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Dear Editor:
A 27-year-old male presented to our dermatology clinic 
with recurrent facial rash for five years, aggravated swel-
ling for six months, and myalgia for the last two months. 
He presented with erythema and edema of the face (Fig. 
1A). There was no rash on his trunk or limbs. Proximal 
dominant muscle weakness in his upper limbs (Medical 
Research Council grade 4) with grasping pain was noted. 
In addition, he complained that he had a history of rhinitis 
lasting 3 years.

Laboratory investigations showed elevated creatine kinase, 
1,108.2 U/L (55∼170 U/L); lactate dehydrogenase, 1,283 
U/L (98∼192 U/L); alanine transaminase, 74.2 U/L (9∼50 
U/L); aspartate transaminase, 85.5 U/L (15∼40 U/L); er-
ythrocyte sedimentation rate, 19 mm/h (0∼15 mm/h). Needle 
electromyography revealed fibrillation potentials, positive 
sharp waves, short duration low amplitude motor unit po-
tential with increased polyphasic potential, and early re-
cruitment in proximal muscles of the upper limb. A mus-
cle biopsy of left bicep brachii on frozen sections sug-
gested inflammatory myopathy (Fig. 1B). The right man-
dible skin lesions biopsy revealed epidermal focal para-
keratosis, and liquefaction degeneration of basal cells, 
lymphocytic cell infiltration with mild atypia around vas-
cular regions, appendages and in the fat lobules (Fig. 1C∼
E). Immunohistochemistry analysis showed positive of 
Ki67 (30%), LCA, CD2, CD3, CD8, CD4, TIA-1, and Epstein- 
Barr encoding region (EBER); negative of CD79a, CD20, CD3; 
weak positive of CD56 and granzyme B (Fig. 1F∼J). We 
suspected that it was extranodal natural killer (NK)/T-cell 
lymphoma, nasal type (ENKTL) but not sure, then the pa-
tient was admitted for study and treatment. After admis-
sion the patient developed a high fever, pharyngalgia, and 
dysphagia. A nasopharyngeal biopsy was performed and 
showed massive cells infiltration which were stained pos-
itive for cytoplasmic CD3, CD56, EBER (by in situ hybrid-
ization), granzyme B, TIA-1, and Ki67 (about 50%) with 
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Fig. 1. (A) The patient with erythema, erosive lesions, crusts and edema on the face. (B) Skeletal muscle fascicles revealing markedly 
distorted overall architecture with inflammatory interstitial infiltrate of lymphocytes and perimysial expansion without atypia (H&E, 
×400). (C∼E) Histopathology analysis of right mandible skin lesions revealed epidermal focal parakeratosis and liquefaction degene-
ration of basal cells, lymphocytic cell infiltration with mild atypia around vascular regions, appendages and in the fat lobules (H&E, 
×200). Immunohistochemistry analysis (F: ×400; G∼J: ×200) showed Epstein-Barr encoding region (EBER) (F), CD3 (G), and CD4 
(H) were positive; CD56 (I) and granzyme B (J) were weak positive. We received the patient’s consent form about publishing all 
photographic materials.

Fig. 2. (A) A nasopharyngeal biopsy 
showed massive cell infiltration with 
atypia (H&E, ×400). Immunohisto-
chemistry analysis (×400) showed 
positive for granzyme B (B), CD56 
(C), Epstein-Barr encoding region 
(EBER) (by in situ hybridization) (D), 
TIA-1 (E), and Ki67 (about 50%) (F).

atypia (Fig. 2). These established the diagnosis of ENKTL 
with dermatomyositis. Bone marrow puncture examina-
tion showed no abnormality. However, he and his family 
gave up treatment and left the hospital, then died after 10 
days because of deterioration of the disease and hemopha-
gocytic syndrome.
Nasal ENKTL is a mature form of T/NK-cell lymphoma and 
have strong associations with Epstein-Barr virus1. ENKTL is 
the most common type of nasal lymphoma in Asia and 
central America2. The typical immunophenotype of ENKTL 
is CD56+ and cytoplasmic CD3+. CD56 is a neuronal cell 
adhesion factor that promotes the adhesion of tumor cells 
to the walls of blood vessels, causing significant features 

of vascular destructive infiltration. In addition, the most com-
mon hematological malignancies associated with dermato-
myositis are B-cell lymphomas, but they are rarely asso-
ciated with T-cell lymphoma and NK/T-cell lymphoma3. 
When reviewing the literatures, we found two cases of para-
neoplastic phenomena were described as dermatomyosi-
tis/myositis4,5 as our case. ENKTL, nasal lymphoma is rare-
ly associated with skin lesions mimicking inflammatory or 
reactive disorders with a similar histopathologic pattern. 
In conclusion, our case highlights the association of para-
neoplastic disorders such as dermatomyositis with ENKTL 
which is difficult to be appropriately diagnosed based on 
skin and muscle lesions in the early stages. So it needs us 
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to follow-up for a long time, especially in patients with 
rhinitis.

ACKNOWLEDGMENT

The authors would like to thank Jia Chen for critically 
reading the manuscript and revising the text.

CONFLICTS OF INTEREST

The authors have nothing to disclose.

FUNDING SOURCE

This work was supported by grants from National Natural 
Science Foundation of China (No. 81673050, 81872522, 
81803120), the Program of Science and Technology 
Commission of Shanghai Municipality (No. 18140901800), 
Excellent Subject Leader Program of Shanghai Municipal 
Commission of Health and Family Planning (No. 2018BR30), 
National Science Foundation of Shanghai (16ZR1426800).

DATA SHARING STATEMENT

Research data are not shared.

ORCID

Yu Gong, https://orcid.org/0000-0001-7800-5918 
Ke Xue, https://orcid.org/0000-0003-2537-1724 
Yifan Hu, https://orcid.org/0000-0002-3075-8985 
Rong Wei, https://orcid.org/0000-0003-2615-0851 
Yeqiang Liu, https://orcid.org/0000-0003-3758-1390 
Hua Cao, https://orcid.org/0000-0001-5908-6206 
Yuling Shi, https://orcid.org/0000-0002-1273-7881 

REFERENCES 
1. Fujiwara S, Kimura H. Editorial: Epstein-Barr virus-associated 

T/NK-cell lymphoproliferative diseases. Front Pediatr 2019;7: 
285.

2. Gru AA, Jaffe ES. Cutaneous EBV-related lymphoproliferative 

disorders. Semin Diagn Pathol 2017;34:60-75.
3. Jakubaszek M, Kwiatkowska B, Maślińska M. Polymyositis 

and dermatomyositis as a risk of developing cancer. Reumato-

logia 2015;53:101-105.
4. Gómez-Crespo MJ, García-Raso A, López-Lorenzo JL, Villaes-

cusa T, Rodríguez-Pinilla M, Fortes J, et al. Uveitis and myositis 

as immune complications in chemorefractory NK/T-cell nasal- 
type lymphoma successfully treated with allogeneic stem-cell 

transplant. Case Rep Hematol 2016;2016:7297920.

5. Park JH, Kim YJ, Park CK, Yoo DH. A case of nasal-type 
NK/T cell lymphoma in a patient with dermatomyositis. Int J 

Rheum Dis 2009;12:166-169.


