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ABSTRACT
Cutaneous mucinosis includes a heterogeneous group of skin diseases characterized by the deposition of mucin in the interval of the 
dermis. Mucin is a protein ordinarily found as part of the dermal connective tissues. Mucin is a mucopolysaccharide produced by mast 
cells and fibroblasts and includes hyaluronic acid and sulfated glycosaminoglycans. Because hyaluronic acid holds water, in disease 
states where mucin production is increased, the dermal connective tissue swells, which is defined as myxedematous. Systemic mucin 
deposition may include systemic involvement; monoclonal gammopathy or paraproteinemia have been detected in the large majority 
(83.2%) of scleromyxedema cases.

A 50-year-old female presented with pruritic, flesh-colored papules spread throughout the body. She also exhibited a characteristic lion 
face appearance. These lesions had first appeared 18 months before in the neck. The protein electrophoresis and bone marrow biopsy 
of the patient were normal. Histopathological examination revealed widespread mucin accumulation with alcian blue and colloidal iron 
stains in the papillary and reticular dermis. Granulomas were not observed with CD68 staining, and no accumulation was observed with 
amyloid staining. The final diagnosis was cutaneous mucinosis. 

In this paper we present the case of a patient with generalized primary cutaneous mucinosis without any systemic disease.
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INTRODUCTION
Mucin is a protein ordinarily found as part of the dermal connective tissues (1). Mucin is a mucopolysaccharide produced 
by mast cells and fibroblasts and includes hyaluronic acid and sulfated glycosaminoglycans (1). Because hyaluronic acid 
holds water, in disease states where mucin production is increased, the dermal connective tissue swells, which is defined 
as myxedematous (1). 

Cutaneous mucinosis encompasses a heterogeneous group of skin diseases characterized by the deposition of mucin in 
the interval of the dermis (2). These disorders can be defined as primary mucinosis, with mucin deposition as the principal 
histologic presentation resulting in clinically prominent lesions, or secondary mucinosis, with mucin deposition as an extra 
histologic detection within the context of an uncommitted skin disease or lesions with deposits of mucin in the stroma (2). 

In this document, we present the case of a patient with generalized primary cutaneous mucinosis without any systemic 
disease.

CASE PRESENTATION
A 50-year-old female presented with pruritic, flesh-colored papules spread throughout the body. These papular lesions 
had first appeared 18 months before in the neck. Migraine was noted in the patient’s medical history. There was no char-
acteristic in her family medical history. Now retired, she previously worked in a paint factory. Dermatologic examination 
revealed papular lesions on the entire body, including the face. These lesions were particularly prevalent on the arms 

Corresponding Author: Selami Aykut Temiz
E-mail: aykutmd42@gmail.com
©Copyright 2018 by Cyprus Turkish Medical Association - Available online at www.cyprusjmedsci.com 

Received: 08.05.2018
Accepted: 27.06.2018

DOI: 10.5152/cjms.2018.527

117

Cite this article as: Temiz SA, Dursun R, Ataseven A, Özer İ, Fındık S. Cutaneous Mucinosis Case with Characteristic Lion Face 
Appearance. Cyprus J Med Sci 2018; 3: 117-9.

http://orcid.org/0000- 0003-4878-0045
http://orcid.org/0000-0002-1279-574X
http://orcid.org/0000-0001-5372-0712
http://orcid.org/0000-0001-6170-0930
http://orcid.org/0000-0002-3364-7498


Cyprus J Med Sci 2018; 3: 117-9Temiz et al. Cutaneous Mucinosis

and nape of the patient (Figure 1). A characteristic lion face ap-
pearance was observed (Figure 2). Skin biopsy was taken for 
the differential diagnosis of the patient.

Histopathological examination revealed widespread mucin ac-
cumulation with alcian and colloidal iron stains in the papillary 
and reticular dermis (Figure 3). Granulomas were not observed 
with CD68 staining, and no accumulation with amyloid staining 
was observed. The final diagnosis was cutaneous mucinosis. 

