given methotrexate intratheca1ly and large doses of Cytoxan 
I.V. Cutaneous infiltratea of the chest, abdomen, hip, forearm and hand and 
pulmonary infiltratea developed aubsequently. After 8 months severe head and neck 
pain and a further losa of vision ensued. An LP during this time revealed lymphoma 
cells in the CSF. The patient's terminal episode was related to a small bowel 
perforation. 

Autopsy revealed a widely disseminated neoplasm involving lungs, liver, 
kidneys, bowel, subcutaneous connective tissue, heart, and penis. A diffuse 
leptomeningeal infiltrate of the brain and spinal cord was noted. 

Submitted are: 2 slides and 1 Kodachrome. 
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CASE 6 

Submitted by: Nina Popoff, lLD., University of Hiall'i qchool of Hedicine, 
Miami, Florida. 

Ref. No. A70-669. 

A 66 year old white male was admitted complaining of decreasinp, conscious
ness for 24 hours and decreasing activity of two weeks duration. Approximately 
two weeks prior to admission, he fell without striking his head. After this, 
the family noted less motor and verbal activity and stated that he seened to 
sleep all the time and appeared "cold to touch". No previous history of 
transient ischemic attacks, stroke, epilepsy or headache. Past history re
vealed adult diabetes mellitus requiring one Orinase daily. The right eye 
was removed because of trauma in the past. 

Physical examination revealed a slightly obese man who appeared to be in 
deep sleep. He would occasionally open his eyes and follow simple commands 
but he would not speak. Temperature was 96", pulse 68, blood pressure 120/70, 
respirations 12. General physical examination was unremarkable except for 
prosthetic R eye. Neurologic examination: questionable right lower facial 
weakness. Decreased movement of right leg. The reflexes were 1 +, with 
bilateral Babinski reflexes. 

Laboratory values: CBC, urinalysis and biochemical profile were normal. 
Spinal fluid xanthochromic, with 86 WBC (100% monocytes) 500 RBC, 4 + Pandy, 
protein 430 mgm. %. Cultures showed no growth. Gram, acid fast, and India 
ink stains were negative. Culture of right orbit negative for fungus. 

Course in hospital: The patient underwent emergency carotid arterio
graphy which showed ventricular dilatation and upward displacement of the 
internal cerebral vein. A brain scan showed a questionable parasellar r.~ss. 
Pneumoencephalogram failed. A ventriculo-atrial shunt was performed two days 
after admission. Post operatively, hypotension and hyponatremia developed. 
Antibiotics, steroida, and pressor agents were used. The patient was fOlmd 
dead in bed nine days after admission. The clinical impression was a hypo
thalamic tU11\or. Hypothyroidism "as ruled out by laboratory tests. 

The section (hypothalamus through the mammillary bodies) is representative 
of the pathological process. Similar changes were seen in the thalamus and 
midbrain. 

Points for discussion: 

1. Diagnosis. 
2. Possible pathogenetic and etiologic factors. 



AANP Slide Session 1972

•• 

CASE 7 

Submitted by: Donald G. Rawlinson, M.D., Department of Pathology (Neuropathology), 
Stanford University, Stanford, California. 

Ref: IG-412 

This was a 63-year-old female who presented in September, 1970 with abdominal 
pain. She underwent a laparotomy and was found to have "retroperitoneal 
fibrosis". In January, 1971 she was admitted with emaciation, anasarca and 
ascites. Over the next eleven months these signs progressed and she 
developed an insatiable thirst " ••• she would sneak fluids every time she 
got a chance ••• ". The thirst was attibuted to psychogenic polydypsia 
and no endocrinological investigation was instituted. The patient died 
in November, 1971. Prior to her death her serum electrolytes were normal, 
urine specific gravity was 1.006 and a skull X-ray showed no abnormality 
of the pituitary fossa. 

