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Pigmented purpura and cutaneous vascular occlusion syndromes*
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INTRODUCTION

-

siology, and other characteristics (Table 1).

-

livedo reticularis and livedo racemosa. These conditions 

have a similar morphological appearance, characterized as viola-

in pathophysiology (Chart 1).

The clinical course varies according to the etiology. Macular 

-

1 

-

matory cells and immune complex deposits that lead to vascular 

occlusion.1

diagnoses and their physiopathogenic mechanisms to provide a bet-
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TABLE 1

Size Morphology Characteristics

Livedo reticularis

Livedo racemosa

Source: Piette WW, 2012.1

Source: Wysong A, et al, 2011.

CHART 1: Livedo reticularis, livedo racemosa -

ra characteristics

Pathophysiology Topography

Livedo reticularis

Livedo racemosa
due to mechanical 
obstruction.

extremities

Purpura and necro-
sis due to venous 
occlusion.

Variable 



FIGURE 1: Purpura: diagnostic algorithm
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pigmented purpuras and some cutaneous vascular occlusion syn-

purpuric dermatosis, purpura simplex, and capillaritis, among oth-

-

-
1-4 

-

cult to establish in practice and do not appear to have therapeutic or 

prognostic implications.3,4 

-

-

hyperactive substances such as textiles, colorants, and alcohol.2,3 -

4

-

-

 Some 

variants predominate in children and young adults.

believed to be due to a cutaneous hypersensitivity reaction that 

extravasation and hemosiderin deposits noted on biopsy.  The 

-

and cellular immunity.2,3 

Pigmented purpuras present as petechiae or pigmented ma-
1-4 These lesions can be generalized, 
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Purpura
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disorder
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Crioaglutination

(immunosupressed 
patients, pyoderma 
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etc.)

Connective tissue 
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Drugs

Gardner-Diamond 
syndrome 

(psychogenic)
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Purpura 
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Marantic 
endocarditis

Procoagulant 
dilution

Mondor disease

Drugs

Factor v and  
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clopidogrel, ab-

antibiotics, 
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Emergency Other Congenital 
Small, medium 
and larg vessel
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intravascular 
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myxoma)

Coagulation 
disorder

Pigmented 
purpura
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Asprted entities

No
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syndromes
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Source: Díaz Molina VL et al. 2 et al., 2004 3; Allevato MA, 2007 4 et al., 2013 , and Hoesly FJ et al,  7

CHART 2

Topography Histology

as “Cayenne pepper grains”
(pretibial)

hemosiderin deposit

Purpura annularis telangiec-

Legs, thighs, 
trunk, and occa-
sionally arms

Lichen aureus
lichenoid papules

Same characteristics as lichenoid 
band-like dermal lymphocyte 

Linear capillaritis 
pattern

Same as other pigmented purpuras

Schamberg’s purpura 

-

2 The condition typ-

ically involves the pretibial region and extends proximally, sparing 
3

2,3 The lesions 

tend to be asymptomatic but are sometimes mildly pruritic.3

Eczematid-like Purpura of Doucas and Katepanakis

Eczematid-like purpura or itching purpura is described as 

 The 

-

-

sion.

to textiles.3,4 

Purpura annularis telangiectodes of Majocchi

This condition is characterized by symmetric lesions, pre-

to the buttocks.3 -
2 and clear center3 that can 

become atrophic.7

is important to take this into account.4 The etiology is unclear, but 

2,4

4,7 The lesions typically display a chronic 
2,4

Gougerot and Blum’s disease

2 The condition 

-

and thighs), trunk, and occasionally arms.2, 4,8 When single, a lesion 
2,4

2,4 

Lichen aureus

its golden color.3

-

ties.2-4

20 years.4

venous stasis.4 -

capillaritis but characteristically presents a band-like lymphocyte 
4

Linear capillaritis 

Linear capillaritis, or pigmented purpuric dermatosis, looks 

-
2 

Diagnosis, treatment, and prognosis 

Diagnosis is clinical. Pigmented purpuras typically exhib-

2

-

pathology, pigmented purpuras exhibit a perivascular lymphocytic 

-
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13,17

13 

Treatment is based on discontinuing heparin and using an 

-

 Alternative heparin is reserved 
12 Wound care, pain 

 

-

orders

-

11 Polycythemia vera and essential thrombocytopenia are the 
11 These conditions can present 

hematomas, erythromelalgia, livedo reticularis -

non, leg ulcers, gangrene, and thrombophlebitis.  The molecular 

-

11

20 -

hibit increased morbidity due to greater thrombotic or hemorrhagic 

to the general population.21 Treatment is oriented by age and cardio-

-
21 

Purpura due to cryoagglutination or cryogelling disorders 

Cryoagglutination disorders include cryoglobulinemias, 
11 These syndromes are 

-

-

sponding to cryoglobulinemias.22,23

-

tinin antibodies promote erythrocyte agglutination at cold tempera-

tures, causing vascular occlusion.11 

Cryoglobulinemias can be categorized into 3 types accor-
22,23 Type 1 is vascular oc-

23 

-

mixed cryoglobulinemia.22 The pathogenic mechanism is based on 

-

-

seases.23,24

-

mosiderin deposits. 

