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INTRODUCTION

-

1

unclear, although there are diverse proposed physiopathogenic me-

This article describes lichen myxedematosus (LM), a cuta-

et al. includes a generalized papular and 

-

vement.2

History

1954,3 -

in 1908 Dubreuilh had previously described an identical dermatosis 

: sclerodermie. Later 
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and prognosis.
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REVIEW

-

4

-

therapeutic response.5

6 In vi-

tro

-

verity. Moreover, tissue mucin deposition in autopsies does not cor-
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et al. distin-

-

rent diagnostic criteria: generalized LM (scleromyxedema), a locali-

5

-

-

guished: (a) discrete papular LM; (b) acral persistent papular mu-

-

nemia, systemic involvement, or thyroid disease (Figure 1).

5

et al. -

-

ment; G2 (moderate), extensive pure cutaneous involvement; or G3 

(severe), limited or extensive cutaneous involvement plus systemic 
8

Scleromyxedema

-

- -

9 Papules are commonly ar-

10

-

11,12 

surrounded by an elevated rim on extensor proximal phalangeal 

-

ning in chronic scleromyxedema can result in diminished articular 

dysesthesia are also common complaints.10,11

 and systemic involvement such as neurological, rheumatoid, 

cardiac, pulmonary, gastrointestinal, hematologic, and ocular mani-

Neurological involvement in scleromyxedema 

-

peripheral neuropathy observed in scleromyxedema.13,14 Mucin depo-

these. Peripheral neuropathy in scleromyxedema remains unclear, 

3

Other neurological conditions related to scleromyxedema 

agents.15,16
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FIGURE 1: et al. FIGURE 2: Papules arranged in a linear array



but monoclonal gamma paraproteinemia and blood hyperviscosity 

-

described in the literature include thalidomide, corticosteroids, and 

melphalan.15,19

Cardiac involvement in scleromyxedema

-
3,11,12

Pulmonary involvement

is dyspnea. Obstructive and restrictive pathologies are the main 

-
11,20,21

Gastrointestinal involvement

11

Musculoskeletal involvement

-

Hematologic involvement

. 

-

21-23

-

-

drome.11

DIAGNOSIS

Besides a thorough patient history and characteristic phy-

-

disease such as an echocardiogram or hepatic ultrasound may be 

necessary.

Localized forms of LM

Discrete papular LM

Discrete papular lichen myxedematosus (DPLM) is a rare 

-

-

ding to dermal mucinosis.24 

-

-
25 

has never been documented. The prognosis is good, although spon-

taneous remission is rare.

Acral persistent papular mucinosis

According to its name, acral persistent papular mucinosis 

-

volvement is absent and spontaneous remission does not occur.5,28

-

5,29

APPM.30 

-

ties.31 
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FIGURE 3: 
-



-

-

32

Nodular LM

Nodular lichen myxedematosus (NLM), is characterized by 

-
33-41

HISTOLOGY

-

collagen is produced.42

When suspecting cutaneous mucinosis by clinical or histo-

1
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FIGURE 4:

upper limb

FIGURE 5:

lichen myxedematosus

FIGURE 6:
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FIGURE 7:
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-

lomucins (glycoproteins), resulting in a blue stain in histopathology. 

Toluidine blue is an acidophilic metachromatic dye that stains acidic 

tissue components attached to glycosaminoglycans in mast cells or 

connective tissue, displaying a purple-to-red color. Colloidal iron 

blue reaction is used to demonstrate iron bound to tissue, revealing 

a deep blue color. Mucin is hyaluronidase sensitive and PAS negati-

ve; additionally, monoclonal antibodies to hyaluronan may also be 

used to detect mucin deposition in the dermis.

-

-

tion. The epidermis may be normal or thinned in chronic lesions, 

1,5

-
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FIGURE 9: A.
B. Colloidal iron stain. 
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TABLE 1: 

Age Topography

DPLM Both, M Adults Proximal limbs, 
reddish 2-5 mm 
papules

CO2, derma-

retinoids, 

APPM 5:1 M:F Middle-aged -
ed 2-5 mm papules

Malignant 
tumors in number

Destructive 
therapies, topi-
cal corticoster-

SPM* Adult 
type + juve-
nile type 

2:1 F:M
+ 4-14 years

*Head, limbs, 

+ nodules, papules, 
edema

* Arthralgias, 
DM + Articular 
pains, joint 
edema

(2 months to 2 
years)

M=F Congenital 9 
months limbs

Grouped, linear, dis-

papules

Familiar -
ed, benign 
course, 
regression in 
some cases

Not needed

NLM
M:F 3:1 Middle-aged 3-20 mm nodules None

corticosteroids

Source: et al. 2016,36 Laura Atzori 2014,  Ko 38 Luo, D 2011,39 Alvarez-Garrido 2014,40 Gomez Sanchez, Maria Encarnacion 2016.41
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and more studies are needed to standardize patterns on RCM in der-
43

TREATMENT

-

-

re presentations such as scleromyxedema must be promptly treated 

-

-

scleromyxedema associated to hematologic malignancies and in-
44 Other chemotherapeutic agents alone or combined have 

-
45

48 

-
36

49 

-

mide had to be interrupted due to neuropathy.22

50,51

-

-

-
45

-

-

-

-
20,52,53,54 -

-

internal organ involvement.55 Serum monoclonal gammopathy does 

-

Bortezomib, a reversible proteasome inhibitor used as an 

56

-

Autologous and allogenic stem cell transplants are both op-

19,58,59

-

approaches can be used in the localized variants, including topi-

cal therapies, destructive modalities, and intralesional steroids.10 

best response by inhibiting TNF-  and TGF-ß, thus reducing the 

35

Destructive modalities including CO
2 

laser, Erbium-YAG 

28

60

FINAL CONSIDERATIONS

-

-
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