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Abstract
Long-term treatment of diabetes mellitus in myotonic dystrophy with pioglitazone

Toshiyuki Yamamoto, M.D,, Yasushi Oya, M.D,, Tateo Isobe, M.D., Toshihiko Shirafuji, M.D.,
Katsuhisa Ogata, M.D., Masafumi Ogawa, M.D. and Mitsuru Kawai, M.D.
Department of Neurology, National Center Hospital for Mental, Nervous and Muscular Disorders,
National Center of Neurology and Psychiatry

We report beneficial effects of pioglitazone on insulin resistance in diabetes mellitus accompanied with myo-
tonic dystrophy (DM1). We studied eight DM1 patients with diabetes mellitus aged 32 to 60 (mean age 52.1+86
years). Three of them were under glibenclamide treatment, but their plasma glucose control was poor because of
occasional hypoglycemia ; others had not been treated with any hypoglycemic drugs. We administered a daily
dose of 15 mg pioglitazone for 6-36 months (mean period 14.8 = 9.1 months). Plasma glucose control improved in all
patients. In a 75g oral glucose tolerance test, plasma glucose level at 120 min dropped from 203.3 +41.7mg/d! to
153.9+395mg/dl (p=0.04) ; the area under the insulin curve up to 120 min (T IRT) drbpped from 236.9 +170.2
pU - hr/ml to 169.6 £ 81.3uU * hr/m! (p=0.12).% IRI decreased in four patients with pretreatment = IRI=250
wU * hr/ml ;it slightly increased in other patients with pretreatment T IRI< 150pU + hr/ml. The homeostasis
model assessment-insulin resistance (HOMA-IR) improved from 2.1+ 1.0 to 1.1 =04 (p=004). Impairment of liver
functions, cardiac failure, or hypoglycemia was not observed. Pioglitazone treatment is useful to improve insulin
resistance and glucose control in DM1 patients with diabetes mellitus, especially patients with reactive hyperin-
sulinemia to glucose loading.

(Clin Neurol, 45 : 287—292, 2005)
Key words : myotonic dystrophy, diabetes mellitus, insulin resistance, thiazolidinedione derivative, 75g oral glucose toler-
ance test k
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Fig. 1 SpO:changes in breath-holding test,
Patients feel dyspnea before decrease of SpOs, as 2 out of 8 healthy controls. In 3 patients, SpO; starts

to decrease after they give up breath-holding.
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Fig.2 SpO:. ranges in breath-holding test and in 24-hour monitoring in 9 patients.
In all but one patient, minimal SpQ: induced by breath-holding is higher than minimal SpO. in 24-hour
monitoring. In 6 patients, when sitting awalke at rest, SpO: is lower than maximal SpO: in 24-hour
monitoring.
Example : patient 8.
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Abstract

Perception of dyspnea due to breath-holding in myotonic dystrophy.

Sha

Yasuo Murakanm Yasushi Oya, M.D., Masafumi Ogawa, M.D, and Mitsuru Kawai, M.D.
Department of Neurology;Nattonal Center Hospital for Mental, Nervous and. Muscular storders
Natlonal Center of Neurology and Psychlatry (NCNP)

Patients with myotonic¢ dystrophy (DM1) rarely complain of dyspnea despite of severe hypoxemia. We stud-
ied the perception of dyspnea caused by breath-holding in 9 DM1 patients and 8 healthy control subjects. The pa-
tients, as well as the control subjects, complained of dyspnea and showed decrease in SpO.. In none of the patients
but one, however, the bottom SpO. became lower than the minimal SpO. recorded in 24-hour monitoring. DM1 pa-
tients were able to realize hypoxia caused by apnea, although they had not realized'-hypoxia that already existed.
Consequently, the breath-holding test doés not uncover a blunted perception of dyspnea in DML ; an afferent sys-
tem contributable to air hunger sensation in breath-holding is preserved in DM1. Breath-holding test may be use-
ful for a DM1 patient to recognize the significance of sleep apnea. . ) )

: (Clin Neurol, 45: 117—120, 2005)
Key words : myotonic dystrophy, breath-holding, hypoxemia, perception of dyspnea
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