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Abstract
This is a report of the case of a 23 years-old girl with refractory dermatomyositis, complications
in her treatment and the unfortunate fatal end.

Dermatomyositis can be a notoriously difficult disease to treat, and remission is often elusive
or short-lived despite aggressive therapy. In the years after the diagnosis, many aggressive modalities
of treatment were tried, including rituximab.

The patient had frequent exacerbations of the myositis, needed aggressive therapy and
developed many side effects associated with the treatment.

Most common of these were infections. After suffering severe stress, she developed fever, was
diagnosed with sepsis and despite exhaustive treatment at the intensive care unit she passed away.
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Introduction

Dermatomyositis is a chronic, systemic autoimmune inflammatory disorder primarily affecting
the proximal muscles and the skin [1,2].

It is a distinctive disease accompanied by a characteristic rash occurring after, or more often
preceding, muscle weakness [3,4].

The weakness can be mild, moderate, or severe enough to lead to quadriparesis.

In this report we present a patient with a refractory case of dermatomyositis which was resistant
to aggressive immunosuppressive treatment.

Case Report

A 17-year-old female (figure 1) complaining of weakness and fatigue, a 1-month history of
progressive maculo-papular rash over both legs and arms and fever (up to 38°C) was admitted to our
Clinic.

Hematological analysis showed a hemoglobin level of 151g/L, white blood cell count
7,200/mm?, red blood cell count 4.9x10%/mms.

Blood chemistry tests showed an elevated creatinine phosphokinase (CPK) of 11,352U/1,
lactate dehydrogenase (LDH) 3,255U/I, alanine aminotrasferase (ALT) 646U/l, aspartate
aminotranferase 772U/, creatinine 37mcmol/I.

Regarding serology, ANA Hep-2 and anti-Jo-1 were negative. Thyroid function was normal.
Chest x-ray and abdominal ultrasound were normal.

Electromyography showed myogenic changes to right deltoid muscle. The right deltoid muscle
was biopsied, and pathology results confirmed the diagnosis of dermatomyositis (figure 2).
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Figure 1. Maculo-papular rash. Figure 2. Histopathological finding of dermatomyositis.

Treatment with 60mg prednisolone daily and methotrexate (15mg/weekly) was started. Patient
was kept on 60mg prednisolone daily for one month before starting the taper. Skin and muscle
symptoms improved and she was discharged from hospital with significantly improved muscle strength
and a CPK level of 729U/1.

The dose of methotrexate was increased to 20mg per week and patient was symptom free after
one month.

Within three months, as the dose of prednisolone was reduced to 30mg daily, patient reported
malaise and weakness. CPK levels had risen to 4409U/1.

It was decided to add azathioprine (2mg/kg) to the treatment and to start a new taper of
prednisolone from 60mg daily, tapering by 5mg every 10 days. Patient was kept at 60mg prednisolone
daily for two weeks before starting the taper this time.

The patient’s condition improved, skin changes were significantly better and muscle strength
improved. Minimum CPK level achieved was 859U/I.

Patient was again without complaints during the taper until a dose of 20mg prednisolone was
reached. At that time, she complained of weakness and had a CPK level of 3689U/I. Thyroid function
tests showed hypothyroidism.

An endocrinologist was consulted and therapy with levothyroxine started.

Patient’s condition deteriorated, so it was decided to stop azathioprine and treat the patient with
rituximab. The biologic agent was applied in two doses of 1000mg i.v., separated by 14 days.
Prednisolone was again increased to 60mg daily, this time tapered immediately by 5mg weekly until
20mg daily.

Methotrexate was kept at 20mg per week. After 2 months of the application of rituximab, the
patient was symptom free again. She reported no muscle weakness, and skin changes were minimal.

After six months, the patient was without complaints, CPK=520U/I. Rituximab was repeated
using the same protocol as before.

Within a month, the patient developed an acute upper respiratory infection with fever as well
as severe muscle weakness and a CPK level of 5587U/I. An attempt to stop corticosteroids was made
in order to exclude possible corticosteroid induced myopathy.

This resulted in a significant deterioration of the patient’s condition.

Therefore, a new prednisolone taper from 60mg daily was started. It was decided to stop
methotrexate and start cyclosporine at 2mg/kg, which was increased to 3mg/kg within a month.

At that time her condition had again improved significantly, CPK=1335Ul/I.

The patient was treated with 3mg/kg cyclosporine, becoming symptom free, a minimum CPK
level of 313U/I at 10mg prednisolone a day. Rituximab was not repeated since it was concluded that its
effects on the patient were inconclusive and her condition had greatly improved.

After one year of treatment her condition deteriorated again. Due to the unavailability of IVIG
in our country, treatment was continued with mycophenolate mofetil 2gr daily and the prednisolone
was tapered from 60mg to 5mg a day.
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In the following 18 months, the patient’s condition had improved, but muscle weakness was
significant, she was unable to rise from a chair or walk without assistance. CPK level was 189U/l and
the patient was sent to the rehabilitation center for muscle strengthening treatment. This led to a gradual
improvement of muscle strength.

After flooding in her village, she was admitted to hospital with fever. Blood culture showed
coagulase negative, methicillin resistant staphylococcus. She was shifted to intensive care where after
exhaustive treatment, the patient died.

Discussion

Patients with refractory dermatomyositis represent some of the most difficult cases for
rheumatologist [5,6]. We kindly present this case of a young woman, treated aggressively with
corticosteroids and multiple immunosuppressive medications including novel approaches such as
rituximab [7-10].

During the treatment, she developed many side effects from the corticosteroid treatment such
as facies lunata, stretch marks, hypertension, and infections were common. Upper respiratory infections
such as rhinitis and pharyngitis were most common.

These were often triggers for exacerbations of the myositis. This circulus vitiosus of disease-
treatment-immunosuppression-infection-exacerbation of the disease ended fatally for our patient as a
result of sepsis.
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