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In patients with dermatomyositis, chronic inflammation of 

the pharynx and esophagus results in coughing and diffi-

culty in swallowing. These become important clinical 

symptoms, especially if they contribute to malnutrition or 

aspiration pneumonia. They can ultimately reduce the 

quality of life. In rare cases, if the symptoms worsen de-

spite proper treatment, serious complications may arise, a 

reason to suspect an esophageal perforation or abscess. 

The authors report a case of dermatomyositis in an adult 

patient with rare complications of spontaneous esophageal 

perforation and hypopharyngeal abscess. The patient re-

ceived non-surgical treatment and was able to resume oral 

intake of food.
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Introduction

 Dermatomyositis (DM) is thought to represent a comple-

ment-mediated small vessel vasculopathy, and a chronic in-

flammatory myopathy that frequently affects the skin, muscles 

and lungs (1,2). Pharyngeal muscle weakness may contribute 

to dysphagia, dysphonia and aspiration pneumonia, causing 

life-threatening complications, and decreased quality of life. 

Hypopharyngeal abscess and spontaneous esophageal perfo-

ration are very rare conditions of dermatomyositis and have 

a poor prognosis, with a 1 year mortality rate of approx-

imately 31% (3,4). A delay in diagnosis and treatment leads 

to worse outcomes of these potentially life-threatening 

complications. In this case report, we present a DM patient 

who developed a spontaneous esophageal perforation and hy-

popharyngeal abscess.

Case Report

 A 55-year-old man with a 2 month history of proximal mus-

cle weakness and dry cough was admitted because of chest 

pain on July, 2011. He also had a heliotrope rash, and re-

ported recent solid food dysphagia and dysphonia. Laboratory 

tests revealed serum creatine phosphokinase (CPK) of 4,777 

IU/L, myoglobin 1,167 ng/mL, lactate dehydrogenase 2,214 

IU/L, erythrocyte sedimentation rate (ESR) 55 mm/h, C re-

active protein (CRP) 0.58 mg/dL, hemoglobin 14.6 g/dL, hem-

atocrit 43.3%, white blood cell count 5,500/uL, platelet 

180/uL, AST 267 IU/L, ALT 242 IU/L, alkaline phosphatase 

(ALP) 161 IU/L, total bilirubin 0.17 mg/dL, blood urea nitro-

gen at 9.3 mg/dL and serum creatinine at 0.6 mg/dL. 

Antinuclear antibodies were positive and anti-Jo-1 antibodies 

were negative. The muscle power grade of the upper limbs 

and lower limbs were grade III. Electromyography findings 

included positive sharp waves, fibrillations, and small ampli-

tude that were consistent with myopathy. A muscle biopsy 

showed focal perifascicular atrophy, perivascular infiltration 

of predominantly CD4+ lymphohistiocytes, and degenerating 

and regenerating changes consistent with a diagnosis of DM 

(Figure 1). Computed tomography (CT) of the chest showed 
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Figure 1. (A) Histopathologic fea-

tures of an incisional biopsy of the 

vastus lateralis muscle revealed 

variation in the fiber sizes and 

focal perifascicular atrophy, ×40. 

(B) Muscle fibers showing degene-

rating and regenerating changes 

and perivascular infiltration of 

lymphohistiocytes, ×200.

Figure 2. (A) Computed tomo-

graphy of the chest showed no 

remarkable findings in the pharynx 

in July, 2011. (B) Computed tomo-

graphy of the chest showed peri-

pheral enhancing fluid collection 

in the inferior aspect of cricoids 

cartilage, suggesting the presence 

of an abscess formation in Decem-

ber, 2011 (black arrow).

interstitial lung disease and no pharyngeal abnormalities 

(Figure 2A). On screening evaluation for malignancy, CT of 

the abdomen and pelvis, as well as esophagoduodenoscopy 

and colonofiberoscopy, were all normal. 

 Videofluoroscopic study (VFS) revealed pharyngeal pooling 

and aspiration. During hospitalization, he was kept on ali-

mentary abstinence. A nasogastric tube was inserted carefully 

for feeding, and intravenous methylprednisolone (62.5 mg/d) 

was started. In addition, he received Azathioprine (50 mg/day). 

On admission day 23, he started complaining of a productive 

cough and fever. Chest X-ray showed haziness in the right 

lower lung field, and clinical examination revealed aspiration 

pneumonia. Azathioprine was stopped, and he was started on 

empirical antibiotic treatment. Pharyngeal muscle function did 

not recover with methylprednisolone, so he was started on in-

travenous gamma-immunoglobulin (20 g/day, 5 days). Proxi-

mal muscle weakness began to improve, and the grades of 

muscle power increased to grade V in the upper limbs and 

grade IV in the lower limbs. Methylprednisolone was gradually 

tapered to prednisolone (25 mg/day) with addition of metho-

trexate (10 mg/week). The muscle weakness gradually resolved 

but despite slight improvement on VFS, he was not able to 

resume a normal oral diet. He was discharged with a nasogas-

tric tube. One month later, he was able to resume a soft blend 

oral diet carefully following an additional VFS.

