Korean Journal of Pediatrics Vol. 50, No. 11, 2007
8N : Q&[]

Zopy] FF2e] AR 23
>= o == = Z
A 4B THLE T 22
Agjsta o Fojet solastud’, Ag solre | Hgdstu Febes Avat

A clinical analysis of juvenile dermatomyositis;
focus on clinical manifestations at diagnosis

So Young Lee, M.D.", Ji Seok Bang, M.D.", Hee Seok Kim, M.D." and Joong Gon Kim, M.D.F

Department of Pediatrics’, College of Medicine, Seoul National University, Seoul Clinic of Pediatrics
Institute of Rheumatology of Seoul National University Medical Reseach Center"t, Seoul, Korea

Purpose : Juvenile dermatomyositis (JDM) is the most common of the idiopathic inflammatory myopa-
thies in children. The purpose of this study is to observe demographic, initial presentations, duration of
time between disease onset and diagnosis, clinical manifestations and laboratory findings at diagnosis of
patients with JDM.

Methods : Forty seven patients identified at Seoul National University Children’s Hospital from
January 1986 to May 2007. Medical records were reviewed retrospectively focusing on initial presen-
tations, clinical manifestations and laboratory findings at the time of diagnosis of patients with JDM.
Results : Male and female patients were 25 and 22, respectively and sex ratio was 1.14:1. The average
age at the time of diagnosis was 6.51 years. Skin rash (94%) was the most common symptom, followed
by the proximal muscle weakness (89%). The disease activity score was 10.8. The duration between
the onset of the skin rash and the muscle weakness and diagnosis was 7.18 and 4.70 months, re-
spectively. The serum muscle enzymes, LDH, AST, CK and aldolase, were elevated in the patient with
JDM. Autoimmune antibodies, antinuclear antibody, anti SSA antibody and anti SSB antibody, were
negative findings. Electromyography findings were consistent with JDM in 88% of the patients, the
muscle biopsy was in 91% and all MRI findings were compatible with those of patients with JDM. The
most common symptom besides musculocutaneous lesions was the calcinosis (62.5%). The most com-
mon site of calcinosis was the pelvic area and buttocks.

Conclusion : This study shows that the major symptoms are proximal muscle weakness and cu-
taneous lesion, and they are important to diagnose JDM. (Korean J Pediatr 2007;50:1116-1124)
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3ol W Ysle] 184 o]l Aolr] FEIFo R Fgke 3
2ol B oA ek T AYE SholE dido® stk A
71Zr Eoke] NS ke Slop= BT 57Ho|lon) 592 <
F15S 1#3T ¢ g, 49 9F7|ES APES 47
o] N2 ez gyl EFEstdom, 142 e
A A F Al 29 e £V Sl& 13w WESA e 2
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F10)el @Wstow(Table 1), W FHolEe] 77| ES FFA 0

azrete] vk AR g, W A FFE, A FA

il Rl d SEA, AUEA, 22

st AW @4 H4(Disease Activity Score for children with

juvenile dermatomyositis, DAS)E A3+t
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1. o1 3 MY 22X
Aol E3HE 47799 ol FolA, Holrl 257 (53%) oIot

Table 1. Diagnostic Criteria of Childhood Dermatomyositis'”’

Characteristic rash

Symmetrical proximal weakness

Elevated muscle-derived enzymes

Muscle histopathology

Electomyographic change: inflammatory myopathy

Definite JDM :rash+3 or 4 criteria
Probable JDM :rash+2 criteria
Possible JDM :rash+2 criteria

Korean ] Pediatr : A1 50 & Al 11 & 2007

7} 229 (47%) 01, H e AnlE 114112 Folrb Btk 2
A Fhole] AHFL Hyt 65110.884(1.5-13.254) 3L, 7-84
Abolo] Hgt wre golrl 8#|(17%)2 7 Wth(Fig. 1). ¥
5 ool yehdr] AlRtete] dd v wjzkx] 718+2.9671€
(0.3-3671€)e] ARon 3#olME G F 7247 3 4, 671€
F drxlo] TEEHACE T okzke] vEhr] AlFtste] g ks
W7AA 4.7042.34702(0.07-36702)°] AR, 2@ E A
 zZb7r Y, 20/0E 3 2a]ekzte]l #HAskiYl. Bohand
Peter®] et 71576 ola] 35%(74%)°] % &3H(definite), 10
H(21%)°] {3 3H(probable), 28 (4%)°] 7}&%Hpossible) 2o}
7] FE-ZA] E@aisivy. AW ST AA 10.81+0.87F
B-177)eIem, 2t AT 49110.6978(0-97), FH
W 5= 58910523 (0-9%) 01T Table 2).
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Age at diagnosis (years)

