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Fig. 1 Brain MRI on admission.
T,-weighted images (1.5 T) showed diffuse high-intensity lesions in the pons and right middle cerebellar peduncle (A-C).
Gadolinium-enhanced T,-weighted images (1.5 T) revealed multiple punctate and curvilinear enhancements in those legions
(D-F).
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Fig. 2 Brain MRI after the first intravenous methylprednisolone (IVMP) therapy.
T,-weighted images (1.5 T) showed residual high-intensity lesions (A). Gadolinium-enhanced
T,-weighted images (1.5 T) revealed apparent improvement of enhancing lesions (B).
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Fig. 3 Clinical course.

The patient presented with sensory disturbance, ataxia, and nystagmus. These symptoms were rapidly improved after

the intravenous methylprednisolone (IVMP) therapy.
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Table 1 Case reports of CLIPPERS in Japan.

Period from onset to

Author Age Sex admission or treatment Steroid treatment Relapse
Tohge (2012) 54 F 2 month§ . mPSL 1,000 mg/day for 3 days no relapse a}fter treatment (T.he follow-
(onset to admission) followed by PSL 1 mg/kg/day up period was not described.)
. 1 h 1 f PSL 1
Tani (2014) 66 F mont betamethasone 16 mg/day relapse at a dose of PSL 10 mg/day

(onset to treatment)

during hospitalization

2 month
Togawa (2014) 86 F months

mPSL 1,000 mg/day for 5 days

N/A

(onset to admission) followed by PSL 20 mg/day
6 months mPSL 1,000 mg/day for 3 days
Ueno (2014) 58 M (onset to admission) followed by PSL 30 mg/day no relapse 6 months after treatment

1 and a half months

Kawabe (2015) o M (onset to treatment)

mPSL 1,000 mg/day for 3 days
(5 cycles) without oral steroid

relapse 2 weeks after discharge

3 months

Mashima (2015) 31 M (onset to admission)

mPSL 1,000 mg/day for 5 days
followed by PSL 1 mg/kg/day

relapse at a dose of PSL 10 mg/day
1 year and 10 months after treatment

mPSL 1,000 mg/day for 3 days

Nakamura (2016) 42 F N/A (2 cycles) followed by PSL 25 mg/day N/A
9 days mPSL 1,000 mg/day for 3 days

Ohta (2017) 37 F (onset to admission) (2 cycles) without oral steroid relapse 1 month after treatment
48 days mPSL 1,000 mg/day for 3 days relapse at a dose of PSL 20 mg/day

Matsuura (2017) 49 M (onset to treatment)

followed by PSL 60 mg/day

2 months after treatment

mPSL 1,000 mg/day for 3 days

Okune (2018) 29 M N/A

followed by PSL 55 mg/day

no relapse 6 months after treatment

20 days

Our case 37 M
(onset to treatment)

mPSL 1,000 mg/day for 3 days
(3 cycles) without oral steroid

no relapse 1 year after treatment

N/A: not available, mPSL: methylprednisolone, PSL: prednisolone.
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Abstract

A case of chronic lymphocytic inflammation with pontine perivascular enhancement
responsive to steroids (CLIPPERS) without relapse after early steroid treatment

Yuki Asahara, M.D.”, Makiko Yogo, M.D., Ph.D.?, Shinji Miyagawa, M.D."” and Masahiko Suzuki, M.D., Ph.D."

U Department of Neurology, the Jikei University Katsushika Medical Center
2 Akebono Home Clinic

Chronic lymphocytic inflammation with pontine perivascular enhancement responsive to steroids (CLIPPERS) is a
brainstem predominant lymphocytic inflammatory disease, which often relapses without oral immunosuppressants. This
report describes a 37-year-old male case of CLIPPERS without relapse for 1 year after early steroid treatment. He was
admitted to our hospital because of sensory disturbance in the left side of his body and ataxic gait. Gadolinium-enhanced
T,-weighted MRI revealed multiple punctate and curvilinear enhancements in the pons and right middle cerebellar
peduncle. We started treatment with high-dose intravenous methylprednisolone (IVMP) therapy on the 20th day of the
illness. His neurological symptoms dramatically improved. Follow-up MRI showed that the enhancing lesions
disappeared. We diagnosed him with CLIPPERS based on the clinical course, radiological findings, and steroid response.
He did not take any oral immunosuppressant after discharge. However, there was no clinical and radiological relapse for
1 year after the IVMP therapy. Although this case requires careful follow-up because of recurrence risk, early steroid
treatment was possibly related to 1-year remission.

(Rinsho Shinkeigaku (Clin Neurol) 2020;60:682-687)
Key words: CLIPPERS, steroid, relapse




