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Association of Diagnostic Criteria and Autoantibodies with
Juvenile Dermatomyositis in Newly Diagnosed Children

Kyung Sue Shin, M.D. and Joong Gon Kim, M.D., Ph.D.”

Department of Pediatrics, College of Medicine, Cheju National University, Jeju,
Department of Pediatrics’, College of Medicine, Seoul National University, Seoul, Korea

Purpose : To determine the clinical association of diagnostic criteria and the prevalence of autoanti-
bodies in newly diagnosed children with juvenile dermatomyositis(JDM).

Methods : Thirty-two children with JDM were identified at Seoul National University Children’s
Hospital from March 1985 to March 1999 by retrospective review. The diagnosis of JDM was based
on the criteria proposed by Bohan and Peter. We investigated for the presence of several autoanti-
bodies: antinuclear(ANA), double-stranded DNA, anti-Sm, anti-ribonucleoprotein(RNP), anti-SSA/
SSB, anti-Jol, anti-Scl-70 antibodies and rheumatoid factor(RF).

Results : Sex ratio and age at diagnosis were similar to data published in other studies. All the
newly diagnosed children with JDM had a typical rash(100%) and proximal muscle weakness(100%);
17(53%) had muscle pain or tenderness; 10(31%) calcinosis; eight(25%) dysphagia; eight(25%) arthri-
tis, and seven(22%) fever. Muscle enzymes were elevated in 90% of the patients. Of the 27 patients
who had an electromyogram, 20(70%) had diagnostic results. Sixteen(70%) of biopsied patients had
appropriated results for JDM. Patients were negative for all autoantibodies except ANA and RF.
ANA and RF were detected in 47% and 7% of the patients respectively.

Conclusion : Although the sensitivity of the criteria proposed by Bohan and Peter is superior, each
of these criteria has possible confounding factors. Additional criteria may be needed for early diagno-
sis of JDM. Based on our findings of autoantibodies in JDM, we do not recommend routine testing
for autoantibodies in children with typical JDM. (J Korean Pediatr Soc 2003;46:898-902)

Key Words : Juvenile dermatomyositis, Diagnostic criteria,

Autoantibody

M =

ox ff rr > o
m
2
>

120039 59 229, 5<91:20039 749 44
W75, Aot o st aolashaa
Tel : 064)756-3927 Fax :064)750-1100
E-mail : kyungsue@cheju.ac.kr

opitE 5RO s
‘1

A= A5k digtazobtels] FAGtEW I A A

o
b
i

of,
ol

=
S

N

% (idiopathic inflammatory myopathy)
oltf. 91z} W yjHogE WA oo
, coxsackie B virus % 72 wiol#{x 74,
o] AAH L gJort o}H7hA] wrE A A ek

154990 we] o4 Anz Lol

R

O B o o %
18 ot oR

ol

i
iy
J
4

o
et A b
o &
2
ro o
N

T

o Tl oz

I, fo rh

it
B
S
=4
N
-
N
N

ol
X,
o,
2

| Akt Add Awrt

an

i

i
oy

2 19753 Bohan® Peter’ 7}
1249l W A g

B
o
N
2
-z

a1l

N

=

2

i

N

M
aV)
p

2
o o

2
B

>

[
o
J

- 898 -

B
[}
N
=
-z
rd
uitd
lo
i
of
N,
rlo
18
kel
Y
il
9,
=
i)
nj
n
uith +
o e
S

Sl 7

AU

s ie) 84717
£80] 90% ooz FAFS whet F717re)

w8 TE 4208 59 75H

=z

Ao

o>

2

(e

MY

N



510 g, Zopy] IRIHIME -
gt g2 AZtgA S digk naso)
zoly] WPel Sholse] Agk A )
ob7] FREPe gk 7|ES waste] x7] el Fad
=& AAE AL 3L, Aobr] IRl M Yehde A7t
AEE A8k ko] {83715 dolrgieh

o N B orr

0ot X

Chat 2w

Aol AgoE top] Wpge

fu
™
e
e
o

55 oo ®E Stk Aoby] IR-Ide] X 7|Ee 19759
Bohan¥} Peter7} Alotst At 7|#& A&, 54490
A Yo Ak 7|EE9 ol Azlel wel 4olr] 3FEd
< ‘definite’, ‘probable’, ‘possible’Z M3}l Frolse] o
7NES FAoE A gy b W Al Yol Hek Al yEeRdt
T, TF FaA, AR 2 25 A 2Ad, wgsky o
27, A7FEA AR 248 Tl uis ARE FEA Yo
A | A7Fe A= g8 Al (antinuclear antibody,

Ak A
ANA), FvFE]2=A QA (rheumatoid factor, RF), & ds DNA,
3 RNP, & Sm, & SSA/SSB, & Jo-1, & Scl-70 &4 5=

AL,
2

1. 49 2Z 9 FE Al Lo

A 327 9] Fobs FolAl dolrh 8%, ofobrt 24%F 091,
WU HE= 1:328 dolrth ofojellA o] WHsilth At

| 2327} 2-3A173 2 8-9A1 Aol Hlta)
= o)A (bimodal)®] ¥XE HIHFig. 1).

