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Oral manifestations as important symptoms for juvenile

is: a case report
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VASCONCELOS PEREIRA4 & MARIA CARMEN FONTOURA NOGUEIRA DA CRUZ4

1Department of Dentistry, School of Dentistry, Federal University of Maranhão, São Luı́s, MA, Brazil, 2Department of Oral

Pathology, School of Dentistry, Federal University of Rio Grande do Norte, Natal, RN, Brazil, 3Department of Dentistry I,

School of Dentistry, Federal University of Maranhão, São Luı́s, MA, Brazil, and 4Department of Dentistry II, School of

Dentistry, Federal University of Maranhão, São Luı́s, MA, Brazil
International Journal of Paediatric Dentistry 2011; 21: 77–80
Background. Juvenile dermatomyositis (JDM) is

an idiopathic inflammatory myopathy of child-

hood and adolescence, characterized by symmetri-

cal weakness of proximal muscles and classical

cutaneous features. Literature reports rarely

describe or focus on oral lesions that are associated

with this disease.

Case report. This case describes a 4-year-old girl in

whom the oral lesions were the initial manifesta-

tions of JDM. Physical examination revealed
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characteristic skin manifestations, proximal muscle

weakness, extensive calcinosis, necrotic ulceration,

complicated erysipelas, and diffuse alopecia. The

diagnosis was established based on the clinical,

histological, electroneuromyography, and bio-

chemical findings.

Conclusion. Recognition of gingival telangiectases

as an important diagnostic marker of JDM leads

us to suggest that identifying oral manifestations,

which may be carried out by a paediatric

dentist, contributes in establishing an early

diagnosis and an immediate treatment of this

condition.
Introduction

Juvenile dermatomyositis (JDM) is a rare

inflammatory disease of skeletal muscle with

characteristic skin manifestations1–3. It is con-

sidered the most common form of myopathy

in patients between 2 and 18 years old3–6.

Several reports have focused on the oral

manifestations of the adult form of dermato-

myositis (DM)7–10, but the recent literature

has rarely described the oral findings of

JDM4,8. The juvenile form is frequently asso-

ciated with gingival telangiectases and this

has been proposed as an underappreciated

diagnostic finding8,10. Alterations in tongue

have been rarely documented8,9.
Case report

A 4-year-old girl previously in good health

presented to her paediatric dentist for evalua-

tion of gingival tenderness and bleeding and

white patches in her tongue. Two weeks

later, she developed a facial eruption, myal-

gias, muscle weakness, and difficulty in rising

from a sitting position, which prompted a

referral to the hospital.

Results of physical examination were

remarkable for a heliotrope, photosensitive

facial rash (Fig. 1a) and hyperkeratotic ery-

thematous patches on elbow, legs, and upper

back (Fig. 1b). Other signs included papules

over the interphalangeal joints of the fingers

(i.e., Gottron papules; Fig. 1c), ragged cuticles

with dilated nail-fold telangiectases (Fig. 1d),

diffuse alopecia (Fig. 2a), and genital oedema.

Subcutaneous calcifications, such as extensive

calcinosis in axilla, throughout her body were

noted (Fig. 2b), and indicated to surgery
ckwell Publishing Ltd 77



(a) (b)

(c) (d) Fig. 1. Classical cutaneous features

detected at the physical examination:

(a) heliotrope and facial rash,

(b) hyperkeratotic erythematous

patches on upper back, (c) Gottron’s

papule overlying interphalangeal

joints of the fingers, (d) dilated

periungual telangiectases and ragged

cuticles, with little points of bleeding.
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(Fig. 2c); necrotic ulceration on the thigh

(Fig. 2d) and complicated erysipelas on the

leg were confirmed by bacteriological exami-

nation.

The results of oral examination revealed lips

oedema (Fig. 3a) and prominent erythema,

consisting of multiple dilated telangiectases

along the lower gingiva (Fig 3b,c). The child

also had intermittent episodes of depapillated

and erosive patches with thick margins over

the dorsum of the tongue that clinically

resembled migratory glossitis (Fig. 3d). In

addition, she presented halitosis and dyspha-

gia, with consequent weight loss and asthenia.

The most likely causes of the oral lesions

were a vesiculo–bullous disease, lupus erythe-
(a) (b)

(c) (d)
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matosus, lichen planus, or a lichenoid reac-

tion to atenolol. However, no blistering was

associated with the ulceration for this patient

and the skin lesions were not typical of any

of the above conditions.

Complete blood count and routine chemis-

tries were within normal ranges. However,

the muscle enzymes levels indicated a high

inflammatory activity with CPK level of

795 U ⁄L (normal £185) and aldolase level of

70 U ⁄L (normal £7.6 U ⁄L). Electroneuromy-

ography (EMG) demonstrated a typical pat-

tern of myogenic injury. Muscle biopsy

specimen showed muscle fibre atrophy,

necrosis, and lymphocytic infiltrate histologi-

cally consistent with JDM.
Fig. 2. Other signs observed:

(a) diffuse alopecia affecting a big

part of the scalp, (b) subcutaneous

calcifications on arms, (c) axillary

region after surgical intervention to

remove extensive calcinosis,

(d) necrotic ulceration on the right

thigh.
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(a) (b)

(c) (d)

