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Dermatomyositis is a rare inflammatory 
disorder characterized by pathognomonic 
skin changes and muscle weakness. Classic 
cutaneous findings include: the heliotrope 
rash, Gottron’s papules, and 
poikilodermatous patches. Approximately 
20% of patients displaying characteristic 
skin changes do not develop clinical or 
enzymatic evidence of muscle inflammation 
within 6 months of onset, leading to a 
diagnosis of clinically amyopathic 
dermatomyositis (CADM).1 Muscle 
weakness rarely occurs after a prolonged 
delay, suggesting CADM may be a clinical 
entity distinct from dermatomyositis.2 
Current literature suggests the incidence of 
malignancy is lower in CADM patients 

compared to patients with dermatomyositis.3 
It is still necessary for clinicians to screen for 
malignancy in CADM patients, however, as 
data on CADM remains limited. We report a 
case of new-onset CADM associated with 
recurrent esophageal adenocarcinoma.  
 

 
 
A 64-year-old female with a history of stage 
III esophageal cancer presented in June of 
2019 with a one-month history of a pink, 
pruritic rash involving the face, upper chest, 
and extremities (Figure 1). She denied 
muscle tenderness or weakness. Her 
esophageal cancer was diagnosed in 
November of 2018 and was treated with 
neoadjuvant carboplatin, paclitaxel and 
concurrent radiation followed by an  

ABSTRACT 

Background: Approximately 20% of patients displaying skin changes characteristic of dermatomyositis do not 
develop clinical or enzymatic evidence of muscle inflammation within 6 months of onset, leading to a diagnosis 
of clinically amyopathic dermatomyositis (CADM). Current literature suggests the incidence of malignancy is 
lower in CADM patients compared to patients with dermatomyositis. It is still necessary for clinicians to screen 
for malignancy in CADM patients, however, as data on CADM remains limited. 
 

Case Presentation: We report a case of new-onset CADM associated with recurrent esophageal 
adenocarcinoma for clinical interest and to add to the limited literature on CADM. 
 
Conclusion: To date, there is only one report of concurrent CADM and esophageal cancer. We present this 
case for clinical interest and to add to the limited literature on CADM. 
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Figure 1. (A) Erythema of the face in a butterfly 
distribution, (B) poikilodermatous patches on the 
upper back in a shawl distribution, (C) and pink 
papules covering the dorsal finger joints. 

 
esophagectomy. Her past cancer history 
was also notable for invasive ductal 
carcinoma of the right breast, diagnosed in 
January of 2017 and treated with 
lumpectomy, radiation, anastrozole, and 
exemestane. She also had multiple colon 
polyps. Of note, the patient had a PET/CT 

scan four months prior to presentation, 
which showed no evidence of metastatic 
disease. 
 
Physical exam was remarkable for 
confluent, bright pink patches and plaques 
on the extensor surface of the upper 
extremities bilaterally, with perifollicular 
papules at periphery. A few scattered, pink 
perifollicular papules were also seen on the 
thighs. Pink, poikilodermatous patches were 
present in a shawl distribution on the chest 
and upper back. Erythema of the face was 
present in a butterfly distribution, and pink 
papules covered the dorsal finger joints.  
 
Laboratory findings were notable for positive 
anti-nuclear antibodies (ANA) in a 
homogenous pattern. An ENA panel was 
negative. Creatine kinase and aldolase 
levels were within normal limits. A punch 
biopsy of the left upper extremity 
demonstrated basal layer vacuolization with 
occasional dyskeratosis and a mild 
superficial lymphocytic infiltrate (Figure 2). 
A sample obtained for direct 
immunofluorescence was nonreactive.   
 
