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Case report
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SUMMARY
Juvenile dermatomyositis (JDM) is a multisystemic 
disorder. Vasculitic ulcers in JDM have been reported to 
involve axilla, elbow or extensor surfaces of other joints. 
We report a young boy with JDM who presented with 
extensive cutaneous ulcers involving scrotum, prepuce, 
gluteal region, neck, bilateral axilla, periumbilical area 
and bilateral elbows and popliteal fossa. His disease 
course was marked by several relapses and he required 
immunosuppression with prednisolone, subcutaneous 
methotrexate and intravenous cyclophosphamide. His 
muscle weakness improved and skin ulcers healed after 
6 months of intensive immunosuppressive therapy. 
Children with JDM and ulcers often show increased 
resistance to immunosuppressive therapy. Extensive 
cutaneous ulcers in JDM, especially those involving 
the scrotum, have never been described. Awareness 
regarding the uncommon manifestations is important to 
guide appropriate therapy.

Background
Juvenile dermatomyositis (JDM) is a multisystem 
disorder that predominantly affects striated muscles 
and skin and is the most common type of inflamma-
tory myopathy seen in children. Characteristic clin-
ical findings include proximal symmetrical muscle 
weakness and cutaneous changes, including helio-
trope discoloration of eyelids, Gottron papules, 
rash involving malar and sun-exposed areas and 
cutaneous ulcers. Despite their association with 
significant morbidity, cutaneous ulcers in JDM 
have not attracted much attention in the published 
literature.

Case presentation
A 6-year-old boy was diagnosed as a case of JDM 
at 3 years of age when he presented with symmet-
rical proximal muscle weakness, heliotrope rash, 
periorbital puffiness, Gottron papules over dorsal 
surface of proximal interphalangeal (PIP) and meta-
carpophalangeal (MCP) joints and weak gag reflex. 
Investigations had revealed elevated lactate dehy-
drogenase (LDH) (1179 U/L; normal: 240–480 U/L) 
and N-acetyl-cysteine creatine kinase (CK-NAC) 
(1177 IU/L; normal: 26–308 IU/L) with diffuse 
hyperintensity involving all the muscles of bilat-
eral thighs on MRI. ELISA for HIV was negative. 
He had received pulse methylprednisolone (30 mg/
kg/day) for 5 days followed by oral prednisolone 
in gradually tapering doses, subcutaneous metho-
trexate (15 mg/m2/week) and hydroxychloroquine. 

However, the disease course was marked by several 
relapses of muscle and skin diseases. He required 
further immunosuppression with mycophenolate 
mofetil (MMF) at 800 mg/m2/day, which was grad-
ually increased to 1200 mg/m2/day on which he 
reported minimal improvement in muscle weakness 
and skin rash.

At 6 years of age, he presented with painful skin 
ulcers along with proximal muscle weakness. He 
also reported nasal regurgitation of milk and change 
in voice. Skin lesions began as an erythematous 
area over scrotum which developed into a punched 
out lesion with subsequent blackish discoloration 
followed by appearance of new lesions involving 
several parts of the body. On examination, exten-
sive skin ulcers were noted over the scrotum, 
prepuce, gluteal region, neck, bilateral axilla, peri-
umbilical area and bilateral elbows and popliteal 
fossa (figure 1). He also had heliotrope rash, healed 
Gottron papules over dorsal aspect of MCP and PIP 
joints, weakness of proximal muscles, neck flexors 
and poor gag reflex. There was no clinical evidence 
of calcinosis. Radiographs of chest and bilateral 
knee and elbow joints also did not show underlying 
calcinosis.

Investigations
Investigations revealed haemoglobin 9.1 g/dL, total 
leucocyte count 12  570/mm3 with differential 
count of 65% polymorphs, 23% lymphocytes, 10% 
monocytes and 2% eosinophils and platelet count 
6.35×103/mm3. Erythrocyte sedimentation rate 
was 73 mm in the first hour and C reactive protein 
was 2.26 mg/L. His alanine aminotransferase was 
88 U/L (normal: 2–41 U/L), aspartate aminotrans-
ferase was 85 U/L (normal: 2–40 U/L), LDH was 
671 U/L (normal 240–480 U/L) and CK-NAC was 
73.8 U/L (normal: 26–308 U/L). Serum aldolase 
level was not available. Antinuclear antibody by 
indirect immunofluorescence using Hep2 cell lines 
was negative.

Treatment
He received five doses of methylprednisolone 
pulse therapy at 30 mg/kg/day followed by oral 
prednisolone at 60 mg/day, which was gradually 
tapered. Intravenous cyclophosphamide was given 
at 500 mg/m2 and the child was continued on MMF 
at 1200 mg/m2/day and subcutaneous methotrexate 
at 15 mg/m2/week. No antimicrobials were adminis-
tered for skin ulcers.
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Outcome and follow-up
After 6 doses of monthly intravenous cyclophosphamide, his 
muscle weakness has improved and skin ulcers have healed.

Discussion
Cutaneous ulceration is seen in 5–30% of patients with JDM, 
more frequently in younger children.1 Cutaneous ulcers in JDM 
may be related to vasculitis or may occur secondary to calci-
nosis. Our patient had no evidence of calcinosis and ulcers were 
attributed to vasculitis. Vasculitic ulcers in JDM usually are 
circular with sharp margins and have been reported to involve 
axilla, elbow or extensor surfaces of other joints.1 2 Extensive 
cutaneous ulcers in JDM, especially those involving the scrotum, 
have never been described.

Cutaneous ulcers in children with JDM portend a protracted 
illness.1 3 Vasculitic ulcers in JDM are associated with severe 
disease, including both cutaneous and muscle manifestations, 
and thus can be considered to reflect inflammatory process in 
skin and muscle.1 3 However, it has not been substantiated in all 
reports.4 They are associated with significant pain and morbidity 
and can also develop secondary bacterial infections. Patients with 
ulcers often show increased resistance to immunosuppressive 
therapy, both for skin and muscle diseases. Awareness regarding 
the uncommon manifestation is important to guide appropriate 

therapy. The presence of vasculitic skin ulcers can help to prog-
nosticate regarding the disease course and response to immuno-
suppressive therapy. Studies in adults have shown an association 
between anti-melanoma differentiation-associated gene 5 (MDA 
5) antibodies and cutaneous ulcers5; however, the role of auto-
antibodies in children with JDM and cutaneous ulcers has not 
been clearly elucidated.

Learning points

►► Children with juvenile dermatomyositis (JDM) can have 
extensive skin ulcers that are associated with significant pain 
and morbidity.

►► The presence of cutaneous ulcers in JDM is often associated 
with increased resistance to immunosuppressive therapy, 
both for skin and muscle diseases.

►► Awareness regarding this uncommon manifestation is 
important to guide appropriate therapy.
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Figure 1  Location of ulcers in juvenile dermatomyositis: (A) scrotum 
and groin; (B) gluteal region; (C) neck; (D) right axilla; (E) left axilla 
and (F) periumbilical area.
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