Fig. 3. Signs observed after oral

examination: (a) lips oedema; (b) and

(c) dilated telangiectases on the lower

gingiva and on the neighbouring

mucous membranes in both dentitions;

(d) depapillated and erosive patches

over the dorsum of the tongue,

resembled migratory glossitis.
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The diagnosis of JDM was confirmed and

treatment was started with methylpredniso-

lone pulse therapy (30 mg ⁄kg per day, for

three consecutive days) followed by mainte-

nance of prednisone (2 mg ⁄ kg per day) com-

bined with chloroquine diphosphate (5 mg ⁄kg

per day). Two months later, the muscular and

cutaneous findings, as well as the gingival dis-

ease, had substantially improved. The predni-

sone dose was tapered to 1 mg ⁄kg per day over

3 months. At 1-year follow-up, while on a

tapering prednisone regiment (0.5 mg ⁄kg per

day), she continued to improve, regaining

muscle strength of the neck, abdominal flex-

ors. and proximal upper and lower extremities.
Comment

Juvenile dermatomyositis is a multisystem

disease characterized by acute and chronic

inflammation of the skeletal muscle and skin.

The disorder is rare, with a prevalence of

1–3.2 cases per million in children1,2. Besides

the presence of characteristic cutaneous

changes, diagnosis of JDM requires three of

the following four criteria: symmetric weak-

ness of the proximal musculature, elevation

of the serum level of skeletal muscle

enzymes, electromyographic demonstrations

(EMG), and a positive muscle biopsy6.

This case report illustrates a classical form

of JDM. The patient fulfilled all of diagnostic

criteria for confirming the clinical, histo-
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logical, EMG, and biochemical diagnosis6.

However, an outstanding feature is the unu-

sual presence of oral manifestations, which

represented the first signs of the condition.

Although a biopsy of our patient’s oral

lesions was not carried out they were

believed to be oral DM for a number of rea-

sons: the unique appearance and distribution

of the lesions; their time course shortly to

the first cutaneous and muscular findings;

and the response of oral lesions to treat-

ment.

There is a wide differential diagnosis for

the clinical symptoms of cutaneous manifes-

tations and muscle weakness in JDM

patients. Differential diagnosis of early skin

manifestations of JDM include acute allergic

contact dermatitis, photodermatitis, polymor-

phic light eruption, systemic LE, subacute

cutaneous LE, seborrhoic dermatitis, lichen

planus, psoriasis, orbital cellulites, cutaneous

T cell lymphoma, and atopic dermatitis10.

In addition, differential diagnosis of oral

manifestations includes vesiculous–bullous

diseases, lupus erythematosus, lichen planus,

or lichenoid reaction. The absence of these

disorders in the present case strongly sug-

gested that these lesions were related to

JDM.

The earliest reports of oral involvement in

JDM described erythema and telangiectases at

the gingival margins4,8, whereas lesions of

tongue are less frequently reported8. To the
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best of our knowledge, only one case of JDM

with tongue involvement has been pub-

lished8, which traced a patient similar to ours,

where the child had intermittent episodes of

depapillated and erosive tongue.

Capillary abnormalities in the gingiva have

been described in five patients with JDM8

and the authors felt that they were analogous

to the periungual telangiectases that are seen

in the nail beds of patients with this disease,

suggesting that oral symptoms are important

diagnostic markers. Nevertheless, these oral

lesions may be significant not only merely in

identifying subsets of JDM, but also as an

initial manifestation of the disease, which

leads us to propose that an early identifica-

tion, both by the paediatric dentist and ⁄or the

dermatologist, is essential for an immediate

treatment.

Paediatric dentists may play a primary role

in the diagnosis of JDM. The importance of

investigations in this area is determined by

the fact that, regardless of the restricted num-

ber of JDM patients with oral involvement,

the disorder may have acute evolution and

may finish with fatal outcome, or in other

cases, with chronic, protracted March that

leads to serious invalidity, and in the final

stage needs special care. Serious prognosis

and high mortality rate of the disease ranges

from 3% in JDM in the USA4. As exempli-

fied, oral symptoms may precede the evolu-

tion of skin lesions and myositis, and in these

cases, paediatric dentist should refer patients

as quickly as possible to receive specialized

medical care.

It should be emphasized that oral involve-

ment is underappreciated in JDM. The fre-

quency of these lesions, as well as their

natural history and correlation with muscle

damage needs to be further defined. Despite

the fact that oral manifestations are not often

recognized, the case related is a rare entity.

In conclusion, it is believed that knowledge

od the paediatric dentist about oral lesions, as

well as its associations with systemic altera-

tions, may be essential in the early identifica-

tion of conditions such as JDM, which

contribute in the diagnosis and installation of

appropriated treatment, consequently favour-

ing the prognosis.
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What this paper adds
edi
d Recording a very rare inflammatory myopathy of

childhood and adolescence.
d Recognition of oral manifestations as an important

finding for JDM diagnosis.
d Suggesting that gingival telangiectases may represent

the first signs of JDM.

Why this paper is important for paediatric

dentists
d Gingival telangiectases may represent the first signs of

JDM and an early identification, which may be carried

out by the paediatric dentist, is essential for the diag-

nosis and immediate treatment.
d Adding a new clinical experience for JDM cases is

important, as these cases are extremely rare.
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