The department of hematology was consulted for research on 
monoclonal gammopathy. The patient’s protein electrophoresis 
and bone marrow biopsy were normal. Monoclonal gammopa-
thy was not detected. Systematic treatment [such as melphalan, 
thalidomide, cyclophosphamide, intravenous immunoglobulin 
(IVIG), and interferon alpha administration; autologous stem 
cell transplantation and plasmapheresis] was not planned by 
hematology. Thyroid levels were normal, and the patient was 
HIV- and HCV-negative.

The patient was treated with oral hydroxychloroquine 200 mg 
twice daily and topical pimecrolimus cream. The patient is still be-
ing followed up at our clinic. Informed consent was obtained from 
the patient for the publication of this case report and images.

DISCUSSION
Scleromyxedema is also known as generalized lichen myxedem-
atosus (LM). LM is an idiopathic, cutaneous mucinosis with two 
clinicopathologic subtypes (1). There is the generalized papular 
and sclerodermoid form, more frequently termed scleromyxede-
ma, and the localized papular form (1). The localized papular form 
has four variants: a discrete papular form, an acral persistent 
form, a nodular form, and a papular mucinosis of infancy (2). It 
is important to distinguish between localized and generalized 
shapes because the management and prognosis of each differ. 
Unlike LM, scleromyxedema is associated with sclerosis, para-
proteinemia, thyroid disease, or other systemic involvement (1). 

The first differential diagnosis for scleromyxedema is scleroder-
ma (3). In particular, the presence of papules in linear arrays is 
a helpful practical indicator in the differentiation of scleromyx-
edema. Furthermore, papules not available in scleroderma are 
disjunctive in scleromyxedema (4). Scleromyxedema differs 
from other skin mucinoses in terms of four diagnostic findings: 
generalized papular and sclerodermoid eruption, dermal mu-
cin accumulation with fibroblast proliferation and fibrosis, and 
monoclonal gammopathy without thyroid disease (5). Systemic 
mucin deposition may include systemic involvement, monoclo-
nal gammopathy or paraproteinemia have been detected in the 
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FIGURE 2. Characteristic lion face appearance .

FIGURE 1. Papular lesions on the entire body, including the face; 
these lesions were particularly prevalent on the arms and nape of 
the patient.

FIGURE 3. Histopathological examination revealed widespread 
mucin accumulation with alcian and colloidal iron stains in the pap-
illary and reticular dermis .



large majority (83.2%) of scleromyxedema cases. Of note, 10% of 
scleromyxedema cases can develop into multiple myeloma (6). 
In our case, there was no evidence of any systemic scans. 

Scleromyxedema most commonly involves the hand, forearm, 
head and neck region, the upper part of the torso, and hips; skin 
thickening in the face can cause a typical lion face appearance (7). 
In our case, the areas of involvement were similar to those reported 
in the literature, and a lion face appearance was observed. 

In scleromyxedema, widespread mucin accumulation in the upper 
and middle reticular dermis and an increase in collagen accumu-
lation are histopathologic determinants (8). Similar histopatho-
logical findings were observed in our case. Our patient was clin-
ically and histopathologically diagnosed with scleromyxedema.

No certain treatment exists for cutaneous mucinosis. Numerous 
treatments have been suggested in case reports, particularly 
for the generalized type. However, scleromyxedema treatment 
does not usually have a good result. Several treatment options, 
such as melphalan, IVIG, systemic steroids, oral retinoid, thalid-
omide, cyclophosphamide, cyclosporine, and methotrexate ad-
ministration; psoralen and ultraviolet A radiation; plasmaphere-
sis; autologous stem cell transplantation; electron radiotherapy; 
and extracorporal photopheresis, have been described in the 
literature (9). However, in the literature, there is only one case 
report of hydroxychloroquine treatment in which a series of four 
cases achieved successful results with the treatment (10). In our 
case, hydroxychloroquine was utilized as treatment because of 
its noticed effectiveness in other cutaneous mucinosis cases.

In conclusion, we present the case of a patient with scleromyx-
edema without concomitant monoclonal gammopathy and 
draw attention to hydroxychloroquine treatment.
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