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ABSTRACT

Anetoderma is a rare skin disease, and its associated risk of thromboembolic events is unknown. 

Anetoderma is characterized by focal injury of elastic fibers in the dermis, clinically expressed by 

atrophic skin lesions. We report the case of a young person with anetoderma, drawing attention 

to the risk of associated thromboembolic peril.
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InTROduCTIOn

Anetoderma is a rare skin disease, frequently misdiagnosed as atrophic scars 
after acne or varicella. The diagnosis is based on the clinical characteristics of 
skin lesions presenting as “atrophic scars” or “footsteps in the snow”, completely 
asymptomatic and disseminated on the trunk and limbs, in variable number. Mi-
croscopic examination of the lesion confirms the focal destruction of elastic fi-
bers. Recent observations however, raised the possibility that anetoderma could 
be a sign of a hypercoagulable state in adults. However, no cases of anetoderma 
have been previously described in young individuals.

CASE REPORT

A teenager, a girl aged 15, sought cosmetic treatment for “varicella scars” spread 
over the trunk, abdomen, and limbs. She was healthy, had no drug treatment, 
did not recall the onset of the skin lesions, and could not admit having varicella. 
She was concerned about the esthetic problem of her skin and was otherwise 
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completely asymptomatic. She has been treated with peels 
for her atrophic “scars”, without any improvement.

On clinical examination, slightly pigmented, depressed, 
round and oval, well delineated, flaccid and herniated le-
sions were observed, in large number and different sizes, 
on the trunk and limbs, mostly on the superior part of 
the body. There was no sign of inflammation within and 
around the lesions (Figure 1).

Meticulous investigations were done, including syphilis, 
human immunodeficiency virus (HIV), varicella and Bor-
relia serology, antinuclear antibodies (ANA), lupus antico-
agulant, and anti-cardiolipin antibodies, all proving to be 
negative or within normal range. Endocrine examination 
excluded autoimmune thyroiditis.

Skin biopsy was performed, and at microscopic exami-
nation focal injury (fragmentation) of elastic fibers in the 
dermis was observed, but no changes within the epider-
mis were associated, and no inflammatory infiltrate was 
detected.

Clinical and pathological aspects were in favor of the di-
agnosis of idiopathic or primary anetoderma. No signs of 
livedo reticularis or acrocyanosis were noted.

The patient and family members were reassured about 
the benign nature of the disease, its unknown cause, evo-
lution, and therapeutic options. Laser therapy was recom-
mended in a specialized unit. Close follow-up and regular 
analysis for a possible thrombotic risk were suggested, al-
though the patient was a child. 

Written informed consent for patient information and 
images to be published was obtained from a legally autho-
rized representative of the patient.

dISCuSSIOn

Antiphospholipid antibody syndrome (APLS) is charac-
terized by the presence of an antiphospholipid antibody 
(APLA) and a thrombotic event (mainly venous thrombo-
sis or miscarriage).1 

There are two types of APLS: primary APLS, also named 
idiopathic, in the absence of any identified medical condi-
tion; and secondary APLS, in cases of autoimmune disor-
ders, infections, malignant disorders, infections, and drug 
intake.

In daily practice, APLAs are searched for in case of 
suspicion of APLS; APLA is a specific antibody anti-cell 
membrane phospholipid. Three APLAs are currently per-
formed: lupus anticoagulant, anticardiolipin antibody, and 
anti-β2-glycoprotein 1 antibody.2 It is of outmost impor-
tance to underline that APLAs should be checked twice, at 
a12-week interval.1

Anetoderma is considered one of the skin markers of 
APLS,2 and patients diagnosed with anetoderma should 
be carefully evaluated and followed-up regardless of the 
number of lesions or type of anetoderma (primary or sec-
ondary). The association of anetoderma and APLAs has 
been recently attested by revealing their presence in all 
nine cases of primary anetoderma.3

Regarding the classification of anetoderma as primary 
or secondary, there are different opinions. One view is 
that primary anetoderma is characterized by lesions local-
ized in areas that appear normal, while secondary aneto-
derma is associated with previous skin lesions such as acne 
or varicella.4 Based on this concept, primary anetoderma 
has been diagnosed in patients with comorbidities such as 
HIV infection or autoimmune disorders (thyroiditis and 
systemic lupus erythematosus).5–7

Another theory considers anetoderma as primary when 
it is associated with connective tissue diseases or APLS 
and anti-thrombin III deficiency, explaining the high risk 
of thromboembolic events.8 In this view, secondary aneto-
derma has been diagnosed in patients suffering from vari-
able other diseases, without knowing exactly if there is a 
coincidence or a causative relation. 

Secondary anetoderma has been linked to infections: 
Lyme borreliosis,9 syphilis,10 HIV infection, leprosy8; 
granuloma annulare, pilomatricoma, Sweet syndrome, 

FIGURE 1. Multiple well delineated, flaccid, and herniated lesions involving the trunk (A, B) and limb (C)
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Stevens-Johnson syndrome, drug intake (penicillamine or 
penicillin), Wilson’s disease; or associated with neoplasia 
(Reed syndrome, cutaneous lymphomas, xanthogranu-
loma).8 Thus, a long list of diseases diagnosed in patients 
with anetoderma has been updated.

For some authors, anetoderma should be considered a 
cutaneous sign of APLS,11 and investigation of coagulation 
anomalies should be a priority, independent the type of 
anetoderma.12

The pathogenesis of anetoderma is still unknown, al-
though many hypotheses have been published. Increased 
phagocytosis of elastic fibers by macrophages could be 
another explanation for the destruction of elastic fibers in 
anetoderma and could support another classification: in-
flammatory and non-inflammatory anetoderma.8

If all patients diagnosed with anetoderma have pro-
thrombotic anomalies, the deterioration of dermal elastic 
fibers could be explained by focal ischemia.13 Other theo-
ries are based on the high level of gelatinases in the ane-
toderma-skin or a similar epitope in the elastic fibers and 
phospholipids (β2-glycoprotein 1), which can explain the 
occurrence of APLS in anetoderma cases.14

COnCluSIOn

Coagulation disorders in patients diagnosed with aneto-
derma, regardless of their age, should be investigated in 
dynamics, as a preventive method of severe thromboem-
bolic complications. 
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