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Fig. 1 Clinical features.
(a) A lem-thick swelling on the left temple (arrow), (b) deformed left sterno-costo-clavicular joint

(arrow) and (c) multiple pustules on the patient’s soles (arrowheads) that are consistent with palmo-

plantar pustulosis.

d) Plain X-ray picture of the skull showed a low-density lesion (arrow) along the coronal suture.

e) Gadolinium-enhanced T:1 weighted image (axial, TR 400 msec, TE 10.0 msec) showed enhance-

ment of the left temporal muscle (asterisk), left parietal bone (arrow), and dura mater (arrowhead).
) Technetium-99m-hydroxymethylene diphosphonate (*™ Tc-HMDP) scintigram showed increased
uptake in the left parietal bone, left sterno-costo-clavicular joint, right femoral head and interverte-

bral joints (arrows). g)-h) " Tc-HMDP scintigram pre-(g) and post-(h) treatment. There was approx-

imately 40% reduction in the area of uptake on the left parietal bone on comparison of pre-treat-
ment (g, arrow) and post-treatment findings (h, arrowhead).
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Fig. 2

a-b) Hematoxylin Eosin (HE) stain of the left temporoparietal muscle. a) Proliferation of connective
tissue with numerous spindle-shaped fibroblasts was seen in the perimysium (asterisk) and endo-
mysium. b) Mild chronic inflammatory cell infiltration was observed in the fibrous tissue (arrow-
head). Muscle fibers were relatively spared (arrow). ¢) H&E stain of the bone marrow of the left
parietal bone. Marked infiltration of granulocytes was seen.

d) H&E stain of the left parietal bone. Necrotic bony trabeculae with empty bone lacunae and
eroded surface (arrows) was demonstrated. Layers of osteoblasts were sparsely detected, and in-
duction of osteoclasts was not evident. Moderate fibrosis and infiltration of inflammatory cells in-
cluding macrophages, lymphocytes and neutrophils was seen in the interstitium (asterisk).

e) Immunohistochemical staining of the left parietal bone with CD68-KP1 (a marker of macro-
phages). Moderate infiltration of CD-68 positive cells was demonstrated in the interstitium (arrows).
f) H&E stain of the dura mater. Moderate fibrosis and slight infiltration of inflammatory cells were

detected.
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Abstract

Headache as a manifestation of SAPHO syndrome with a lesion extending to the dura mater,
parietal bone, and temporal muscle

Miho Uematsu, M.D."?, Shinsuke Tobisawa, M.D.", Masahiro Nagao, M.D.",
Shiro Matsubara, M.D.”, Toshio Mizutani, M.D.” and Makoto Shibuya, M.D."
YDepartment of Neurology, Tokyo Metropolitan Neurological Hospital
*Department of Neurology, Kyoto City Hospital
¥Department of Pathology, Tokyo Metropolitan Neurological Hospital
“Department of Pathology, Tokyo Medical University Ibaraki Medical Center

A 50-year-old woman with a history of palmoplantar pustulosis, femur osteomyelitis, and sterno-costo-
clavicular hyperostosis presented with a chronic severe left temporal headache that had progressed during the
previous year. Her CRP level was elevated. Cranial images showed Gadolinium-enhancement of the left temporal
muscle, left parietal bone and dura mater. *"Tc-HMDP scintigram showed increased uptake in the left parietal
bone, left sterno-costo-clavicular joint, right femoral head and intervertebral joints. Biopsy of the lesion demon-
strated 1) proliferation of connective tissue in both perimysium and endomysium of the temporal muscle with mild
inflammatory cell infiltration within the interstitium, 2) marked infiltration of granulocytes to the bone marrow of
the parietal bone, 3) necrosis and moderate fibrosis in the interstitium with inflammatory cell infiltration in the pa-
rietal bone, and 4) moderate fibrosis and slight infiltration of inflammatory cells in the dura mater. The patient was
diagnosed with a cranial lesion of synovitis-acne-pustulosis-hyperostosis-osteitis (SAPHO) syndrome. There was a
moderate response to treatment with intravenous steroid pulse therapy and subsequent methotrexate.

In a case of headache accompanied by inflammatory response, palmoplantar pustulosis and joint lesions such
as hyperostosis, the possibility of a rare cranial manifestation of SAPHO syndrome should be considered.

(Clin Neurol 2012;52:106-110)
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