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Table 1 Demographic and clinical variables of patients.

Variable Data
Sex, n, men/women 161/181
Age, y, mean £ SD 41.9 = 16.0
Congenital DM, n 28
Ambulatory status, n
Ambulant 181
Walk with assist 95
Non-ambulant 52
Not acquired 11

A33% CTdd -7z (Fig. 1B). #EAIETT L Tz BE DR
ASHERRELEHIC DM 12 X B BEEEZ 2T Tz, 2B, DMIZL 5
FEEDHEMIEL Cd - 72 BHOTE BRI ClE 2 <) 0%k
TTBETINE, 25% 1 3MATTHE, 40% 132 B -HAFATL NV TH -
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Hi oI (77%), We FREE(71%), IROFZ12< & (56%),
fERE (51%), HoOMI 2124 & (32%) Th-o7- (Fig.2).
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& - 72 (Fig. 3A). L2L 14ELIANDT60% TH 5 —T5, 54D
ARG BEN235%, 20D EEE L 720 53% 7.
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Fig. 1 Education and employment status of DM patients.

A) The highest level of education was shown. B) Employment status was presented in the left. Right showed reasons

for leaving the job in those who had experience of past employment. DM: dystrophia myotonica.
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Fig. 2 Patients’ view of symptoms.

Finger dysfunction and fatigue were the most prevalent symptoms.
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Fig. 3 The first doctor visit due to DM-related symptom.
A) Years spent till the first doctor visit from the onset was shown
for the patients with onset > 13 years old. B) The specialty of the
physician was presented for the patients with onset > 13 years old.
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A Follow-up by C
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chest xp
HYes
B No Blood test
@ No answer Sleep study
Spirometry
UCG
B Frequency
Holter ECG
1% 4%
B = twice/year 12-lead ECG

DZ oncefyear Muscle strength

@ Less than 0% 50% 100%

once/year
B No answer
B = twice/year B = once/year
@ Less than once/year E Never done
O No answer

Fig. 4 Regular follow-up by specialists and the clinical exams performed.
Patients with or without follow-up by the specialist were shown in A. The frequency of the visits to the specialist and
that of clinical exams was shown in B and C respectively.

A Having been advised Ventilator Use
of a ventilator?

mYes =No = Blank m Current use u Past use but stopped m Not done

B Reasons for stopping the ventilator use C Reasons for not using ventilator

do not realize the effect lack of caregiver
can not sleep expensive
discomfort daily life is restricted
symptom improved do not feel the need

(I) zlo 4Io 6IO slo % (I) zlo 410 6‘0 slo %

Fig. 5 Adherence to artificial ventilation use.
Patients who had been advised of a ventilator use was 30% (A left). Only 74% of the patients currently utilized ventilator
(A right). The reasons for stopping the use of the ventilator (B) and those for not using the ventilator (C) were listed.
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Fig. 6 Experience of surgery with general anesthesia and its complications
Patients with the experiences of surgery with general anesthesia were 44% (A). The experience of any complications
by general anesthesia was listed in B and the frequencies of the most common complications were listed in C.
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ﬁ
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—
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Fig. 7 Perinatal complications and experience of infertility treatment
The experience of pregnancy or birth history was present 60% of female patients > 25 years old (A). Among those with
history, 57% experienced perinatal complications and the frequencies of the most common complications were listed in
B. The experience of infertility treatment was present in 25% of female patients > 25 years old (C). 82% of the female

patients underwent infertility treatment was before the diagnosis of DM.
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Abstract

Study of care practices for patients with myotonic dystrophy in Japan
—Nationwide patient survey

Masanori P. Takahashi, M.D., Ph.D.”, Risa Yamamoto, B.S.”, Tomoya Kubota, M.D., Ph.D.”,
Tohru Matsuura, M.D.”, Keiko Ishigaki, M.D., Ph.D.”, Yoshihide Sunada, M.D., Ph.D.”,
Hirofumi Komaki, M.D., Ph.D.”, Hiroto Takada, M.D., Ph.D.?, Satoshi Kuru, M.D., Ph.D.”
and Tsuyoshi Matsumura, M.D., Ph.D.?

UDepartment of Functional Diagnostic Science, Osaka University Graduate School of Medicine
“Division of Neurology, Department of Medicine, Jichi Medical University School of Medicine
Department of Pediatrics, Tokyo Women’s Medical University, School of Medicine
“"Department of Neurology, Kawasaki Medical School, Kurashiki
“Translational Medical Center, National Center of Neurology and Psychiatry
“Department of Neurology, National Hospital Organization Aomori National Hospital
"Department of Neurology, National Hospital Organization Suzuka National Hospital
¥Department of Neurology, National Hospital Organization Osaka Toneyama Medical Center

We conducted a comprehensive anonymous questionnaire survey on medical care and treatment for patients with
myotonic dystrophy, who registered in the Japanese national registry (Remudy) or were undergoing care in seven
hospitals specializing neuromuscular diseases. The questionnaire consisted of 49 questions were distributed to 813
patients, and 342 valid responses were collected. Most prevalent symptoms or complaints were dysfunction of fingers
and fatigue. One-third of the adult patients left the job, half of which was due to the disease. Twelve percent of the
patients did not visit the specialist regularly, the main reason being distance. The most common reason that the patients
did not follow the advice of using a ventilator by medical professionals was lack of feeling the need. One-fourth of the
adult female patients had infertility treatment, 80% of which was before a diagnosis of this disorder. This first-time
nationwide survey revealed the actual condition of Japanese patients with myotonic dystrophy and raised various care-
related issues.

(Rinsho Shinkeigaku (Clin Neurol) 2020;60:130-136)
Key words: myotonic dystrophy, patient registry, questionnaire, survey, patient care




