
E28   I  CUTIS® WWW.MDEDGE.COM/DERMATOLOGY

CASE REPORT

Plasma cell cheilitis (PCC) is an uncommon condition characterized 
by mature plasma cell infiltration of the dermis of the mucosal lip. 
The condition often presents as a red-brown patch or plaque on the 
lower lip in older individuals that can progress to erosions and edema. 
Diagnosis can be delayed because clinical findings are nonspecific 
and can mimic neoplastic, infectious, and inflammatory conditions. 
We describe a patient with PCC who presented to our institution via 
teledermatology. Findings were equivocal on 2 early biopsies until 
the presentation evolved to dramatic ulceration and necrosis, which 
prompted a third biopsy that was diagnostic for PCC. Empiric therapy 
with a class I topical corticosteroid was successful.
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P lasma cell cheilitis (PCC), also known as plasmocy-
tosis circumorificialis and plasmocytosis mucosae,1 
is a poorly understood, uncommon inflammatory 

condition characterized by dense infiltration of mature 

plasma cells in the mucosal dermis of the lip.2-5 The etiol-
ogy of PCC is unknown but is thought to be a reactive 
immune process triggered by infection, mechanical fric-
tion, trauma, or solar damage.1,5,6 

The most common presentation of PCC is a slowly 
evolving, red-brown patch or plaque on the lower lip 
in older individuals.2,3,5,7 Secondary changes with dis-
ease progression can include erosion, ulceration, fissures, 
edema, bleeding, or crusting.5 The diagnosis of PCC is 
challenging because it can mimic neoplastic, infectious, 
and inflammatory conditions.8,9 

Treatment strategies for PCC described in the lit-
erature vary, as does therapeutic response. Resolution 
of PCC has been documented after systemic steroids, 
intralesional steroids, systemic griseofulvin, and topical 
calcineurin inhibitors, among other agents.6,7,10-16 

We present the case of a patient with a lip lesion who 
ultimately was diagnosed with PCC after it progressed to 
an advanced necrotic stage.

Case Report
An 80-year-old male veteran of the Armed Services 
initially presented to our institution via telederma-
tology with redness and crusting of the lower lip  
(Figure 1). He had a history of myelodysplastic syn-
drome and anemia requiring iron transfusion. The 
process appeared to be consistent with actinic cheilitis 
vs squamous cell carcinoma. In-person dermatology 
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PRACTICE POINTS 
•  Plasma cell cheilitis (PCC) is a benign condition that 

affects the lower lip in older individuals, presenting 
as a nonspecific, red-brown patch or plaque that can 
progress slowly to erosions and edema.

•  Our patient with PCC experienced full resolution  
of symptoms with application of a class I topical  
corticosteroid. 
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consultation was recommended; however, the patient 
did not follow through with that appointment.

 Five months later, additional photographs of the 
lesion were taken by the patient's primary care physician 
and sent through teledermatology, revealing progression 
to an erythematous, yellow-crusted erosion (Figure 2). 
The medical record indicated that a punch biopsy per-
formed by the patient’s primary care physician showed 
hyperkeratosis and fungal organisms on periodic acid–
Schiff staining. He subsequently applied ketoconazole 
and terbinafine cream to the lower lip without improve-
ment. Prompt in-person evaluation by dermatology was 
again recommended. 

Ten days later, the patient was seen in our dermatol-
ogy clinic, at which point his condition had rapidly pro-
gressed. The lower lip displayed a 3.0×2.5-cm, yellow and 
black, crusted, ulcerated plaque (Figure 3). He reported 
severe burning and pain of the lip as well as spontane-
ous bleeding. He had lost approximately 10 pounds over 

the last month due to poor oral intake. A second punch 
biopsy showed benign mucosa with extensive ulceration 
and formation of full-thickness granulation tissue. No 
fungi or bacteria were identified. 

Consultation and Histologic Analysis—
Dermatopathology was consulted and recommended a 
third punch biopsy for additional testing. A repeat biopsy 
demonstrated ulceration with lateral elements of retained 
epidermis and a dense submucosal chronic inflamma-
tory infiltrate comprising plasma cells and lymphocytes 
(Figures 4 and 5). Immunohistochemical staining demon-
strated a mixed inflammatory infiltrate with CD3+ T cells 
and CD20+ B cells. In situ hybridization studies demon-
strated numerous lambda-positive and kappa-positive 
plasma cells without chain restriction. Periodic acid–Schiff 
with diastase and Grocott-Gomori methenamine-silver 
staining demonstrated no fungi. Findings were inter-
preted to be most consistent with a diagnosis of PCC. 

