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‘Superfcial hemosiderosis
Epidemiological suvey
Diagnosi citeia

cently been published,

We sought to

clarify the elinical features, method of diagnosis, and treatment for SHS o japan.
Methods: We sent a questionnaire survey to 792 medical Institutes of the Japanese Society of Neurology, o
collect information about SHS, including patients during 2017.
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Conclusons: Usin

of SHS in 77 parients (63%): 55 (69%) with c-SHS, 16 (55%) with 1SHS, and 6 (48%) vith a SHS. Phamiacologicalor
sl st was e ot 31 s, Medcal xperse s e ld for 14 of i

er 100 patients

o AR i b 8 oo s e oSy Japan.

1. Introduction

‘Superficial hemosiderosis (SHS) is considered a rare and progressive
disease, but it is often difficult to make a precise diagnosis. The clinical
symptoms of SHS are characterized by deafness and/or cerebellar
ataxia that are observed in approximately 90% of patients with SHS [1].
In addition, cognitive disturbance is present in patients with SHS. The
overall estimated population prevalence among individuals age
50-89 years is 0.56% [2]. Iron-sensitive magnetic resonance imaging
(MRI) of the brain and spinal cord reveals hypointense lesions on the
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In addition to appropri important for physicians
1o considr he presnce o SIS, Mot phycans seual do ot suspect
SHS; therefore, establishment of clinical guidelines for the diagnosis of
SHS s crucial for patients with SHS. The types of SHS and their treat-
ment remain controversial because the number of reports is limited.
Although two reports analyzed a relatively large number of cases [3,4],
most other studies have dealt with only one or a few cases.
In 2015, the Ministry of Health, Labour and Welfare of Japan added
HS as an “intractable disease” for which patients are eligible to receive
financial support from the government for treatment. To confirm the di-
agnosis of SHS, diagnostic criteria of SHS were established. We conducted

a nationwide survey, to clarify the epidemiological and clinical features of
SHS in Japan, Based on the survey results, we have revealed that SHS is
nota rare clinical condition in Japan and must be considered as a possible
diagnosis in patients with characteristic clinical presentations.

2. Methods

2.1. Survey instrument

The in the present study
Japanese language, which consisted of six questions regarding cases of
SHS from 2011 to 2016 and the methods of diagnosis and treatment at
each institute surveyed. The questionnaire comprised multiple choice, yes
ot 10, and fill-inthe-blank questions; some items included free-text com-
ments (Table 1). The d each
out using the criteria for SHS published in 2015 for the subsidy application
under the Act on Medical Care for Patients with Intractable/Rare Discases
of Japan (Tble 2). The classification of SHS sometimes varies in previous
rts and may create confuse physicians to reach proper clinical diag-
nosis of SHS. In the criteria, the classic form and localized form of SHS are
diagnosed based on the distribution of iron deposits recognized by MRL.
Although the ctiology of both types of SHS may be different, extensive
analysis must be carried out to obtain the proper etiology of SHS.
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