-

cus on avoiding triggers. Some treatments, such as topical steroids, 

 Ste-

roid-sparing drugs such as cyclosporine and other immunomodu-
7 Pa-

2,3,4,7 These le-
2 

-

-

-
11 

-

conditions and orienting diagnosis.11 

Disorders based on platelet aggregation

Heparin necrosis is a clinical and pathological entity that re-
11-13

late hypersensitive reaction months later.11,12 Lesions typically begin 

-
11,12 -

14 

-

 The 

consumption leading to microvascular occlusion;11-13 2) Arthus-type 

12 

-

-

-

ter heparin exposure.13
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FIGURE 2: Ecthyma gangrenosum-like
old immunosuppressed patient

or vascular occlusion due to protein precipitation. These conditions 

and livedo reticularis.11,22,23

loss.22 Skin ulcers and necrosis are more common in type 1 cryoglob-

ulinemia than in types 2 or 3.  Diagnosis is made by clinical suspi-

-

matory thrombosis.

Prognosis is poor due to skin severity and the associated 

hematological disorders.22

their comorbidities, pathological mechanism, and disease severi-

ty.22,23 The most important measure is to avoid exposure to cold. Cor-

ticosteroids, cyclophosphamide, or biologics, and plasma exchange 
22,23,24 

Vascular occlusion due to microorganisms 

These syndromes cause vascular occlusion due to microor-

-

Ecthyma gangrenosum is characterized by red to purple 

27,28 Bacterial 

-

mities. -
27

ecthyma gangrenosum are due to Pseudomonas aeruginosa

ecthyma gan-

grenosum-like”.  A compromised immune system is not an obliga-

 

biopsy.28 -

tia and perivascular areas. 11 

Latapi, is a type 2 reaction that corresponds to a necrotizing vas-
30

30,31

30,31 The lesions begin as purpuric macules 

surrounded by erythema that progress to bullae that necrotize.31 

present.30 

-

-

 These patients have a poor 

mortality.28

should be administered until a response is observed.30 Alternatively, 

monthly tapering.31 

Purpura due to embolization disorders 

This condition is called “blue toe syndrome”. The disorder 

-

et al, 201422 and Ghetie D, et al,  23

CHART 3

Type I Type II Type III

Antibody type
positive

Vascular occlusive 
mechanism

Hyperviscosity

Comorbidities Hematological neoplasm (Type B lym-
-

myeloma, monoclonal gammopathy) 

-
mune diseases syndrome, SLE, rheumatoid ar-

thritis), hepatitis C, idiopathic. 



FIGURE 3: A  B- Disseminated ecchymotic purpura in a male 
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11,32 Cholesterol embolisms are caused by 

-

11,33 -
32

livedo reticularis

11,32,34 Skin 

33 Skin biopsies reveal intravascular 

-
11,32 The condition 

to cardiac and renal complications.34

-

lation, and bypass or endarterectomy in special cases.11

systemic steroids is controversial.32,33 

Systemic coagulopathies 

This condition is due to abnormal -

hypercoagulable state in 24 to 48 hours.  The condition mostly 

-

that turns purplish and necrotic.11 Diagnosis is made by clinical sus-

-

cular coagulation, purpura fulminans, cellulitis, and calciphylaxis.37 

dermal blood vessels.11

are also provided.

Purpura fulminans is a term used to describe any clinical 

-

tations have been described.38

-

-

ting as distal symmetric gangrene (Figure 3).  The lesions begin 

-

ted halo evolving into bullae that turn hemorrhagic and necrotic.  

11 Blood tests are con-
11,38 Skin biopsy 

-

trate. -

11,38 

Antiphospholipid antibody syndrome (APS) causes cutane-

ous or systemic vessel occlusion due to anticardiolipin antibodies 

and circulating antiphospholipids that damage endothelial cells 

-

mal procoagulant protection, leading to thrombosis.11 The condition 

-

sions, including livedo reticularis and gangrene. A rare catastrophic 
11,40 The 

11 

-

lupus anticoagulant and Venereal Disease Research Laboratory tests 
11,40 -

41 Treatment 

is based on clinical history and patient risk. Anticoagulation and 

globulin, and plasma are administered in high-risk patients.40,42 

Others: Calciphylaxis 

-

occlusion.43

livedo reti-

cularis

4).44

 Treatment should be aggressive 

A B
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-

dectomy.11,43,44

43,44 The diagnosis car-

ries a poor prognosis.

CONCLUSION

-

-

purpura. 

FIGURE 4: -
laxis

-

thyroid hormone levels. Treatment is based on phosphate binders, a 

43 Other treatments include intravenous so-
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