49 : 641

AEBIER &

189 % EH KM DG 1Z Pioglitazone AR TH - 7=
ERE Y 2 ta 7 4 —0 1

WA Bz’ K& voOlEE FEY A SR MH SR

&

ER BREMI I AT ¢ — (DM1) O 20 Z&k4s, EREEBES, RAOREOEBIILKRI,-hE B
BHOMIEANE CEEEMRMBEOREE # L. 755 BOEARRER (OGTT) Tk, ZIEEFOMEEE, M4
SR A& (IRI) IZEETdH 74, IR IEET 60 HEICRS 528ulU/ml £ TER L, 120 44 M1%EIE 57mg/
diICETULE 122U BMMBIC & 2EMEERE 2R U, pioglitazone RAREEZRIIAL /. BEH,S 2:BH%E
10 HB#O OGTT T, 41 >R L RpldMEl s h, EI¥ET LD > 7. FFERKO DM BEORETEEE

MK Mm#EIC pioglitazone BERNTH - 7-.
(ESPR1#4#%, 49 : 641—645, 2009)

Key words : fiBRIEIEY A a7 4 —, RS EREMARLEE, 1 >~ X)) Y#5W, Ploglitazone, 75g#E I IHFFAT IR

FUBHIC

HMEEY A 74— (DMD) Tid, HAMIZLIVD
UL A > 2 UM ARD) 25 ER7- B IHERER T2 H
0, 4 Y2 VZRRORFIZL DA VA VP RN
& &N BV?. Pioglitazone 1%, sulfonylurea IZAAFREN S A
VAR UUMRHESRE 2 ), 4 YA VB R GE S
&, S % [T S50 BERIE & & 0F L 72 DML &~ pio-
glitazone {GEH# I, EILED & A A VIED SET 5.

e { BRI E, £ > A O, D L < 1M
FUREDE AT, BiE, IR, AR, BT, 2H&ER LD
HARERZ R\ F £, PiRER OBER Z12 X 2 BT,
T2, SREL, IS, BARREE, L EoREIRDBIN 5 Bl
FCTH 2. IERERIEO DML BHHA ¥ A V#5IC X
ZEH B Z < Y222 L, pioglitazone {G#E A H %) T
HotzZ b rxRET 5.

E Bl

B 20m &K

EFR MR, SRS, KA ORROIGEHILT.

WEAERE 0 19 7%, 45 3 2 L — MENaiiRAT. 20 %, shlilizk.
W HER DR L

FIGEE © SCBLIATHEAY]. FIgidss 1 AT, MhEsJEE o

Bz AhLDb.

BIRIE - AR 3170g, WHIECTH -7, —AKEIT 1K
6~7 N ATH 7. NERIGBERERIWEE L7z N
BHAETRS T2 M eI LIZATh N, ERRId R
RS L, AR PRI & 235 L7z, RpEEh 3882
W ML THROGIET, IS4 =T hEEiEMshz K
MIMHIMERTI A+ M= Fu 574 v FF—LEETORFMR
RO CTG Y ¥'— MEAYH 830 MIZHER L, DM & B s
N7z, 1958, EhR T WA FZHEALL. 20/, &
NTHMT BT L) 2% o7 APORKEA WL, —H
ISEH CH WS TW B H D Ho 72 KifHIc, 2888, K—o
EL, LT THEELZ LW EDDH B DICKRIEAN
Wiz BEPECEETHHIRL, RoTwiado7 KK,
BFIERTE TV RV ER STV,

BURE @ ILE 110/64, R4 72 [81/45, %, kiR 35.8 BE, HaHBRE
MICEERL. WER L. EHEUT BRBNCSHETLILE
3ol BFIXFIEF—E L THoEEZHEIL 2. B
%% 72. Body mass index % 17.1 T, #% 6 & B (AR EHAD
137, 466kg THo72. BEOHNELH 7. BOZEE
ALz filiE THROFGIET, EISKEHET, FgiILem
OEM, MEOWRI A F=T LTI b= T R ARE DT,