General Pathology: The retroperitoneum and mediastinum were diffusely 
infiltrated by firm white tissue which surrounded the aorta, inferior 
vena cava, ureters, adrenals, pelvic organs and extended along penetrating 
vessels into the hepatic and pulmonary parenchyma. The thyroid was normal. 

Neuropathology: The pituitary gland measured 1 x 1 x 1.Scm •• The pars 
posterior was replaced by a uniform, firm, white mass. The brain was normal. 

Sections submitted: A. 
B. 

Points for discussion: 

horizontal section of the pituitary ~land, H snd E and unstained 
~infiltrate, Hand E '" iF"'" .to . ~ 

1. What is the relationship of the lesion in the pars posterior tOJland
~chul~-Chri8tian disease, Letterer-Siwe dieease and other forms of 
histiocytosis? 

2. How often and to what extent is the central nervous system involved 
in the above conditions? ~.e- i" "'1' 0.. . /J. ~ 7..,.. /1/ ..... ' ro t ..L-R".e /q (." J /V,,"' .. ~( 1"17 Q 

3. What is the relation of the pituitary lesion to the retroperitoneal 
lesion which we believe to represent the retroperitoneal xanthogranuloma 
of Oberling? 

4. Are cases 6 and 7 variants of the same disease proce88? 

S. What is the~tiolOgy of this condition? 

cJ2 ... (". , ( "" 
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Submitted by 

CASE 8 

Raymond A. Clasen, !l.D., Presbyterian - St. Luke's Hospital, 
Chicago, Illinois. 

Ref. No. A71-324. 

The patient, a 22 year old white male, was admitted on 5-26-71. lIe was 
apparently well until 5-7-71, when he developed dizziness accompanied by 
nausea and vomiting. At this time he also began to experience interl'littent 
fever. On admission he was somewhat lethargic. Physical examination revealed 
several enlarged rubbery lymph nodes in the right supraclavicular fossa and 
multiple firm nodes in both inguinal areas. Except for a left esotropia the 
neurologic examination was normal. The spinal fluid contained 4 WBC and 10 RRC 
per ~u. mm. Electrophoresis showed only albumin. The blood serum showed an 
increase in alpha 2 globulin (1.0 g. %), ceruloplasl".1n (725 units) and IgH 
globulin (4.0 mg/ml). 

On 6-1-71, an exploratory laparoto~ was done. Hodgkin's disease of 
the nodular sclerosing type was demonstrated in the periaortic lymph nodes 
and spleen. There was no involvemept of the liver or bone marrow. On 6-4-71, 
the patient fell while trying to get out of bed and was noted to be confused. 
On 6-9-71, he developed hiccough, pronounced nystagmus and blurring of the 
optic disc margins. The EEG and a right brachial arteriogram were normsl, 
but the brain scan, which had previously been normal, now showed increased 
uptake peripherally on the right side. The patient became very lethargic 
with slow slurred speech and remained in this state throughout his hospital 
course. A lumbar puncture on 6-7-71 revealed clear colorless fluid under 
a pressure of 120 DUll. of water. The fluid contained no cells and the chemical 
studies were normal. On 6-22-71, he developed a right positive Babinski sign. 
There was no improvement with Cytoxan, Velban, steroid therapy or irradiation 
to the head. He expired on 7-2-71. 

At autopsy he was fOlDld to have pulmonary Hodgkin's disease as well as 
involvement of lymph nodes and spleen, as stated. The brain was grossly 
normal. The lesions illustrated in the accompanying slides were present 
on all sections of the central nervous system, including the brain stem and 
cerebellum. 
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CASE 9 

Submitted by: Ursula T. Slager, M.D., Rancho Los Amigos Hospital, 
Downey, California. 

Ref. No. ER-21-63. 