2. TGk Al LIEHH St T 71E

B
o
N
o
-z
rld
o
1o,
™
v
N,
AN
2
2

Bohan¥} Peter”} Akt

E ol
EAHQ WA 29

°F3Hproximal muscle weak-

oA vehgeh @714 ol el

b o

(227, 69%), CK(197, 60%), aldolase(7'8, 54%), ALT(2'%8,
6%) colAdth 25 A 239 FolSdl A At 161
(70%)N A FAd o] YElGL, ZHE AAE 27989 Stols
oANA Algate] 20 (74%) oA ek 71l ek Axdo] usk
THTable 1). FobsolA detwtd Xk 7)5ol E3Hd o] A&

Zobat o Al46 W A9 E 20039

A g 71EE v o 3299 Feols FolA 209W(63%)
o] ‘definite’, U™ A 12%(37%)& ‘probable’ ¥F-2Fo g 2k
HATHTable 2). At 7]Fole EdEx] FA|k Ak A] e}
ol FEE T 29 259 S5 Sel 17H(63
%), 23] HAFol 108 (31%)oIN L, Ast ZeH25%), #HEd

(25%), TE(22%), #elx= #(Raynaud’'s phenomenon, 13

[] Female
B Male

Frequency

Year

Fig. 1. Age at diagnosis. The mean age at diagnosis of JDM
in male was 4.6%£6.9 years. Age at diagnosis of JDM in fe-
male showed a bimodal distribution; the overall mean age at
diagnosis in female was 6.9%7.3 years.

Table 1. Newly Diagnosed Children with Juvenile Dermato-
myositis : Criteria at Diagnosis

JDM, N(%)
Criteria
Positive Negative

Typical rash 32 32(100)

Proximal muscle weakness 32 32(100)

Elevation of one or more of 32 29( 90) 3(10)

the muscle enzymes

CK 1 32 19( 60) 13(40)
LDH 1 32 28( 88) 4(12)
AST 1 32 22( 69) 10(31)
ALT 1 32 2( 6) 30(93)
Aldolase 1 13 7( 54) 6(46)
Electromyogram 27 20( 74) 7(26)
Muscle biopsy 23 16( 70) 7(30)

Abbreviations : JDM, juvenile dermatomyositis; CK, creatinine
kinase; LDH, lactic dehydrogenase; AST, aspartate amino-
transferase; ALT, alanine aminotransferase

Table 2. Use of Criteria for Diagnosis of Juvenile Dermato-
myositis

Diagnosis JDM N(%)
Definite Rash+3 or 4 criteria 20(63)
Probable Rash+2 criteria 12(37)
Possible Rash+1 criterion 0C 0)

Abbreviation : JDM, juvenile dermatomyositis
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Table 3. Presented Symptoms in Newly Diagnosed Children
with Juvenile Dermatomyositis

Symptoms N(%)
Typical rash 32(100)
Proximal muscle weakness 32(100)
Muscle pain/tenderness 17( 53)
Calcification 10( 31)
Dysphagia 8( 25)
Arthritis 8( 25)
Fever 7( 22)
Raynaund‘s phenomenon 4( 13)
Photosensitivity 4( 13)
Hoarseness 4( 13)
Hepatosplenomegaly 3( 10)
Skin ulceration 3( 10)
Abdominal pain 3( 10)

Table 4. Autoantibodies in Children with Juvenile Dermato-
myositis

JDM, N(%)

Autoantibodies

Positive Negative
ANA 30 14(47) 16( 53)
RF 30 207 28( 93)
Anti-ds DNA 25 0 25(100)
Anti-RNP 22 0 22(100)
Anti-Sm 18 0 18(100)
Anti-SSA/SSB 17 0 17(100)
Anti-Jol 12 0 12(100)
Anti-Scl-70 3 0 3(100)

Abbreviations : JDM, juvenile dermatomyositis; ANA, anti-nu-
clear antibody; RF, rheumatoid factor
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