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Fig. 1 Brain MRI findings.
(A-C) On the day before admission, gadolinium enhanced T,-weighted images showed an enhanced punctate area in the lesion in the right
temporal lobe (A: Axial, B, C: Sagittal, 1.5 T, TR: 500 msec, TE: 15 msec). (D) On the day before admission, fluid attenuated inversion recovery
(FLAIR) image showed a hyperintense lesion in the right temporal lobe (Axial, 1.5 T, TR: 7,000 msec, TE: 120 msec). (E-H) At 4 days after
admission, MRI showed enlargement of the lesion in the temporal lobe and new lesions in the pons, medulla oblongata, and cerebellar
hemispheres (E: Axial, F-H: Sagittal, 1.5 T, TR: 10 msec, TE: 5 msec). (I-K) At 12 days after steroid pulse therapy (38 days after admission),
MRI showed resolution of the enhancement (I: Axial, J, K: Sagittal, 1.5 T, TR: 9 msec, TE: 5 msec).
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Fig. 2 Neuropathological findings.

Biopsy of the right temporal lobe was performed. Hematoxylin and eosin stainings (A) demonstrate intense perivascular lymphocytic infiltrates.
Immunostaining CD3 staining (B), CD4 staining (C), CD8 staining (D), CD68 staining (E), CD20 staining (F), and CD1a staining (G), demon-
strates that inflammatory cells are predominantly composed of CD3-positive and CD4-positive T cells. (H) Kliiver-Barrera staining demonstrates

no demyelinated plaque. Bar = 100 pm.
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Table 1 Core features of chronic lymphocytic inflammation with pontine perivascular enhancement responsive to steroids (CLIPPERS)”.

Core features of CLIPPERS*
Clinical

Subacute progressive ataxia and dysarthria. '
Radiological

(a) Numerous punctate or nodular enhancing lesions bilaterally in at least two of the three following anatomical locations: pons, brachium
pontis, cerebellum.

(b) Individual radiological lesions are small but may coalesce to form larger lesions (mass effect has not been seen and to date suggests an al-
ternative diagnosis).

(c) Lesions may occur in the spinal cord, basal ganglia of cerebral white matter but should be of decreasing density with increasing distance
from the hindbrain.

(d) Absence of the following radiological features
(1) Restricted diffusion on diffusion weighted imaging
(i) Marked hyperintensity on T, weighted images
(iii) Abnormal cerebral angiography
Corticosteroid responsiveness
Prompt and significant clinical and radiological response to corticosteroids.
Histopathological
(a) White matter perivascular lymphohistiocytic infiltrate with or without parenchymal extension.
(b) Infiltrate contains predominantly CD3+ and CD4+ lymphocytes.
(c) Absence of the following histopathological characteristics:
(i) Monoclonal of atypical lymphocyte population
(i1) Necrotising granulomas of giant cells
(iii) Histological features of vasculitis (destruction of the vessel wall, fibrinoid necrosis, leukocytoclasia, fibrin thrombi).

*Differential diagnoses, including neurosarcoidosis, Sjogren’s syndrome, neuro-Behcet's disease, vasculitis and lymphoma should be excluded.
A range of other clinical features referable to brainstem pathology plus cognitive and spinal features occur in some patients.
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A case of chronic lymphocytic inflammation with pontine perivascular enhancement
responsive to steroids (CLIPPERS) with the largest lesion in the temporal lobe
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Chronic lymphocytic inflammation with pontine perivascular enhancement responsive to steroids (CLIPPERS) is an

inflammatory disease of the central nervous system with a predilection for the hindbrain. Generally, lesions decrease in

size with increasing distance from the hindbrain. We herein describe a case of CLIPPERS in a patient showing the largest
lesions in the temporal lobe. A 49-year-old man consulted to our hospital with a 22-day history of a high fever and an
abnormal visual field involving the left eye. Brain MRI showed a FLAIR hyperintense lesion in the right temporal lobe

with punctate gadolinium enhancement. Several days later, lesions showing similar enhancement extended to the pons,

medulla oblongata, and cerebellar hemispheres. Biopsy of the right temporal lobe lesion revealed perivascular
lymphocytic infiltrates without any findings of demyelination, lymphoma, or glioma. He was diagnosed with CLIPPERS
based on clinical, radiological, and histopathological findings. Clinical and radiological findings improved quickly after

steroid therapy. CLIPPERS could represent larger lesions distant from the hindbrain showing punctate enhancement.
(Rinsho Shinkeigaku (Clin Neurol) 2017;57:378-382)
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