WA AL ¢ ML ARAE Tl Hb 94g/dl, MCV 77.161, &k
20ug/dl, UIBC 391pg/dl, TIBC 4llug/dl & #/KZ A%
Al iz, —REALFERE TIZ, FEERE, FURIBEREZ 5 < ®
B oz, Z2JERRINEE 76mg/dl, HbA. 47%, WtkF b

*Corresponding author: ESRG#ll - flifEL > & — Wikt (T187-8551  HLELAR/INFili/NIRNT 4—1—1)

VESTAER - iR v — IR bR R

Ul N R

OB R R BT R R BE LS SR S8 S JE R A i R 200 B
(ZA+H 1200944 H 28 H)



49 : 642

(A) Blood glucose
(mg/dl)

140

Blood glucose level

40 1

20

Omin 30 min 60 min 9 min 120 min

180 min

ERREHEE 4995105 (2009 : 10)

(B) Immunoreactive insulin
(uIU/ml)
550

5001
450
400
3501
300
2501
2001
1501
100
501
0-" T . T T
Omin 30 min 60 min 90 min 120 min

Immunoreactive insulin level

B —
Lt

180 min

—&— Before treatment.

—{1— Pioglitazone treatment for 2 weeks.

--B- Pioglitazone treatment for 10 months.

(C) Immunoreactive insulin level area under the curve

(uU-hr/mi)

500+

400+

300+

ZIRI

200+

100+

0 T

T
After 2 weeks
treatment

Before treatment

Fig. 1

T
After 10 months
treatment

Blood glucose level (A), immunoreactive insulin (IRI) level (B), and IRI area under the curve

of the OGTT (ZIRI) (C) on a 75 g oral glucose tolerance test (OGTT) in the present patient. Before
treatment, IRI increases from 30 minutes to 60 minutes after glucose loading, and blood glucose
level at 120 minutes decreases to 57 mg/dl. During pioglitazone treatment, >.IRI decreases. After 2
weeks of treatment, blood glucose level at 120 minutes is lower than fasting blood glucose level,

but does not represent hypoglycemia. After 10 months of treatment, blood glucose level after glu-

cose loading exceeds fasting blood glucose level. Pioglitazone treatment does not cause hypoglyce-
mia but improves blood glucose level at 120 minutes.
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Abstract
Successful treatment of recurrent hypoglycemia by pioglitazone in a patient with myotonic dystrophy

Toshiyuki Yamamoto, M.D."?, Yasushi Oya, M.D.", Yoshihiko Furusawa, M.D.",
Ikuya Nonaka, M.D., Ph.D.” and Miho Murata, M.D., Ph.D."
YDepartment of Neurology, National Center Hospital of Neurology and Psychiatry
“Department of Pediatric Neurology, National Center Hospital of Neurology and Psychiatry
“Department of Neurology and Neurological Science, Graduate School, Tokyo Medical and Dental University

A 20 year-old woman with myotonic dystrophy type 1 (DM1) presented with fatigue, daytime somnolence,
and sudden poor responsiveness. Blood glucose was measured before and after each meal for 4 days, and hypogly-
cemia was confirmed twice, although neither perspiration nor palpitations occurred in the hypoglycemic state. On
a 75 g oral glucose tolerance test (OGTT), fasting blood glucose level was 83 mg/dl, and fasting blood immunoreac-
tive insulin (IR]) level was 5.96 pIU/ml. However, IRI increased to 528 uIU/m! at 60 minutes and blood glucose de-
creased to 57 mg/d! at 120 minutes of the OGTT. The patient was diagnosed with reactive hypoglycemia due to
excessive insulin secretion. Oral administration of pioglitazone improved the excessive insulin secretion as as-
sessed by OGTT. After starting treatment, hypoglycemia was not detected either pre- or post-prandially. After 10
months of treatment, blood glucose level after glucose loading was higher than fasting blood glucose level during
OGTT, and the IRI area under the curve of the OGTT decreased. We considered that hypoglycemia unawareness
resulted from recurrent hypoglycemic episodes in this patient. Pioglitazone was effective in improving hyperinsu-
linemia and reactive hypoglycemia in nondiabetic DM1.

(Clin Neurol, 49: 641—645, 2009)
Key words: Myotonic dystrophy, recurrent hypoglycemia unawareness, hyperinsulinemia, pioglitazone, 75-g oral glucose

tolerance test