Fig. 1. Age at onset (years) and sex distribution of 47 patients
with juvenile dermatomyositis.

Table 2. Dermographic Features of Patients

Number (%)

Number of patient 47 (100)
Sex of patients

Male 25 ( 53)

Female 22 (. 47)
Age at diagnosis (years) 6.51
Duration from symptom to diagnosis

Muscle weakness (months) 4.7

Skin rash (months) 7.18
Criteria of diagnosis

Definite 35 (74)

Probable 10 ( 21)

Possible 20 4
DAS"

Mmuscle weakness 4.19

Skin lesion 5.89

Total 10.81

"Disease Activity Score for children with juvenile dermatomyo-
sitis
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Fig. 2. A) A malar rash extend over the nasal bridge and usually spare the nasolabial
folds. B) Heliotrope rash is violaceous to erythematous periorbital skin eruption involving
the upper eyelid and the eyebrow. Periorbital edema accompanies with the heliotrope rash.
C) The Gottron’s papule is raised lesions, in the form of either flat, verrucous, plaque-like
changes or actual papules over the extensor aspect of the metaphalageal, the proximal

interphalangeal and disital phalangeal joints.
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Aokztol 58(11%), TE¥ 9= F-Fo] 742 4#9%)4 AN
oh XAl BRlo] 4481(94%) A AFHAL, o] F dF LA
o] 44#1(94%), Gottron T-3Fl°] 31#(66%), heliotrope =% °]
27#81(57%), A2l o] 1181(23%)o1 A ERSthFig. 2).
Aol F-Fol 2081(43%), F3R1do]l 9&(19%), =AH 7 o%—
o] 8ell(17%)A HIow "EE 5#H(11%) N4 HZEEH AT
THE A e BT 4431(92%) 2] Fotol A er’LE]
Kot 2@ Fhol= Zt7h gk F 2709, 200§ B
a1, Fgkalol= 4281(89%) 2] Fhotel A ’Jr’LE]‘iiq ”7(] EL$4T
FZe] Ao 118(23%)2] ool A
(17%), 3#(6%)°] Zrotell A Ml =7} ?ﬂ% e 5
v o2s B AW, SR 27 FEWI A &5 Ast
T 0}7(] :L-rl‘j FATY 2 oF7e 423(89%)9] Fho}
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dolxltk= 297 424 1991(40%), ‘&21y e Feve
& 386%), ‘& &2olA ‘E%%Wb 7457k 8#1(18%) <l Al
ATk T FEA &5 ARt HoR R thg A
S Al B2 F EoR R ES ‘1 =& 254 gEF
o2 F7IWA M= SR 71" (GowerH TF) T4
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Table 3. Initial Manifestations of Patients with Juvenile Der-
matomyositis at the Time of Diagnosis

Number (%)

(N=47)

Proximal muscle weakness 42 (89)
Upper extremity 11 (23)
Lower extremity 42 (89)
Gowers sign 30 (64)
Gait abnormality 15 (32)
Pharyngeal muscle weakness 24 (51)
Skin lesion 44 (94)
Facial rash 44 (94)
Gottron’s papule/sign 31 (66)
Heliotrope rash 27 (57)
Eyelid swelling 20 (43)
Photophobia 9 (19)
Telangiectasia 8 (17)
Hair loss 5 (11)
Raynaud phenomenon 3(6)
Scaled skin 3(6)
Hyperkeratosis 2 (4
Livedo reticularis 2 (4
Arthritis 25 (53)
Myalgia 18 (38)
Fever 12 (26)
Calcinosis 7 (15)
Abdominal pain 7 (15)
Hepatomegaly 6 (13)
Anorexia 6 (13)
Lymphnode enlargement 5 (11)
Weight loss 5 (11)
Dyspnea 2 (4
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Table 4. The Clinical Symptoms of Muscle Weakness
Number (%)

