THE NEUROPLEX

(THE NEW YORK ASSOCIATION OF NEUROPATHOLOGISTS)

MEETING OF APRIL 21, 2009
MINUTES

CASE CONFERENCE

Attendance (from sign-in sheet):  Drs. Bass, Kozarski, Kozlowski, Libien, Mikolaenko, Rhodes, Richfield, Sharer, Wrzolek, and Wu and Bishop Cruz.
The meeting took place at 7 PM at the Touro College of Osteopathic Medicine Conference Room.  Dr. Piotr Kozlowski welcomed us to a new venue for the group and provided refreshments.
Four cases were presented, with histories provided by contributors:
Case 1.  Downstate Case 1 (Dr. Rao):
An 18-month-old girl presented with clinical evidence of spinal cord compression from intraspinal extension of a large (6.6 x 6.8 x 9.1 cm) paraspinal mass.  Intraspinal extension was said to be through widened intervertebral foramina at T12/L1 and possibly at T11/T12 and L1/L2.  The spinal cord was noted to be deviated to the right side from T10 to L3.  The tumor was biopsied but not resected.  The question from the surgeon was whether this was a malignancy so that he could plan aggressive therapy, if indicated.  The frozen section diagnosis was not of a malignancy.  The final diagnosis and that of a consultant was the same:  Lipoblastoma/lipoblastomatosis.
Discussion was of the possibility of malignancy versus a variation of a lipoma.  The answer is somewhat in the middle in that a lipoblastoma is an infantile lipoma of embryonic adipose tissue that can mature, and complete resection is curative.  Incomplete resection allows continued growth, giving a recurrence rate of 9–22%.  Only 5% of cases are seen after 7 years of age.  Only 5 cases (and some on the Internet) have involved spinal cord.  There is usually an aberration of chromosome 8.  This child’s tumor was not completely resected and the extent of the tumor remains unknown except from imaging.  Therefore, the second part of the final diagnosis is important due to the possibility of local tumor infiltration (lipoblastomatosis).  This would be more difficult to resect completely.
Case 2.  Downstate Case 2 (Dr. Kozarski):
A 6-month-old male twin without significant past medical history was brought to the Emergency Room after 3 days of lethargy, persistent vomiting and poor feeding.  According to the mother, the baby was in his usual state of health when, 3 days prior to admission, he fell from the bed while sleeping.  After falling, the baby was symptomatic as above.  Neuroradiologocial workup revealed an intraventricular tumor in the posterior fossa.  Both scheduled surgery and frozen section were cancelled due to the poor clinical status of the patient, who expired soon afterwards.
Discussion centered around grading of ependymoma, since foci of vascular endothelial hyperplasia and necrosis were found.  Some references would provide a diagnosis of focal atypia, while some at the meeting or sending in opinions gave grades ranging from low to high.  It was also mentioned that for posterior fossa tumors grading does not affect treatment and prognosis, while extensive sectioning, if warranted by initial focal findings, would be more in order for a supratentorial ependymoma where grade is related to treatment and prognosis.  However, a point generally not considered was also brought out, and that is the possibility of organ donation in a case such as this.  Transplant services would require a grade of 2 versus 3 or 4 to use the organs since they would likely not use organs from a donor with a high-grade brain tumor.  There was also speculation on time cutoff for a tumor to be congenital, the time offered in a publication being 2 months of age.
Case 3.  Downstate Case 3 (Dr. Libien):
Autopsy revealed only minimal frontal lobe atrophy, with normal brain weight.  Routine sections revealed many and somewhat varied eosinophilic inclusions in neuronal cytoplasm in many gray matter regions.  Early discussion suggested specific proteins stains and lysosomal staining.  Few of the usual routine stains were positive and even a ubiquitin immunostain only was positive in an occasional inclusion.  Tau and -synuclein were not enlightening.  Many inclusions stained with neurofilament protein cocktail, and -internexin was positive in most inclusions, including in the dentate gyrus where with H&E the inclusions were uncertain.  This disease has been classified as frontotemporal lobar degeneration, intermediate filament.  It has been termed dementia with neurofilament inclusions and also neurofilament inclusion body disease.  TDP-43 was negative in this case, and when TDP-43 is negative there is a likelihood of neurofilament inclusion disease.
Case 4.  University of Missouri Neuroplex Case (Dr. Miller; presented by Dr. Sharer):
Dr. Sharer read other details of the history sent in by Dr. Miller, including an episode preceding tremor onset by about a month wherein a wild bat kept as a pet by the patient bit him on the ear.  The patient sought no treatment or further evaluation (even though he was living with a nurse).  Following a presumptive diagnosis of rabies, coma was induced using the “Milwaukee protocol” (pharmacologically induced coma with ketamine, lorazepam, midazolam) that seeks to preserve neurons.  Apparently this has only been successful in one patient.  The skin biopsy presumably used immunofluorescence for diagnosis.  Autopsy was done with full body suits and respirators, and otherwise universal precautions were taken.  Dr. Miller reports that nobody attending the autopsy has yet fallen ill, as of April 2009 (the autopsy was done in November 2008).
Histologically, Negri bodies are present in Purkinje neurons and in pyramidal neurons in the hippocampus, reconfirming the clinical diagnosis of rabies, which currently in the United States is usually spread by bats.  Histology also showed some perivascular chronic inflammation in the brain, but virus was not seen by electron microscopy, only lamellar inclusion bodies, a normal finding in Purkinje cells given as a “bonus question” by Dr. Miller (nobody in attendance knew what they were).  The patient’s course included renal problems, and the virus apparently can affect renal tubular epithelial cells.
