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Background: Poikilodermatous mycosis fungoides (pMF) is a very 

rare variant of cutaneous T lymphoma. We describe a rare case of 

erythrodermic poikilodermatous MF associated with mucoepidermoid 

carcinoma of the right maxillary sinus. 

Case report: A 66-year-old patient was admitted to the dermatology 

department for a dry pruritic and poikilodermic erythroderma that had 

been evolving for two years. He also reported a right unilateral nasal 

obstruction evolving for one and a half years. Histological examination 

showed an orthokeratotic epidermis and an edematous superficial and 

middle dermis, with a thick band of lymphocytic infiltrate in the 

subepidermis. This infiltrate was made of atypical lymphoid elements 

of mixed CD3+, CD4+, and CD8+ T phenotype with epidermotropism, 

allowing for diagnosis of poikilodermic MF to be made. A Deep biopsy 

of the right maxillary sinus had concluded a high-grade 

mucoepidermoid carcinoma. 

Conclusion: Although it is impossible to demonstrate a causal 

relationship between erythrodermic poikilodermatous MF and our 

patient's mucoepidermoid carcinoma, this observation illustrates that in 

case of dissociated evolution under treatment of a poikilodermatous 

erythrodermic MF, the search for a second cancer is desirable. The 

association between poikilodermatous erythrodermic MF and 

Hematologic or Solid malignancies, requires long-term follow-up and 

conditions the prognosis of patients. 

 
Copy Right, IJAR, 2023,. All rights reserved. 

…………………………………………………………………………………………………….... 

Introduction:- 
Mycosis fungoides (MF) is the most common primary cutaneous lymphoma. It accounts for nearly 50% of all 

primary cutaneous lymphomas. Many mainly clinical variants of classical MF have been described, including 

poikilodermatous MF. Poikilodermatous mycosis fungoides has been individualized as a rare form and is considered 

to be even more indolent than classical MF(Kazakov DV et al, 2004). It can be difficult to differentiate from 
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poikilodermatous parapsoriasis. The diagnosis is based on clinical and histological findings, combining a clinical 

appearance of poikilodermal lesions with a histological and immunohistochemical profile of mycosis fungoides. 

Mycosis fungoides may be associated with a hemopathy; particularly Hodgkin's disease, acute leukemia, or solid 

tumors; notably lung cancers (Huang K et al., 2007). The prognosis is mainly determined by the presence of a 

second malignancy. We describe a case of erythrodermic poikilodermatous MF associated with mucoepidermoid 

carcinoma of the right maxillary sinus. 

 

Case Report: 

A 66-year-old man was hospitalized in the dermatology department for a pruritic erythroderma evolving for two 

years, in the context of apyrexia and conservation of the general state. He also reported a right unilateral nasal 

obstruction evolving for one year and a half. Physical examination revealed dry erythroderma with diffuse 

poikiloderma, accentuated on the neck, trunk and lower limbs, the entire surface of the skin was very thin and 

crinkled and had a characteristic wrinkled “cigarette-paper” appearance with palmoplantar keratoderma 

characterized by fissures, diffuse alopecia of the scalp and eyebrows (Figures 1 A, B), the fingernails and toenails 

were hyperkeratotic, and presence of right cervical lymphadenopathy. Histological examination of the skin showed 

an ortho-keratotic epidermis and an edematous superficial and middle dermis, with a thick band of lymphocytic, 

infiltrate in the subepidermis. This infiltrate was made of atypical lymphoid elements of mixed CD3+, CD4+, and 

CD8+ T phenotype with epidermotropism, allowing to conclude to a diagnosis of poikilodermatous MF. The 

CD4/CD8 ratio was less than 10. Blood Sezary cells on the blood smear were 741.3 cells/mm3. The lymph node 

biopsy was in favor of a lymph node location of a poorly differentiated carcinomatous proliferation. As part of the 

etiological assessment of the nasal obstruction, a facial computed tomography was performed, showing an 

aggressive infiltrating process of the right maxillary sinus with endo-orbital and endocranial extension (Figures 2, 

A, B). Facial magnetic resonance imaging showing a mass of the right maxillary sinus; with isosignal intensity on 

T1-weighted imaging, and heterogeneous high signal intensity on T2-weighted imaging, intensely enhancing after 

injection of Gadolinium, with destruction of the right maxillary sinus walls (Figures 3, A,B). A deep biopsy of the 

right maxillary sinus had concluded a high-grade mucoepidermoid carcinoma. Following the multidisciplinary 

consultation meeting, the patient received four subcutaneous injections of methotrexate 25mg, one injection per 

week in combination with oral folic acid, forty-eight hours before the injection of methotrexate, and three sessions 

of palliative radiotherapy (given the non-operability of the patient and the contraindications to chemotherapy). The 

evolution was marked by the death of the patient. 