Muscle weakness (N=47)
Proximal muscle weakness 44 (94)
Shoulder girdle weakness 11 (23)
difficulty in writing with pencil 3(6)
difficulty in combing hair/lifting somethig 8 (17)
Pelvic girdle weakness 44 (94)
difficulty in climbing stairs or sofas 30 (64)
difficulty in standing from a sitting position 19 (40)
Difficulty in walking alone 19 (40)
Difficulty in standing alone 2 (4
Difficulty in squatting position 3(6)
Pharyngeal muscle weakness 24 (51)
Dysphagia 16 (34)
Difficulty in handling secreations 2 (4
Nasal regurgitation of swallen water 2 (4
Nasal quality to the speech 7 (15)
Decreased gag reflex 18 (38)

Fig. 3. The radiography shows the calcinosis on both buttocks
of the patient with juvenile dermatomyositis.
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Table 5. Manifestations from other Organs of Patients with
Juvenile Dermatomyositis during Follow up

Number (%)

(N=47)
Calcinosis 14 (30)
Joint contraction 5 (11)
Lung
aspiration pneumonia 6 (13)
restrictive pattern PFT 3(6)
atelectasis 1(2)
empyema 1(2)
Gastrointestine
perforation 2 (4
bleeding 2 (4
ulcer 1(2)
Hypertension 2 (4
Retinopathy 1(2)
Lipodystrophy 1(2)
Pericardial effusion 1(2)
Hypercalciuria 1(2)
Infection 1(2)

Abbreviation : PFT, Pulmonary function test

Table 6. Locations of Calcinosis

Number (%)

(N=14)
Generalized 107
Skull 107
Face and neck 3 (21)
Arm 2 (14)
Elbow 5 (36)
Buttock and pelvis 7 (50)
Thigh 5 (36)
Knee 5 (36)
Lower leg 6 (43)
Ankle and foot 2 (14)
o AT % WAtk A5Fe Tus By AT A

i

7F 74(50%) = 7S Bka, Fw|AI7F 68(43%), NEH, F&
2R A 22 581(36%)% HAsIR o Hal MIFTn 1241

6
o
(7%)o1A BZEJHTable 6). & F5& 58/(11%)oA &

Aua, B4 LBl Al 919NN BRHUL T
THE FE FWH, W, RN Rgy, B8 £3
A Sedn nydold BAHUL ¥ WEe =% 7H

aL
(15%)°ll4 BEHNeH, 7 T FI4 A"l 6d(13%)= 7}
2 Baa, 3eE6%) M= w7S HAME A Hds s
YERNSATE 48(9%)9] StolollA] gAY F4ES Hon
A wo] o FZ (lipodystrophy), W9 S (retinopathy), IZ %%k
9 97 AMe] zpz} 1#(2%) A #EF A K Table 5).
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Table 7. Serum Muscle Enzyme Levels of Patients with
Juvenile Dermatomyositis

Table 8. Serum Autoimmune Antibodies Level of Patients
with Juvenile Dermatomyositis

Numbers (%)

Numbers (%)

Aspartate aminotransferase 1 31/46 (80)
Alanine transferase 1 21/46 (46)
Creatinine kinase 1 27/47 (57)
Lactate dehydrogenase 1 44/46 (96)
Erythrocyte sedimentation rate T 27/38 (71)
C-reactive protein 1 10/40 (23)
Aldolase 1 12/15 (80)

