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 A case of clinically amyopathic dermatomyositis with facial edema as a sole cutaneous manifestation
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In clinically amyopathic dermatomyositis, the hallmark cutaneous manifestations are the key to the diagnosis. We report a case of clinically amyopathic 
dermatomyositis limited to the orbital and masticator muscles that presented with facial edema as the sole cutaneous manifestation and posed a diagnostic 
and therapeutic challenge. A 58-year-old woman presented with edema of the face that had developed about one year ago. There was no weakness in ex-
tremities, and serum creatine kinase level was within normal range. On MRI, there was diffuse edematous change in the bilateral masticator and ex-
tra-ocular muscles, accompanied by subcutaneous fat infiltration in the face. On PET-CT scan there was diffuse F-18-FDG uptake in the periorbital, fronta-
lis, temporalis and masseter muscles, and the buccal and submandibular spaces without any increased uptake in extremities. Head and neck surgery, and ra-
diology department gave opinions that a biopsy of the muscles would be risky. Therapy with medium-dose glucocorti-
coid in combination with either azathioprine or mycophenolate or methotrexate was not successful in inducing clinical 
remission, and the facial edema relapsed in days at glucocorticoid doses lower than 15 mg/day. Then, US-guided 
core-needle biopsy with an 18-gauge needle was performed in the right masseter muscle. Two pieces of tiny muscle 
tissues measuring up to 0.5 x 0.1 cm were obtained. On pathologic examination, there were patchy CD4+ T cell-domi-
nant lymphoplasmacytic infiltration in t he stroma, necrosis of myofibrils and prominent perifascicular atrophy. Based 
on those findings, a diagnosis of clinically amyopathic dermatomyositis was made. Therapy with gamma-globulin was 
initiated, and by fourth weeks, the facial edema had resolved completely. To the best of our knowledge, it is the sec-
ond reported case of clinically amyopathic dermatomyositis presenting with isolated facial edema. In consistent with 
previous reports that showed that the subcutaneous edema is a severe manifestation of dermatomyositis, she needed 
gamma-globulin therapy to control her disease activity, although the disease extent was limited to the head.
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 A case report of dual valvular involvement associated GPA with time difference
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Background: Granulomatosis with polyangiitis (GPA, previously known as Wegener’s granulomatosis) is a systemic inflammatory condition. It involves 
multiple organs, including eye, lung, kidney, nose. Occasionally endocardial valve lesions were also involved. We report a rare case of dual valvular in-
volvement associated with GPA. Case report: A 75-year-old gentleman was hospitalization from other hospital due to suspected infective endocarditis at 
aortic valve. Empirical antibiotics was used. Three pairs of blood cultures results was no growth. Patient who was post mitral valve replacement status since 
6 years planned aortic valve replacement due to severe aortic valve regurgitation with persistent pulmonary edema. Waiting surgery, abruptly, he coughed 
blood tinged mucus several times a day. The next day, He presented a large amount of (approximately 300ml) hemoptysis. He was underwent bronchoscopy 
immediately. That showed diffuse alveolar hemorrhage. Through medical history retrospectively, severe mitral valve regurgitation was discovered in-
cidentally, preparing operation of chronic otitis media 6 years ago. He also had maxillary sinusitis, and skin disease of pretibia at that time. According to his 
medical history, ANCA associated vasculitis was suspected. C-ANCA and PR3-ANCA was high titer. Diagnosis was GPA associated dual valvular lesion 
and DAH. He started treatment with Rituximab and high dose steroids. Two days 
later, chest x-ray showed improvement. Despite aggressive treatment, He was ex-
pired due to acute kidney injury progression and multiple organ failure 10 days 
later. Conclusion: Patients with ANCA associated vasculitis can rarely present 
with cardiac valvular inflammation causing severe regurgitation. Even though 
aortic valve can be involved predominantly, our case has dual mitral and aortic 
valve involvement associated GPA as many as 6 years apart. It is difficult to dis-
tinguish causes valvular lesion whether infective endocarditis or ANCA asso-
ciated vasculitis. History taking and imaging study are crucial in order to diag-
nose GPA.

