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Clinical Characteristics of the Korean Patients with Adult
Onset and Late Onset Myotonic Dystrophy Type 1

Hyun Jung Kim, M.D., Dae Hyun Kim, M.D., Yoon Ghil Park, M.D.

Department of Rehabilitation Medicine and Rehabilitation Institute of Neuromuscular Disease,
Yonsei University College of Medicine

Objectives: To investigate the clinical characteristics and complications of Korean patients with myotonic
dystrophy type 1 (DM1).

Method: The medical records of 65 DM1 patients were reviewed retrospectively. We assessed the rela-
tionship between the age of onset, muscular impairment rating scale (MIRS) and complications of the
DM 1 with the number of cytosine-thymine-guanine (CTG) repeats.

Results: The mean age of onset was 30.5 + 10.3 years and the mean disease duration until diagnosis was
6.1 + 6.0 years. The age of onset was inversely correlated to the number of CTG repeats (P = 0.034). For
the systemic complications, 20 of 55 patients (36.4%) had arrhythmia, 18 of 49 patients (36.7%) needed
ventilator support, 4 of 52 (7.7%) had diabetes mellitus and 19 of 35 (54.3%) had cataracts. The differ-
ence between the number of CTG repeats of patients with these complications and that of patients without
complications was not significant.

Conclusion: Regular follow-ups of electrocardiogram, pulmonary function test, blood sugar test and ocu-
lar examination is recommended for the patients with DM 1.
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- dystrophia myotonica
protein kinase (DMPK) &kl 91213t cytosine-
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Ao fofgt T HA AT Atele] FAAAI} Q)
=4 Pearson F#ATE o|&3ste] gt Tt
CTG WHErel 24 ojgtog 93 7|54 = At
oto] FAAAE 47l A3, MIRSe| whet tidw< 5
SHOE Yra 7t S dldshe 2F3kel CTGRE
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B3] tsted ZA47ke] e ffel wE 25FE U
ol Zk aF Zrel CTG HHERe Aol7h UeA
Mann-Whitney U #A < o] &sto] glsisict. &
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upe} ztztel i A HlES ERlsith. A A
e 98] SPSS software version 18.0 (SPSS

— 65 -



21&

(=t

04

S 20CHe - ere

o
= [l =

i

Inc., Chicago, IL, USA)< o]-&3l%ith.
4 1
el ddAoR fojet S HA dES 104
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D. A 288y 5 A7) 71782 6.1 + 6.082

A delth 2 S E CTGRHE S Alole & l
o8 froekA] esko k(P = 0.476), MIRS 25+%
35w A9 " CTGHHESF+ 309.1 + 24.5i
MIRS 455 % bew &9 Hi CTGHHES 341.2
+ 23.050h At}
55 & 207 (36.4%)°lA FAgH o] Hlw
1

vﬂ _xZi

do 537 Abgo] Hed VHEFRAL 499 F 189
2, A5 AT o] S shRe & 919H(48.2%), (36.7%)°llA g1=ATt, 529 F 48(7.7%)°] T
&9 244(23.2%), =9 29%(16.1%) el 2 st 35" & 199 (54.3%)°] Wyge=
o, 5%, SHAY 4=, 25 ol 1 v+ A=A, S57] AHgo]l Zad TS FTHol U
& oltHFig. 1). CTGHHES7L Be4s 94do & 23 587 Mol B2 gl 2 Alld CTG W
2 feld 24 A ddol wgkod, BAMeR & Ft A0 folu@ Aole HolX ggkork(p -
ofstAl JHARM FHAATE AATHP = 0.034). 0.147), TF7] Aol Ba3t BT FHHo| e &
MIRSE A-&atl& o ‘3%8 139, 35%< 197, kel Hit CTG W= 375.0 + 27.282 &87] At
TH< 204, 5o w< 134 (Table 2), <5 “gof go] 42 gle A9 Hi CTG W& 324.2 £
(muscular impairment) & ?l??} ZAe BE kAo 25.88 0} B2 IS EAvk(Fig. 2). @& A
e 23 gns A WA e F Alele] CTG ¥
Table 1. Demographic Characteristics of Subjects Fe FAHCE FoANF Afole Holx| fgtot(P =
: 0.552), @g A9 e $Ale] Hit CTG WHaE
Patients
Sex
The first tom of t
Male(number) 37 T W Lower limb weakness
Female (number) 28 ElMyotonia
[JHand weakness
Average age at onset (year) 30.5 + 10.3 ®Pan
CTG repeats 100~750 O e o
E Dysarthria
Disease duration until diagnosis (year) 6.1 £ 6.0 e
Onset symptom (n=56)

Lower limb weakness 27

Myotonia 13

Hand weakness 9

Pain 4

Characteristic facial appearance 2

Dysarthria 1

Complications

Arrhythmia 20/55 (36.4%)

Ventilator 18/49 (36.7%)

DM 4/52 (7.7%) .

Cataract 19735 (54.3%) Fig. 1. The first symptoms of onset include lower limb weak-
CTG: cytosine-thymine-guanine ness, myotonia, hand weakness, pain, characteristic facial
DM: diabetes mellitus appearance and dysarthria.

Table 2. Muscular Impairment Rating Scale (MIRS)
Grade Description Patients (n=65) CTG repeats*
1 No muscular impairment 0
2 Minimal signs 13 313.1 + 495
3 Distal weakness 19 306.3 + 24.8
4 Mild to moderate proximal weakness 20 317.0 + 285
5 Severe (MRC scale < 3/5) proximal weakness 13 3785 + 37.7

CTG: cytosine-thymine-guanine
MRC scale: Medical Research Council scale
*mean of CTG repeats

- 66—



MOILN 9 FI|LM 2YUYCIAERD MIE BX0 AY S

0%

375.0 =
OTG W8 335.4 + 19,605} & 434S 1Sl
(Fig. 3). %% =

ot fofnlg 2o

Alo] =],
© IATHP = 0.476). W7ol

—

8004

[=2]

[=3

(=]
M

CTG_repeats
|
]

4004

200 == J_

T
Yes No
Ventilator

Fig. 2. The box plot represents the difference between patients
that needed ventilator support regarding CTG repeats. The bot-
tom and top of the box are the first and third quartiles, and the
band inside the box is the second quartile (the median). The
ends of the whiskers represent the minimum and maximum of
all of the data.

CTG: cytosine-thymine-guanine
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Fig. 3. The box plot represents the difference between patients
with DM regarding CTG repeats. The bottom and top of the
box are the first and third quartiles, and the band inside the box
is the second quartile (the median). The ends of the whiskers
represent the minimum and maximum of all of the data.
Maximum value, upper quartile, median, lower quartile, mini-
mum vaue
CTG: cytosine-thymine-guanine
DM: diabetes mellitus
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