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Fig. 1 Longitudinal change in the axial brain MRI (Gyroscan NT Intera T15). A, B: 1st examination
(March 8, 2006), C, D: 2nd examination (March 29, 2006), E, F: 3rd examination (June 21, 2006). A, C,
E: diffusion weighted image (15T, TR = 4,350 msec, TE = 95 msec), B, D, F: T2-weighted image
(15T, TR = 2,500 msec, TE = 90 msec). There were a little DWI and FLAIR high signal lesions in
the white matter on first admission (A, B). But the lesions enlarged and increased in number on sec-

ond admission (C, D). After the chemotherapy, the lesions dramatically reduced and decreased (E,

F). The open biopsy was performed from the area marked by the arrow.
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Fig. 2 The clinical course of the patient. After the first chemotherapy, the consciousness rapidly
improved. Left hemiparesis also improved gradually. The level of CRP and sIL-2R decreased and
normalized together with neurological recovery.
mPSL: methylprednisolone R-CHP: rituximab, cyclophosphamide, doxorubicin, and predonisolone
R-CHOP: rituximab, cyclophosphamide, doxorubicin, vincristine, and predonisolone CRP: C-rela-
tive protein sILZ2R: soluble interleukin-2 receptor

Fig. 3 Histology of the brain biopsy.
A: Cortical blood vessel was filled with large pleiomorphic cells with irregular nuclei. (hematoxylin-eo-

sin staining. X 240)
B: The intravascular tumor cells at the center of the bleedings were immunopositive for CD20, a B

cell marker. (x 300)
C: The cortical intravascular tumor cells were immunopositive for CD79a, a B cell marker. (X 240)
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Abstract
Intravascular lymphomatosis manifesting clinically as subacute encephalopathy

Hiroshi Tsuji, M.D.”, Akihide Mochiduki, M.D., Ph.D.?, Ai Hosaka, M.D.",
Toshihiro Yoshizawa, M.D.,, Ph.D.” and Akira Tamaoka, M.D., Ph.D."
"Department of Neurology, Institute of Clinical Medicine, Graduate School of Comprehensive Human Sciences,
University of Tsukuba
“Health and Safety Office, High Energy Accelerator Research Organization
*Department of Neurology, Kanto Medical Center NTT EC

We report a 62-year-old woman with intravascular lymphomatosis (IVL) which presented as subacute en-
cephalopathy. She was admitted to our hospital because of loss of consciousness in the middle of February, 2006.
Laboratory tests indicated elevated serum C-reactive protein (CRP), erythrocyte sedimentation rate (ESR), and
cerebrospinal fluid protein. Magnetic resonance imaging (MRI) of the brain revealed multiple infarct-like lesions
mainly in the white matter. After admission, her consciousness was soon improved, but the inflammatory re-
sponse did not disappear with any antibiotics or virucides. Her consciousness was not exacerbated, and she was
discharged in the middle of March, although the reason for loss of consciousness remained unknown.

After discharge she developed an abnormal behavior and mental deterioration, and therefore she was read-
mitted late in March. On second admission, her consciousness was drowsy. Neurological examinations revealed
conjugate deviation of her eyes to the left, left hemiparesis, and generalized hyporeflexia. Laboratory tests
showed more elevated CRP than that of the last time, and raised soluble IL-2 receptor (sIL-2R). The repeated MRI
of the brain disclosed that initial lesions of the white matter progressively enlarged and increased in number. To
make an appropriate diagnosis of the lesions on the brain MRI, the open brain biopsy was performed. Microscopic
examination showed that many small vessels were occluded by lymphoma cells (B-lymphocytes) with hemor-
rhage, and IVL was diagnosed. She was treated with regimens of combined chemotherapy with R-CHOP (rituxi-
mab, cyclophosphamide, doxorubicin, vincristine, and prednisolone). After chemotherapy her consciousness and
left hemiparesis were gradually improved and the levels of CRP were normalized. The infarcts-like lesions de-
tected on the brain MRI became reduced and decreased.

IVL is a rare disease, and the prognosis is generally poor, with a rapidly fatal outcome, leading to a postmor-
tem diagnosis. In the present report, we successfully treated the patient by rituximab in addition to standard
CHOP therapy. Rituximab may play an important role in the treatment of IVL.

(Clin Neurol, 48: 328—332, 2008)
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