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Optic Nerve Glioma with Neurofibromatosis

Na Hye Myong, M_D.. Seung Sook Lee, M D, Yun Lim Suh, M D. and Je G. Chi, M _D.
Department of Pathology. Seoul National University Collere of Medicine

Optic nerve gliomas manifest either as a solitary form or a component of von Recklinghausen's
neurofibromatosis. The reported incidence of coexistence with neurofibromatosis varies from 12%
to T0%. Usually there are no significant cvtological differences between the gliomas that
accomapny the disease and those that are deemed to be solitary manifestations. The only possi-
ble difference between them is the apparently more commaon association, with the former, of ex-
tensive arachnoid hyperplasia and of a more florid local gliomatous infiltration into the
leptomeninges, altogether resulting in perineural thickening.

Our cases were 8 and G vears old girls, respectively, presented with slowly progressive proptosis
for 4 vears and visual disturbance for 2.5 months. There were multiple cafe au lait spots on their
trunks, and case 2 showed Lisch nodules in the iris. MEI of brain revealed unilateral optic nerve
thickening with invelvement of chiasm or multiple intracranial lesions. Eesection of optic nerve
tumor was performed. Microscopically, variable degree of tumorous change was seen. Most typi-
cally enlarged area was composed of intraneural and perineural portions surrounded by a layer of
intact dura. Intraneural tumor revealed proliferation of elongated, spindle-shaped pilocytic
astrocytes in intertrabecular spaces and distention of the pial septa with fibrovascular thicken-
ing. Another segment had areas with reactive gliosis. Perineural tissue was considerably thick-
ened and, associated with proliferation of meningothelial cells and fibroblasts intermingled with
astrocytes and Hosenthal fibers, There were increaze of the optic nerve diameter and distention
of the overlying dura. Foci of arachnoid cell hyperplasia were noted in both cases, although dif-
fered in degree. Immunohistochemically, the tumor cells expressed glial fibrillary acidic protein
in intraneural and perineural portions particularly in case 2. (Korean J Pathol 1993; 27: 524
a30)
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Fig. 1. Optic nerve glioma of
case | showing intraoptic, peri-
neural, and dural components.
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Fig. 2. Intraoptic portion com-
pased of pilocytic astrocytoma
with extensive infiltration into
the thickened pial septalcase
1)

Fig. 3. Leptomeningeal thick-
ening made of fibroblastic pro-
liferation, meningothelial hy-
perplasia, and tumor cell infil-

tration(case 1),
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Fig. 4. Circumferential-peri-
neural growth pattern in case
2.

Fig. 5. Intraoptic glioma show-
ing active Rosenthal fiber for-
mation adjacent to the septal
areasicase 2),
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. Fig. 6. Grossly normal-looking
optic nerve shows mildly atyp-
ical astrocytic tumor cells,
which definitely involve the
pial and subpial connective tis-
suelcase 2).
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