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Fig. 1 Imaging tests on admission.
A: FLAIR image of brain MRI (axial view, 1.5 T; TR, 9,000 ms; TE, 119 ms) showing white matter leukoaraiosis.
B: T,-weighted-image (sagittal view, 1.5 T; TR, 665 ms; TE, 14 ms) showing low-intensity lesions in the clivus and
cervical vertebra (arrowheads). C: CT image of the chest showing mediastinal lymph node enlargement (arrowhead).
D: Gallium scintigraphy showing a lesion with increased uptake in the upper mediastinum (arrowhead).
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Fig. 2 Clinical course.
The patient was admitted to the hospital with fever and disturbance of consciousness. Laboratory tests showed increased
levels of C-reactive protein and the soluble IL-2 receptor. He then experienced bilateral auricular inflammation and painful
erythema in the ankle. Although steroid therapy was effective, his symptoms returned during tapering of the steroid dose. By
adding cyclosporine, the prednisolone dose could be reduced without symptom relapse. The patient’'s C-reactive protein and

soluble IL-2R levels decreased to normal.
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Fig. 3 Skin lesions and histological findings.
A: Painful erythema of the ankle. B: Erythema of the lower legs. C: Auricular inflammation. D: Microscopic image of the
auricular lesion. HE stain, X 400. Inflammatory cell infiltration of the dermis and perichondrium. There are no inflammatory

cells in the cartilage. Infiltrated cells consist mainly of neutrophils. E: Microscopic image of the erythema of the lower legs.
HE stain, X 100. Inflammatory cells infiltrate the dermis. F: Microscopic image of the erythema of the lower legs. HE stain,
X 400. Inflammatory cells mostly infiltrate perivascular lesions. There are no signs of necrotizing vasculitis and intravascular
lymphomatosis. G: Myeloperoxidase immunostaining of the skin lesions, X 400. Infiltrated cells consist mainly of neutro-
phils. H: CD3 immunostaining of the skin lesions, X 400, T cells infiltrate perivascular lesions.
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Fig. 4 Brain MRI on discharge.
A: T,-weighted-image (sagittal view, 1.5 T; TR, 513 ms; TE, 12 ms). Low- intensity lesions in the clivus

and cervical vertebra (arrowheads) are decreased in comparison to those seen on admission. B-E:

Diffusion-weighted-image (B; axial view, 1.5 T; TE, 100 ms; b = 1,000 sec/mm?), apparent diffusion

coefficient mapping (C; axial view, 1.5 T; TE, 100 ms; b = 0 sec/mm?), and FLAIR image (E; axial

image, 1.5 T; TR, 9,000 ms; TE, 119 ms) reveal a high-intensity lesion in the right splenium of the

corpus callosum. This lesion exhibits low intensity on T,-weighted-images (D; axial view, 1.5 T; TR,

513 ms; TE, 12 ms).
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Abstract

A case of neuro-Sweet disease showing the close association between disease activity
and levels of soluble IL-2 receptor

Takamasa Nukui, M.D.", Shutaro Takashima, M.D.", Yoshiharu Taguchi, M.D.",
Nobuhiro Dougu, M.D.”, Hirofumi Konishi, M.D." and Kortaro Tanaka, M.D.”

YThe Department of Neurology, Toyama University Hospital

A 76-year-old man was admitted to our hospital presenting with fever, redness and pain in both the periocular
regions, and disturbance of consciousness. He had neck stiffness, and cerebrospinal fluid analysis suggested aseptic
meningoencephalitis. Laboratory tests showed increased levels of C-reactive protein, soluble IL-2 receptor (sIL-2R) and
MPO-ANCA. Magnetic resonance imaging revealed hyperplastic bone marrow in the clivus and cervical vertebra.
Although T-cell receptor gene rearrangement was detected in the bone marrow blood, bone marrow biopsy of the ilium
showed no malignant findings. Then he experienced bilateral auricular inflammation and painful erythema of the ankle.
A leg skin biopsy demonstrated neutrophilic infiltration into the dermis with no signs of vasculitis. His HLA-type was
defined as Cwl. He was subsequently diagnosed with neuro-Sweet disease. Intravenous administration of methyl-
prednisolone (1,000 mg/day) for 5 days and subsequent oral intake of prednisolone (60 mg/day) improved his symptoms.
When the prednisolone dose was reduced to 30 mg/day, his symptoms returned and a new lesion was detected in the
splenium of the corpus callosum. Upon additional treatment with cyclosporine, the prednisolone dose could be reduced
without symptom relapse; sIL-2R and MPO-ANCA levels also decreased to normal. The present case suggested that
the activity of neuro-Sweet disease may be associated with myeloid hyperplasia, T-cell receptor gene rearrangement
and the amounts of soluble interleukin-2 receptor and MPO-ANCA.

(Clin Neurol 2014;54:876-881)
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