516

￭Sun-449￭
 A case of clinically amyopathic dermatomyositis with facial edema as a sole cutaneous manifestation

1
인제의대 해운대백병원 내과, 2인제의대 해운대백병원 병리과, 3인제의대 해운대백병원 영상의학과

*유민재1, 김연미2, 류지화3, 박찬선1, 김성호1, 이성근1

In clinically amyopathic dermatomyositis, the hallmark cutaneous manifestations are the key to the diagnosis. We report a case of clinically amyopathic 
dermatomyositis limited to the orbital and masticator muscles that presented with facial edema as the sole cutaneous manifestation and posed a diagnostic 
and therapeutic challenge. A 58-year-old woman presented with edema of the face that had developed about one year ago. There was no weakness in ex-
tremities, and serum creatine kinase level was within normal range. On MRI, there was diffuse edematous change in the bilateral masticator and ex-
tra-ocular muscles, accompanied by subcutaneous fat infiltration in the face. On PET-CT scan there was diffuse F-18-FDG uptake in the periorbital, fronta-
lis, temporalis and masseter muscles, and the buccal and submandibular spaces without any increased uptake in extremities. Head and neck surgery, and ra-
diology department gave opinions that a biopsy of the muscles would be risky. Therapy with medium-dose glucocorti-
coid in combination with either azathioprine or mycophenolate or methotrexate was not successful in inducing clinical 
remission, and the facial edema relapsed in days at glucocorticoid doses lower than 15 mg/day. Then, US-guided 
core-needle biopsy with an 18-gauge needle was performed in the right masseter muscle. Two pieces of tiny muscle 
tissues measuring up to 0.5 x 0.1 cm were obtained. On pathologic examination, there were patchy CD4+ T cell-domi-
nant lymphoplasmacytic infiltration in t he stroma, necrosis of myofibrils and prominent perifascicular atrophy. Based 
on those findings, a diagnosis of clinically amyopathic dermatomyositis was made. Therapy with gamma-globulin was 
initiated, and by fourth weeks, the facial edema had resolved completely. To the best of our knowledge, it is the sec-
ond reported case of clinically amyopathic dermatomyositis presenting with isolated facial edema. In consistent with 
previous reports that showed that the subcutaneous edema is a severe manifestation of dermatomyositis, she needed 
gamma-globulin therapy to control her disease activity, although the disease extent was limited to the head.

￭Sun-450￭
 A case report of dual valvular involvement associated GPA with time difference

세종병원 내과

*김태영, 이수연

Background: Granulomatosis with polyangiitis (GPA, previously known as Wegener’s granulomatosis) is a systemic inflammatory condition. It involves 
multiple organs, including eye, lung, kidney, nose. Occasionally endocardial valve lesions were also involved. We report a rare case of dual valvular in-
volvement associated with GPA. Case report: A 75-year-old gentleman was hospitalization from other hospital due to suspected infective endocarditis at 
aortic valve. Empirical antibiotics was used. Three pairs of blood cultures results was no growth. Patient who was post mitral valve replacement status since 
6 years planned aortic valve replacement due to severe aortic valve regurgitation with persistent pulmonary edema. Waiting surgery, abruptly, he coughed 
blood tinged mucus several times a day. The next day, He presented a large amount of (approximately 300ml) hemoptysis. He was underwent bronchoscopy 
immediately. That showed diffuse alveolar hemorrhage. Through medical history retrospectively, severe mitral valve regurgitation was discovered in-
cidentally, preparing operation of chronic otitis media 6 years ago. He also had maxillary sinusitis, and skin disease of pretibia at that time. According to his 
medical history, ANCA associated vasculitis was suspected. C-ANCA and PR3-ANCA was high titer. Diagnosis was GPA associated dual valvular lesion 
and DAH. He started treatment with Rituximab and high dose steroids. Two days 
later, chest x-ray showed improvement. Despite aggressive treatment, He was ex-
pired due to acute kidney injury progression and multiple organ failure 10 days 
later. Conclusion: Patients with ANCA associated vasculitis can rarely present 
with cardiac valvular inflammation causing severe regurgitation. Even though 
aortic valve can be involved predominantly, our case has dual mitral and aortic 
valve involvement associated GPA as many as 6 years apart. It is difficult to dis-
tinguish causes valvular lesion whether infective endocarditis or ANCA asso-
ciated vasculitis. History taking and imaging study are crucial in order to diag-
nose GPA.




