Letters to the Editor

Dermatomyositis revealing both a metastatic linitis plastica

and hepatitis C virus infection

Sir,

Dermatomyositis is a rare disease, characterized by an inflammatory
myopathy and typical cutaneous lesions. Its relationship with cancer
is well known.! However, its association with hepatitis C virus
has rarely been reported in the literature.> We report a patient with
dermatomyositis revealing a metastatic linitis plastica and hepatitis
C virus infection.

An 80-year-old woman with no preceding history of autoimmune
disease, malignancy or jaundice was admitted for a periorbital

heliotrope rash [Figure 1] with muscle weakness. She reported
having dysphagia with episodes of accidental liquid aspiration,
including saliva. Physical examination revealed discrete
erythematous papules overlying the interphalangeal joints (Gottron’s
papules) [Figure 2] and prominent periungual erythema with ragged
cuticles (manicure sign) [Figure 3]. Manual muscle testing showed
proximal muscle weakness (2/5 according to Medical Research
Council Scale). Elevated serum muscle enzymes were observed
with increased creatine kinase to 426 U/L (normal <170 U/L); the
aspartate aminotransferase and lactic dehydrogenase levels were
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87 and 546 U/L, respectively (normal aspartate aminotransferase
<35 U/L and lactic dehydrogenase 190—400 U/L). Antinuclear
antibody, anti-aminoacyl transfer ribonucleic acid synthetase,
anti-signal recognition particle, anti-Mi-2 antibody and anti-PM/
SCL antibody were all negative. The electromyography revealed
proximal muscle-predominant myogenic change with fibrillation
waves and abnormal low amplitude and short duration of motor
unit action potential. The muscle biopsy showed perifascicular
muscle atrophy associated with interstitial fibrosis and perivascular
inflammatory cell collections [Figures 4-6]. Based on these findings
and on Bohan and Peter’s criteria (the five criteria are: symmetric
proximal muscle weakness, elevation of serum skeletal muscle
enzymes, the electromyographic triad, muscle biopsy abnormalities
and typical skin rash of dermatomyositis), a diagnosis of
dermatomyositis was made. The patient was started on prednisolone
2mg/kg/day, with improvement in her weakness and dysphagia.
Intravenous immunoglobulin therapy was considered, but could
not be administered due to financial constraints. Laboratory
workup revealed positive hepatitis C antibody with a high titer:
815,000 TU/ml.

Cancer screening using thoracic, abdominal and pelvic computed
tomography revealed metastatic lesions within the spine and the
liver, ascites and peritoneal nodules [Figure 7]. Digestive endoscopy
showed a macroscopically normal gastric mucosa. However, there
was a malignant glandular proliferation of independent cells (signet
ring cells) in the fibrous stroma histologically [Figures 8 and 9].
Due to the poor prognosis of her metastatic carcinoma (stage
T4bN3M1), interferon-based therapy for her hepatitis C could not
be started.

Chronic hepatitis C virus infection has been known to be
associated with the presence of autoantibodies and various types
of autoimmune diseases, leading to the hypothesis that chronic
hepatitis C virus infection could cause dermatomyositis through
an autoimmune mechanism.> However, this coexistence could
be coincidental. Studies have been published on the outcome of

Figure 1: Periorbital heliotrope rash
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corticosteroid therapy in patients with chronic hepatitis C virus
infection. Some studies have described a rapid progression of the
liver disease in immunosuppressed patients with chronic hepatitis C
virus infection.* In our case, steroids could not be stopped because
of the life-threatening consequences of her severe dermatomyositis.
During the initial two months of follow-up, the patient did not show
any sign of reactivation of her hepatitis. Liver enzymes’ status was
normal. The patient was then lost to follow-up. The alternative
treatment considered was intravenous immunoglobulin therapy. It
can be tried in patients with contraindication for corticosteroids.’
Furthermore, intravenous immunoglobulin has been shown to
be effective in most dermatomyositis patients with esophageal
involvement.®

On the other hand, the relationship between cancer and
dermatomyositis has been widely reported in the literature.
Recent studies demonstrated that 15%-32% of patients
with dermatomyositis are associated with various internal
malignancies.! Ovarian and breast cancers are the most frequent
neoplasms in women.' Linitis plastica is a rare, malignant gastric
adenocarcinoma characterized by glandular proliferation of signet
ring cells in the fibrous stroma.® Due to its metastatic stage in the
present case, curative surgery could not be proposed. The patient
refused the palliative chemotherapy. Terada described in 2013
a patient with dermatomyositis associated with a signet ring cell
carcinoma of esophagus.” However, after a literature review, no
previous association has been noted between dermatomyositis and
gastric signet ring cell carcinoma.

This is a rare case of a patient with dermatomyositis, revealing
both a metastatic linitis plastica and hepatitis C virus infection.
This case emphasizes again the need for tumor screening, when
dermatomyositis is diagnosed in advanced adulthood. It raises a
discussion about the risk—benefit profile of corticosteroid therapy
in the presence of chronic infection, particularly in life-threatening
situations such as a severe dermatomyositis.

Figure 2: Gottron’s papules on the left foot. Note the characteristic
erythematous papules overlying the interphalangeal joints
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Figure 3: Prominent periungual erythema with ragged and painful cuticles
on the right hand suggestive of manicure sign
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Figure 5: Muscle biopsy showing interstitial fibrosis (Masson’s Trichrome,
x200)

Figure 7: Abdominal computed tomography scan showing hypoattenuating
lesions suggestive of liver metastases (arrows)

Figure 4: Muscle biopsy showing perifascicular muscle atrophy (Masson’s
Trichrome, x100)

Figure 6: Muscle biopsy showing perivascular inflammatory cell
infiltrate (Masson’s Trichrome, x400)
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Figure 8: Gastric mucosa biopsy showing tumor proliferation in gastric
mucosa (HES, x10)
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