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Fig. 1 Brain and spine MRI (1.57T) findings and FDG-positron emission tomography (PET) findings.
(a) Fluid-attenuated inversion recovery (FLAIR) MR image (axial; TR, 9,000 ms; TE, 114 ms) of the
brain shows a high intensity area and an extensive edematous change in the left temporal lobe

(arrow head).

(b) Gadolinium enhanced Ti-weighted MR image (axial; TR, 600 ms; TE, 17 ms) of the brain shows
an enhanced mass-like lesion on the brain surface at the pole of the left temporal lobe (arrowhead).

The mass-like lesion was identified as a tumor by microscopic findings.
(c) Gadolinium enhanced Ti-weighted MR image (sagittal; TR, 700 ms; TE, 12 ms) of the spine
shows enhancement at the surface of the cervical spine and patchy leptomeningeal enhancement

(arrowhead).

(d) An FDG-PET image shows multiple high accumulations at the left mesocephaly fossa and
cervical spinal cord corresponding to a lesion revealed by a brain and spinal cord MRI (arrowhead).
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Fig. 2 Macroscopic findings of the brain and spinal cord.

The focal, mass-shaped lesion in the surface of the pole of left temporal lobe in the brain was 2 X
lcm in size and distorted. It coursed along a blood vessel external cavity, and permeated the me-
ninges continually and the brain substance in part. An adhesion was observed in the pachymeninx

of the lesion. The loupe image in the right figure is a spinal cord cross section at the position cor-

responding to the figure. The tumor infiltrated along the meninges in the spinal cord continually,
formed a mass at C6, and permeated the spinal cord from the dorsal side.
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Fig. 3 Microscopic findings of the tumor.
The tumor progressed along the meninges, and permeation into the brain substance was rare.
Only a portion of the tumor slightly infiltrates along a blood vessel external cavity. This pathology
specimen is from the mass lesion in the left Sylvian fissure, which the tumor infiltrates along a

blood vessel external cavity {a: Hematoxylin and eosin (HE) staining, X 20}. The mass lesion in the
left Sylvian fissure and the subarachnoid space is separated from normal tissue (a: HE staining,
X 20). The tumor in the basal temporal lobe shows a minimal invasion into the brain tissue (b: HE
staining, X 20). Perivascular pseudorosettes (c: HE staining, X 100) and pseudopalisading necrosis (d:
HE staining, X 40) are seen, and mitotic cells are easily observed (d inset, X400). Malignant cells
are positive for glial fibrillary acidic protein (GFAP) (e, X 100). Each bar is Imm.
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Abstract

A case of primary diffuse leptomeningeal gliomatosis, clinically indistinguishable from metastatic
meningeal carcinomatosis

Fumihito Nakano, M.D.", Ichiro Yabe, M.D., Ph.D.”, Sachiko Tsuji-Akimoto, M.D., Ph.D.", Akihiro Ishizu, M.D., Ph.D?,
Shinya Tanaka, M.D., Ph.D.”, Masanori Kasahara, M.D., Ph.D." and Hidenao Sasaki, M.D., Ph.D."
"Department of Neurology, Hokkaido University Graduate School of Medicine
*Faculty of Health Science, Hokkaido University
¥Laboratory of Cancer Research, Department of Pathology, Hokkaido University Graduate School of Medicine
“Department of Pathology, Hokkaido University Graduate School of Medicine

A 65 year old woman presented with progressive gait disturbance. She complained of appetite loss for 3
months. Her gait gradually became unsteady, and she was admitted to our hospital. On admission, slow mentation,
bathyhypesthesia in left upper and both lower extremites, positive Romberg sign and wide-based gait were ob-
served. Gd-enhanced MRI revealed mass lesions in the left temporal fossa and the cervical spinal canal with focal
meningeal enhancement. Besides lesions in the central nervous system (CNS), systematic examination detected no
additional malignancy. Repeated cytology of the cerebrospinal fluid was negative. After admission, her conscious-
ness became reduced gradually. At 2 months after admission, she died of central respiratory failure. On autopsy,
diffuse extension of the tumor cells was observed on the surface of CNS, and the mass lesions observed by MRI
were extra-parenchymal. On microscopic examination, the mass was consisted of GFAP positive malignant cells,
and included perivascular pseudorosette, pseudopalisading necrosis and many mitotic cells. The diagnosis of the
case was made as primary diffuse leptomeningeal gliomatosis (PDLG). PDLG is a rare disorder that is difficult to
diagnose by CSF cytology. The progress of PDLG is rapid, and appropriate treatment is rarely taken. However,
the combination of temozolomide and the radiotherapy performed for a glioblastoma has been reported as a possi-
ble treatment for PDLG. We emphasize that, in possible cases of PDLG, a biopsy should be performed in the early
stages, especially in cases showing features similar to those of metastatic meningeal carcinomatosis and have no
malignant tumors by whole body examination.
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