4. &AL A

g3 ZEA ofxTEHo|Ex oA (Aspartate  amino-
transferase, AST)+ 80%, ¥&d o] &4 (Alanine transferase,
ALT)= 46%, LelotRl7keldlo] = (creatine kinase, CK)= 57%,
ZIA e 4= 4§ A (lactate dehydrogenase, LDH)7} 95%, &&dlo]
Z(aldolase)= 80%°] FolellA F7tatglerd, o5 LDHS| &<
o] 7b¢ WM AT Table 7). 5744 7] W& E4< C-7Hg4 w9
F AGT A S 4 Fope] 23%, 80%°lA el
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, °1% 2621(59%)°lA F8& Btk A ] S B
9d|9] glo} F wkd R (speckled type)©] 11d(58%)F 7+
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gralgkA) o] FEu]= 258 Foll A 1:400] 1931(44%) =
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t}. FukE] 22 2K Rheumatoid factor) AAHE 35014 Al = 2L
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(anti-SSA antibody), & SSB & (anti-SSB antibody)t 5F
1489 A A=A T, ZH2 33](21%), 281(14%) 14 FA W8-S
®rh & RNP #Al(anti-RNP antibody)= 1581 ZFelA 2]
(13%)°1 -7 %A, & dsDNA &A(anti-ds DNA antibody)+<
Aleggt 338 T 281(6%) A oI, £ UHBIE A A
7 &<9(von Willebrand Factor related antigen)< 13#] % 44
(31%)°ll A FAdolAtt ool & Jol &Al(anti-Jol antibody),
& Scl-70& A (anti-Scl-70 antibody), & Sm @Al(anti-Sm
antibody) AANE Al BE Solol A etk HLA-27&
el A AlgE ey o4 18(33%)47t FdollaL, VDRL
o] YA Ao, BHAY v BEEA FUTHTable 8).
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] (polyphasic short small motor unit poten-
% o] dH(positive sharp wave), -4 A5 (fibrillation)
o] 9&1(33%), &71" %S (early recruitment)©]l 2z} 26#1(96%),
10#(37%), 9#1(33%), 12#(44%)ANA  HE= A3, AL 9

Anti—nuclear antibody (ANA) 26/44 (59)
Rheumatoid factor 1/35 ( 3)
Anti—nutrophil cytoplasmic antibody (ANCA) 0/ 7 (0
VDRL 0/15 ( 0)
Anti-SSA (Anti Lo antibody) 3/14 (21)
Anti-SSB (Anti Ra antibody) 2/14 (14)
Anti-Jol antibody 0/ 8 (0)
Anti-Scl-70 antibody 0/ 6 (0
Anti-RNP antibody 2/15 (13)
Anti-ds DNA antibody 2/33 ( 6)
Anti-Sm antibody 0/16 ( 0)
vWF reg antigen 4/13 (30)
Abnormal complement level 0/31 ( 0)

Abbreviation : vVWF reg antigen, von Willebrand factor related
antigen

Table 9. Muscle Biopsy Findings of Patients with Juvenile
Dermatomyositis

Number (%)

(N=20)
Size variation 16 (80)
Inflammatory cell infiltrations 15 (75)
Degenerating and regenerating myofibers 6 (30)
Degenerating myofibers 5 (25)
Internalized nuclei 6 (30)
Fibrosis 6 (30)
Edema of myofiber 3 (15)
Angulated myofiber 1(5)
Atrophic myofiber 1(5)
Vasculitis 3 (15)
Perivascular atrophy 7 (35)
Calcification 1(5)
Focal small round cell 1(5)
Sarcolemmal nuclei 2 (10)
Perivascular infarct of myofibers 1(5)

(spontaneous activity)®] ol/de] 8#(30%), HU&E3$lGn-
sertional activity)9l S7F7F 1081(37%)°l 41 T&%Q%D}. 44
(9%)°] Brolo| A= o] o] #AHA ergtrt

AL B 32eEelA AdE Ao ZAHL 228 A Al
HAa FF AAe] 1084 A=Ak 2289 28 F 20
#Al91%) 014 FF-Fhel FFE A4S BAaL 2#(9%) A=
A 2AE BAan A s 2R 27 ¥sksize
variation)7} 16#1(80%) =2 7H¢ wWol #HZEHJL, A5 Axe]
Aol 1581(75%), e WA Aol 118(34%), A3

7F 63:(30%) oA Bgen 1 e FAfe FEFoly AF
dad 5= AAHUAKTable 9). % Azl 38(30%)°l
A ARGl g 2748 Bgoer 2a8(20%) o A8 %
2715 #FE 5 Ak
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