 In December, 2011, he was re-admitted because of a pro-

ductive cough and worsened dysphagia, without fever. 

Laboratory tests revealed a serum CPK of 145 IU/L, ESR 57 

mm/hr, and CRP 0.45 mg/dL. Unlike the previous imaging, CT 

of the chest showed mucosal enhancement involving the hypo-

pharynx above the pyriform sinus, and fluid collection at the 

inferior aspect of the cricoid cartilage, suggesting the presence 

a of deep neck infection with abscess formation (Figure 2B).

 Barium esophagography revealed contrast media leakage, 

which suggested esophageal perforation (Figure 3A). Surgery 

was considered, but it was decided to attempt medical treat-

ment first because his vital signs were stable and his general 

condition was not worsening. He was kept on alimentary ab-

stinence and was started on empirical antibiotics. After 3 

weeks of follow-up, esophageal leakage was no longer found 

on esophagography (Figure 3B), and CT of the neck showed 

a decreased amount of fluid collection. VFS showed normal 
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Figure 3. (A) Esophagography, revealing the contrast media 

leakage from the esophagus at the anteriosuperior level of the 

cricoid cartilage, suggesting an esophageal perforation in 

December, 2011 (black arrow). (B) Esophagography showing no 

evidence of the contrast media leakage after 1 month.

swallowing, and improvement of dysphagia. He was able to 

resume a soft blend diet carefully. He was discharged with 

oral antibiotics and prednisolone 7.5 mg/day.

Discussion

 DM is an uncommon chronic inflammatory disease, charac-

terized by a proximal muscle weakness and skin rash. 

Approximtely 32∼84% of patients with DM have associated 

involvement of the esophagus and pharynx, with frequent in-

volvement of the esophageal sphincter muscle (2). The in-

volvement of the pharynx and esophagus may result in a per-

foration or a fistula. Dysphagia is reported to have a 1 year 

mortality rate of 31% (4). There have been previous reported 

cases of spontaneous tracheoesophageal fistula resulting from 

vasculitis in adults with DM (5). Pneumoencephalon has also 

been reported in an adult DM because of a subarachnoid cer-

vical fistula (1). Chronic inflammation-induced continuous 

mucosal injury and laceration caused the fistula. As with this 

patient, spontaneous esophageal rupture has also been reported 

in adult DM (6) as well as in chronic infections, such as tuber-

culosis (7) or candida infection (8). In those cases, the etiol-

ogy of the disease was chronic inflammation and necrosis. 

 In our case, the adult patient with DM experienced sponta-

neous esophageal perforation and hypopharyngeal abscess at 

the same time. Aspiration pneumonia occurred while the pa-

tient was on alimentary abstinence and had a nasogastric tube. 

Given those circumstances, spontaneous esophageal perfo-

ration was likely to have existed on the first admission, but 

was not detected because of the continuous nasogastric feed-

ing and alimentary abstinence. When the patient started to 

take in food orally, it is likely that the food and liquid con-

tents caused chronic infection through the perforation site. The 

hypopharyngeal abscess could have developed as a result. 

 Regardless of the cause, esophageal perforation is a major 

life-threatening event. Surgical, nonoperative, and minimally 

invasive treatment options are available. Surgical treatments 

include primary closure, esophagectomy, exclusion and di-

version, and drainage. Nonoperative treatments include pro-

phylactic broad-spectrum antibiotics, airway maintenance, and 

oral hygiene. Minimally invasive techniques include endo-

scopic stenting, clipping, and video-assisted thoracoscopic sur-

gery (9). There have been a few reported cases of surgical 

intervention for spontaneous esophageal rupture with DM (6), 

nonoperative treatments for tracheoesophageal fistula with 

DM (5), and subarachnoid cervical fistula in DM (1). We con-

sulted with a thoracic surgeon regarding the need for surgical 

treatment. However, because of the high risk of surgery, the 

patient's immunocompromised status and stable general con-

dition, nonoperative treatment was recommended and 

followed. The patient showed gradual improvement and 

esophageal leakage has stopped. As such, the treatment was 

considered successful. 

Summary

 The clinical manifestation of pharyngeal muscle involvement 

in DM is common, but abscess formation or esophageal perfo-

rations are uncommon. With occurrence of aspiration pneumo-

nia while maintaining nasogastric feeding, or if continuous 

foreign body sensations continue after recovery of pharyngeal 

muscle function, physicians should consider complications, 

such as a perforation or abscess formation. If the patient’s 

condition is stable, spontaneous esophageal perforation and 

hypopharyngeal abscess may improve, with proper pharmaco-

logical and conservative management.
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