 

Discussion:- 
Mycosis fungoides (MF) is the most common cutaneous T-cell lymphoma, belonging to the group of indolent 

primary cutaneous T-cell lymphomas according to the WHO/EORTC classification (World Health 

Organization/European Organization for Research and Treatment of Cancer). Poikilodermatous MF has been 

individualized as a rare and reputedly even more indolent form than classical MF (Huang K et al., 2007), posing the 

problem of differential diagnosis with benign dermatoses. It can be difficult to distinguish from poikilodermatous 

parapsoriasis and prelymphomatous states. Poikiloderma is a syndrome that can be found in many dermatoses, 

acquired or congenital. In particular in mycosis fungoides. Poikilodermatous MF is usually characterized by the 

development of large plaques or generalized skin involvement.  

 

Poikilodermatous MF as an entity in its own right has been little studied, mostly in the form of clinical cases and in 

the context of two large Anglo-Saxon series (Abbott RA et al.,2011;Samman PD. 1976). The first series was 

published by Samman in 1976 and involved 122 patients with MF described as "lichenoid", the term used by the 

author for these chronic poikilodermal lesions (Samman PD. (1976). The second was a descriptive series of 49 

patients from St John's Institute of Dermatology in London in 2011 (Abbott RA et al.,2011). This series included 

patients with poikilodermatous MF defined by the presence of at least 50% clinically poikilodermal lesions. The 

diagnosis of poikilodermatous mycosis fungoides is clinical and histo-immunohistochemical. Clinically, 

poikilodermatous MF is characterized by a poikilodermal lesion appearance. Histologically, there are histological 

signs of classic MF, represented by a superficial dermal atypical lymphocytic infiltrate in a subepidermal band, with 

epidermotropism, and an inconstant poikilodermal histological pattern with no clear correspondence with the 

clinical poikilodermal character; made of epidermal atrophy, telangiectasias, and pigmentary incontinence. The most 

commonly used treatments in poikilodermatous MF were: local corticosteroid therapy, narrow-band UVB 

phototherapy, oral retinoids (acitretin and isotretinoin) and topical chlormethine. Also, methotrexate with doses 

ranging from 12.5 to 25 mg/week, and PUVAtherapy were recommended as a treatment for poikilodermatous MF. 

Therapeutic abstention if failure of one or more of the above-mentioned treatments. 
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Mucoepidermoid carcinoma (MEC) is a rare malignant tumor of the maxilla that accounts for 1-3% of cancers of the 

upper aerodigestive tract and 15-30% of malignant tumors of the salivary glands (Lakouichmi M et al., 2013;Meleti 

M et al.,2009). Mostly discovered between the ages of 40 and 60. Occurrence in young children and adolescents 

remains rare (Belghiti H et al., 2011). Its etiopathogenesis is not elucidated and the clinical signs are generally not 

very suggestive, especially in the initial stages. Currently, the Armed Forces Institute of Pathology (AFIP) and 

Brandwein classifications are used to describe this tumor (Ellis GL, Auclair PL, 1996;Goode RK et al.,1998; 

Brandwein MS et al., 2001); thus, MEC is defined as a low-grade, intermediate-grade, or high-grade tumor. To 

classify the tumor, the pathologist assigns points according to unfavorable histological parameters. As the score 

increases, the tumor is classified as a high grade.  High-grade mucoepidermoid carcinoma usually affects older 

people and more often men. It is more likely to spread to other parts of the body and is often diagnosed at an 

advanced stage. This type of mucoepidermoid carcinoma has a serious prognosis.   

 

The management of MEC depends on the pathological diagnosis. Surgical treatment of MEC remains the treatment 

of choice. It consists of removal of the tumor with a mucosal and bone margin (Baj A et al., 2002;Aro K et al., 

2008). Lymph node dissection is indicated in high-grade tumors where the risk of lymph node metastases is greater 

than 50% (Da Cruz Perez DE et al., 2006). Radiation therapy complements surgery in high-grade MEC stages II, III, 

and IV and in low-grade tumors stages III and IV (C.VanHerpenet al., 2022). Chemotherapy is not recommended for 

this type of cancer (C.VanHerpenet al., 2022; Skálová A et al., 2022). 