A repeat PET/CT showed hypermetabolic 
nodular soft tissue thickening at prior 
surgical sites, as well as two ill-defined 
hypoechoic lesions with increased FDG 
uptake in the liver. Hypermetabolic 
mediastinal, celiac, and right internal 
mammary lymph nodes were also noted, 
raising concern for residual or recurrent 
esophageal carcinoma versus breast 
cancer. 
Expedited oncologic surveillance was 
discussed with her care team following 
diagnosis of CADM. Biopsies were 
performed on concerning liver lesions 
identified by her recent PET scan, and 
pathology revealed metastatic esophageal 
adenocarcinoma. The patient’s cutaneous 
symptoms have improved with an oral 
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Figure 2: Histopathologic examination revealed 
basal layer vacuolization with occasional 
dyskeratosis and a mild superficial lymphocytic 
infiltrate (A, H&E 40x) (B, H&E 20x). 

 
prednisone taper, hydroxychloroquine, and 
topical steroids. Treatment of her recurrent 
esophageal cancer with FOLFOX 
chemotherapy (folinic acid, 5-fluorouracil, 
and oxaliplatin) is scheduled to begin this 
month.  
 

 
 
To our knowledge, this is the first report of 
CADM associated with recurrence of 
esophageal cancer. Exacerbations of classic 
dermatomyositis in the setting of malignancy 
recurrence are common, however there are 
few reports of new-onset CADM associated 

with malignancy recurrence.4 Additionally, 
esophageal cancer is not frequently linked to 
the inflammatory myopathies.5 To date, 
there is only one report of concurrent CADM 
and esophageal cancer.5 We present this 
case for clinical interest and to add to the 
limited literature on CADM. 
 
Dermatomyositis, an inflammatory 
myopathy, encompasses a spectrum of 
presentations with variable skin and muscle 
involvement. As skin changes commonly 
precede muscle involvement, the diagnosis 
of CADM is reserved for patients with no 
clinical or enzymatic evidence of muscle 
involvement within 6 months of onset.6 

CADM refers to both amyopathic disease 
and cases with subclinical myositis on 
biopsy, termed hypomyopathic disease.7 
The unique clinical presentation of CADM as 
well as differences in associated antibodies 
suggest independent analysis of this subset 
of patients is warranted.2  
 
Between 10 and 50% of patients with 
dermatomyositis have an underlying 
neoplasm, with cancer of the ovaries, 
breast, lung, colon, cervix, thyroid, and 
bladder reported most frequently.6,7 Studies 
on the malignancy risk conferred by CADM 
have yielded conflicting results. Early reports 
suggested there was no correlation between 
CADM and malignancy.8 More recent 
literature, however, revealed CADM and 
dermatomyositis are associated with an 
equal age-dependent risk of malignancy.6,7 
Carcinomas of the nasopharynx, breast, 
ovary, and lung are commonly reported in 
patients with CADM.6 Patients with 
autoantibodies in addition to ANA are less 
likely to develop a malignancy, suggesting 
these antibodies are correlated with true 
autoimmune etiologies.7 

 

As malignancies may be diagnosed before, 
during, or after the onset of 
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dermatomyositis, the temporal relationship 
between these two conditions is unclear. 
Resolution of dermatomyositis has been 
reported following tumor resection, 
suggesting the inflammatory myopathy 
represents an immune response to the 
cancer.9 It is possible, however, that 
immunosuppression secondary to 
dermatomyositis treatment increases the 
risk of malignancy.10 Increased testing and 
surveillance following the diagnosis of 
dermatomyositis may also be a contributing 
factor. Independent of the etiology, 
physicians should be aware of malignancies 
correlated to inflammatory myopathies to 
ensure patients undergo appropriate 
screening. 
 
As dermatomyositis and CADM are 
associated with internal malignancies, 
additional workup is warranted in both 
populations. A thorough history, physical 
examination, and baseline laboratory testing 
is recommended for all patients with new-
onset dermatomyositis.11 Patients should 
also be up-to-date on all age- and gender-
appropriate cancer screening. Although 
further testing may be obtained based on 
patient history, there are currently no 
consensus guidelines. Imaging is often 
reserved for patients with additional findings 
concerning for malignancy.11 As the majority 
of dermatomyositis patients harboring 
internal malignancies are otherwise 
asymptomatic, more liberal use of imaging 
may be beneficial.10 In a study from 
Leatham et al, malignancies in patients with 
dermatomyositis were most frequently 
detected by CT scan. As most malignancies 
reveal themselves within 5 years of the 
onset of cutaneous eruption, repeat testing 
during this interval may also be of utility.7 
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