Treatment and Follow-up—The patient was treated with 
clobetasol ointment 0.05% twice daily for 6 weeks and 
topical lidocaine as needed for pain. At 6-week follow-
up, he displayed substantial improvement, with normal-
appearing lips and complete resolution of symptoms. 

Comment
The diagnosis and management of PCC is difficult 
because the condition is uncommon (though its true inci-
dence is unknown) and the presentation is nonspecific, 
invoking a wide differential diagnosis. In the literature, 
PCC presents as a slowly progressive, red-brown patch 
or plaque on the lower lip in older individuals.2,3,5,7 The 
lesion can progress to become eroded, ulcerated, fissured, 
or edematous.5 

Differential Diagnosis—The clinical differential diagno-
sis of PCC is broad and includes inflammatory, infectious, 
and neoplastic causes, such as actinic cheilitis, allergic con-
tact cheilitis, exfoliative cheilitis, granulomatous cheilitis, 

FIGURE 2. Well-defined, 2.0-cm, erythematous, yellow-crusted ero-
sion on the right lower lip 5 months after the initial presentation.

FIGURE 1. Ill-defined, red-brown patch of shallow erosions on the 
lower lip at the initial presentation.

FIGURE 3. After 10 days, the lesion progressed to a well-defined, 
3.0×2.5-cm, yellow and black, crusted, ulcerated plaque on the  
right lower lip. Punch biopsy sites were selected at the margin of  
the plaque.
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lichen planus, candidiasis, syphilis, and squamous cell 
carcinoma of the lip.7,9 The histologic differential diagno-
sis includes allergic contact cheilitis, secondary syphilis, 
actinic cheilitis, squamous cell carcinoma, cheilitis granu-
lomatosa, and plasmacytoma.17-19 

Histopathology—On biopsy, PCC usually is char-
acterized by plasma cells in a bandlike pattern in the 
upper submucosa or even more diffusely throughout the 
submucosa.20 In earlier studies, polyclonality of plasma  
cells with kappa and lambda light chains has been 
demonstrated5; in this case, such polyclonality militated 
against a plasma cell dyscrasia. There have been reports 
of a various number of eosinophils in PCC,5,20 but eosino-
phils were not a prominent feature in our case.

Treatment—As reported in the literature, treatment 
of PCC has been attempted using a broad range of 

strategies; however, the optimal regimen has yet to be 
elucidated.15 Numerous therapies, including excision, 
radiation, electrocauterization, cryotherapy, steroids, sys-
temic griseofulvin, topical fusidic acid, and topical calci-
neurin inhibitors, have yielded variable success.6,7,10-16 

The success of topical corticosteroids, as demon-
strated in our case, has been unpredictable; the reported 
response has ranged from complete resolution to failure.9 
This variability is thought to be related to epithelial width 
and the degree of acanthosis, with ulcerative lesions dem-
onstrating a superior response to topical corticosteroids.9 

Conclusion
Our case highlights the challenges of diagnosing and 
managing PCC, especially through teledermatology. Initial 
photographs of the lesion (Figure 1) that were submitted 
demonstrated a nonspecific erosion, which was concern-
ing for any of several infectious, inflammatory, and malig-
nant causes. Prompt in-person evaluation was warranted; 
regrettably, the patient’s condition worsened rapidly in the  
10 days it took for him to be seen in-person by dermatology.

Furthermore, this case necessitated 3 separate biopsies 
because the pathology on the first 2 biopsies initially was 
equivocal, demonstrating ulceration and granulation tissue. 
The diagnosis was finally made after a third biopsy was rec-
ommended by a dermatopathologist, who eventually iden-
tified a bandlike distribution of polyclonal plasma cells in 
the upper submucosa, consistent with a diagnosis of PCC. 
Our patient’s final disease presentation (Figure 3) was exu-
berant and may represent the end point of untreated PCC.
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matory infiltrate (H&E, original magnification ×2).

FIGURE 5. On higher magnification, the inflammatory infiltrate was 
noted to comprise plasma cells and lymphocytes (H&E, original mag-
nification ×20).
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