This 33 year old white male developed headaches, low back pain, and 
muscular aches. When seen by his family physician, he was afebrile, had 
a WBC of 10,500, 58l lymphocytes, and normal urinalysis. Six days after the 
onset of the symptoms he was lethargic and staggered slightly, according to 
his wife. That night he was booked for drunken driving; sfter twelve hours in 
jail his state of consciousness had not changed and he was sent to the hospital. 
Here, he was comatose; there was DO papilledema and the only abnormal physical 
findings were a right Babinski and Hoffmann with hyperactive reflexes on 
the right. Spinal fluid was clear, with an opening pressure of 380, closing 
pressure 290, normal chemistries, 68 cells, 79l lymphocytes, and sterile on 
culture. A right cerebral angiogram was within normal limits aa were chest 
x-rays and EKG;s. Serum titers for mumps, poliomyelitis, Q fever, herpes 
Simplex, psittacosis, St. Louis encephalitis, and western equine encephalitis 
were less than 1:8 on admission and showed no rise two weeks later. There 
were no salicylates or heavy metals demonstrable in the urine. He had been 
given both Salk and Sabin vaccines and "flu" illlllUnization one year ago with a 
booster two months ago. The patient was treated with urea for cerebral edema. 
He remained comatose, never responded to voice and had vacillating and 
equivocal changes in neurologic findings. Ankle clonus and Babinski__.s ~ 
demonstrable and then absent on one side or the other. Eventually there was a 
flaccid paralysis of the left arm and leg. Repeat lumbar punctures were within 
normal limits. He died 38 days after admission with pneumonia and lung abscess. 

At autopsy the lungs showed bilateral pneumonia with an abscess in the 
right lower lobe. The rest of the organs, including the salivary glands, 
were within normal limits. 

The brain showed numerous punched out, 
central softening and yellow-gray to green. 
the cortical white matter, one crus cerebri, 
at T-8. 

sharply cirCUmscribed lesions with 
They were scattered throughout 
pons, and anterior columns 

Submitted are: 1 Kodachrome of the gross leSions, and 1 slide stained 
with Luxol Fast Blue-PAS-H & E. 

Points for discussion: 

1. Diagnosis? 
2. Etiology? 
3. Does brain edema playa role in the pathogenesis of these lesions, 

and could they have been prevented had the patient been treated 
12 hours earlier to reduce cerebral edema? 
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Submitted by: 

CASE 10 

Jans Muller, M.D., Indiana University School of Medicine, 
Indianapolis, Indiana. 

Ref. No. NP-72-30. 

The slide submitted is from a deltoid muscle biopsy in a 4-1/2-year~ld 
boy. The boy had some difficulties at birth due to protracted labor and 
consequent anoxia. There is questionable slight mental retardation. He was 
found to be weak and rather immobile at the age of 14 months. Neurologic 
evaluation on repeated occasions has revealed a fairly static muscle weakness. 
The child finally was able to walk at 20 months of age but not well and with a 
waddle and swayback motion. Repeated electromyography was interpreted as normal; 
repeated enzyme examinations reveal mildly elevated CPK's, last reading 28 Sigma 
units (January 1972). 

The disease is identical with that found in a six-year-01d sister, who had 
normal delivery and early history and was noted to be weak at about 1-1/2 years 
of age. Again the only change in her was a slightly elevated CPK, last recorded 
26 Sigma units (normal 16). The parents and more remote members of the family 
are all without neurologic disease. There are six other sibs, both older and 
younger, all well. Due to the fact that these children were abandoned at various 
times by either or both parents the history obtained when they moved to Indiana
polis was not complete. It is now obvious that both children had been previously 
submitted to muscle biopsy at UCLA in 1968; the results of this examination have 
been published by Dr. Cancilla et a1. in Neurology 27: 579-585, 1971. 

A cylinder of muscle tissue was carefully excised. Four micron sections, 
serial, were studied by enzyme histochemistry. The sections submitted are 
from various blocks and are stained with the modified rapid trichrome technique 
of Engel and Cunningham (Neurology, 13: 919, 1963). There may be an occasional 
annoying bright red stain precipitate. 