 

Several studies have reported a significantly increased risk of developing a second lymphoma or other cancer in 

patients with primary cutaneous T-cell lymphoma. The treatments used in this pathology, a genetic predisposition, 

or an environmental factor could explain it. Some authors have also suggested a role for dysfunctional T-cell 

immunity (Huang K et al., 2007). Mycosis fungoides can be associated with or reveal hematological diseases, in 

particular, Hodgkin's lymphoma and acute leukemia, or solid tumors, particularly of the lung, thyroid gland, colon, 

and urinary tract (Table 1). A case of granulomatous slack skin associated with metastatic testicular seminoma was 

reported in 2017 (D.Carton de tournai., 2017). The association of poikilodermatous erythrodermic MF with cancer 

of the ORL sphere and particularly with mucoepidermoid carcinoma of the right maxillary sinushas not yet been 

reported in the literature.    

 

Conclusion:- 
Although it is difficult to demonstrate a causal link between poikilodermatous MF and the mucoepidermoid 

carcinoma of our patient, this observation illustrates that in case of dissociated evolution under treatment of a 

poikilodermatous MF, the search for a second cancer is desirable. The association between poikilodermatous 

erythrodermic MF and malignant pathology, lymphoproliferative or other, imposes a long-term follow-up and 

conditions the prognosis of the patients. 

 

Table: 

Table1:- Clinical features of mycosis fungoides patients with secondary malignancies in the literature. 

References Number 

of 

patients 

Age 

(year) 

Gender (% or 

number) 

Hematologic and 

Solid malignancies 

Diagnosis 

before or 

after or 

simultaneous 

with 

Mycosis 

fungoides 

Evolution 

kyle T. Amber et 

al 2016 

183  

 

 

 

- 

Male and Female Penile cancer 

Predominance of 

Hodgikin’s 

lymphoma in male 

Non hodgkin’s 

lymphoma 

Predominance of 

bronchopulmonary 

malignancy in female 

After 

Cutaneous 

Cell 

Lymphoma 

 

 

 

-  

Cengiz FP et al 13 Mean age Male (n=7) Predominance After        - 
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2017 = 47.23 Female (n= 6) hodgkin’s lymphoma 

Lung cancer 

Non hodgkin’s 

lymphoma 

Others cancer 

mycosis 

fungoides 
 

 

Amrita Goyal et al 

2020 

511 Median 

age =63 

Male (n=310, 

60.67%) 

Female (n= 201, 

39.33%) 

Hematologic 

malignancies (36%) 

Tumor malignancies 

(64%) 

After 

Mycosis 

fungoides 

Higher 

mortality 

(47.6%) 

Amrita Goyal et al 

2021 

962 Mean age 

=58.4 

Male-to-female 

ratios =1.2/1 to 

2.9/1 

Predominance non 

hodgkin’s lymphoma 

and Hodgkin’s 

lymphoma 

Lung cancer 

After 

Mycosis 

fongoides 

 

 

- 

Izabela B 

Lazewirz et al 

2021 

32 Female= 

59.7 

Male= 

66.8 

Male (n=18) 

Female (n=14) 

 

Basal Cell carcinoma 

and lymphomatoide 

papulosis (15.63%) 

Lung cancer 

(12.50%) 

B-Cell lymphoma 

(9.38%) 

After 

mycosis 

fungoide or 

Sezary 

syndrome 

 

- 

 

Figures: 

Figure 1 (A, B): Clinical presentations of poikilodermatous mycosis fungoides (pMF); Generalized poikiloderma 

with wrinkled skin, cigarette-paper appearance and alopecia of the scalp in our patient, frontal view (A), 

posterior view(B) photography. 

Fig1A: 
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Fig 1B: 

 
 

Figure 2 (A, B): Axial facial computed tomography (CT) images, show an aggressive infiltrating process of the 

right maxillary sinus with endo-orbital and endocranial extension. Unenhanced CT image reveals a spontaneously 

isodense tumor in the right maxillary sinus (A). Contrast- enhanced CT image shows a lesion with heterogeneous 

enhancement, with areas of necrosis (B). 

Fig 2A: 
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Fig 2B: 

 
 

Figure 3 (A, B):Axial Magnetic resonance imaging indicated a soft tissue mass in the right maxillary sinus, which 

showed isosignal intensity on T1-weighted imaging (A), and heterogeneous high signal intensity on T2-weighted 

imaging (B), the tumor is enhanced by Gadolinium and responsible for lysis of the walls of the right maxillary sinus. 

Fig 3A: 
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Fig 3 B: 
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