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Vasculite ou vasculopatia livedoide?
Livedoid vasculopathy or vasculitis?”

Mauricio Zanini* Danielle Berting

Claudio Wulkar? Lucialto*
Resumo: Vasculite lived6ide ou atrofia branca nio é uma vasculite verdadeira. Acredita-se ser um dis-
tarbio primario na fibrinélise que estabelece uma vasculopatia oclusiva. Assim, nio sendo uma vas-
culite, a expressio vasculopatia livedoide é preferivel. Essa defini¢do fisiopatoldgica reflete-se em novas
perspectivas terapéuticas.
Palavras-chave: atrofia; patologia; vasculite; vasos sanguineos.
Summary: Livedoid vasculitis or atrophie blanche is not a true vasculitis. It is believed to be a pri-
mary disturbance in fibrinolysis that establishes an occlusive vasculopathy. As it is not a vasculitis,
use of the term 'livedoid vasculopathy' is preferable. Moreover, this physiopathological definition
reflects new therapeutic perspectives.
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COMENTARIO COMMENTARY

Vasculite cuténea de peguenos vasos comporta um
grupo heterogéneo de afecgdes, que pode ser primariamen-
te cuténeo ou fazer parte de um distarbio sistémico, com-
preendendo trés entidades principais, a saber: vasculite leu-
cocitocléstica, vasculite séptica e vasculite liveddide, sendo
esta Ultima a forma menos comum e a menos compreendi-
da’ Esse grupo de vasculite acomete principamente as
vénulas pds-capilares e tem em comum um quadro de vas-
culite cutanea que, de modo caracteristico, se manifesta por
pUrpura pal pavel.?

A vasculite livedoide, afeccdo descrita primeira-
mente por Milian em 1929 como atrofia branca em placas
e segmentar, é doenga de carater crénico que pode resolver-
se em alguns anos ou se perpetuar por toda a vida com
remissdes e agravos. E afecgdo incomum que afeta predo-
minantemente o sexo feminino.*?

O diagndstico é clinico. O quadro inicia-se com
maculas e papul as purpuricas de aspecto contusiforme que
evoluem para Ulceras extremamente dolorosas. Bolhas
hemorragicas podem acompanhar a transi¢céo das méculas
para as Ulceras. Posteriormente, surgem placas cicatriciais
estelares, atrdficas e de coloragdo branco-marfim. As
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Small vessel cutaneous vasculitis consists of a
heterogeneous group of affections. It may be primarily
cutaneous or part of a systemic disturbance. It includes
three main entities, namely: leukocytoclastic vasculitis,
septic vasculitis and livedoid vasculitis. The latter is the
least common form as well as the least understood." This
vasculitis group mainly affects post-capillary small ves-
sels. It has a condition common to cutaneous vasculitis,
which is characteristically manifested as purple and
palpable.’

Livedoid vasculitis, an affection first described by
Milian in 1929 as atrophie blanche, segmental and in
plaques, is a chronic disease that may be resolved within a
few years or persist over one's entire lifetime with remis-
sions and aggravations. It is an uncommon affection pre-
dominantly afflicting females."’

The diagnosis is clinical. The condition begins with
macules and purple papules having a contusiform feature
progressing into very painful ulcers. Hemorrhagic blisters
may accompany the tranmsition of macules into ulcers.
Later, stellar, atrophic and white-marble colored cicatricial
plaques emerge. Lesions predominate on the lower limbs,
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lesbes predominam nos membros inferiores, particular-
mente no terco inferior de pernas e tornozel os, com tendén-
cia a agravamento no verdo, sendo por isso também cha-
mada de vasculite com ulceragdo no verdo. Salienta-se que
essa afecgdo ndo apresenta nenhuma relagéo com o livedo
reticular.*3*

Na descri¢do histopatoldgica classica da vasculite
liveddide é observado deposicdo fibrindide na parede vas-
cular associada com trombo intraluminal e infiltrado infla-
matério misto. O infiltrado inflamatdrio inicial é predomi-
nantemente neutrofilico, enquanto os linfécitos sdo marcan
tes nafase tardia*

A vasculite difere da vasculopatia obstrutiva por
determinar alteragcdes isquémico-trombdticas decorrentes
de um processo imunoldgico-inflamatério primério. Na
vasculopatia obstrutiva, as alteragdes imunolégicas e/ou
inflamatdrias sdo secundarias.™

O conceito, estabelecido ha muitos anos, de que a
vasculite liveddide é uma vasculite verdadeira ndo é mais
aceito por muitos autores. Acredita-se ser um distarbio pri-
maério na fibrindlise, no endotélio dos vasos afetados, que
determina um estado de hipercoagulabilidade local. A pri-
meira alteragdo histopatol 4gica observada na vasculite live-
déide é o deposito de material fibrinoso no Iimen e parede
do vaso. A auséncia as vezes total ou de significante infil-
trado inflamat6rio ou leucocitoclasia contraria a idéia de
vasculite. O complexo imunoldgico, encontrado basica-
mente nas lesdes tardias, consiste num evento secund&rio.
Assim, a vasculite liveddide é uma vasculopatia oclusiva
decorrente de um processo trombético de vasos dérmicos de
pequeno e médio calibres.**® Lefebvre et al. definem avas-
culopatia livedéide como doenca trombdtica que afeta
vasos dérmicos superficiais e profundos, caracterizada
fisiopatol ogicamente pela hialinizagdo da parede vascular,
proliferacdo endotelial, depositos de fibrina e finalmente
formagao de trombos intraluminais.®

A vasculopatia livedéide pode ser distirbio primario
focal ou secundério a um distirbio de coagulagdo, como,
por exemplo, deficiéncia da proteina C e sindrome antifos-
folipidica. **

Dessa forma, com base nos dados expostos, 0s auto-
res propdem o uso da expressdo vasculopatia livedéide e
ndo mais vasculite livedéide. Uma alternativa aceitavel
seria a ja também consagrada denominacdo atrofia branca
de Milian. Entretanto, esses fatos ndo apenas implicam o
anseio de estabelecer um termo mais adequado para essa
afec¢do, como também ressaltam novas implicagdes inves-
tigativas e terapéuticas baseadas nos novos conceitos fisio-
patol 4gicos. a
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particularly on the lower third part of the legs and the
ankles. These lesions tend to become aggravated during
summertime. This is also why the lesions are called vas-
culitis with summer ulceration. It is worth pointed out that
this affection has no relation to reticular livedo.">*

In the classic histopathologic description of livedoid
vasculitis, a fibrinoid deposition may be observed in the
vascular wall in association with intraluminal thrombosis
and mixed inflammatory infiltrate. The initial inflammatory
infiltrate is predominantly neutrophilic, while the lympho-
cytes are more marked in the late phase.’

Vasculitis differs from obstructive vasculopathy
insofar as it determines ischemic-thrombotic alterations
resulting from a primary immunologic-inflammatory
process. In obstructive vasculopathy, immunologic and/or
inflammatory alterations are secondary. *

The concept established many years ago accord-
ing to which livedoid vasculitis would be a true vasculi-
tis is no longer accepted by many authors. It is believed
to be a primary fibrinolytic disturbance in the endotheli-
um of the affected vessels, which determines a state of
local hypercoagulability. The first histopathologic alter-
ation to be observed in livedoid vasculitis is the deposit
of fibrinous material in the blood vessel wall and lumen.
The either total or significant absence of inflammatory
infiltrate or leukocytoclasia counters the idea of vasculi-
tis. The immunologic complex, basically found in late-
onset lesions, consists of a secondary event. As such,
livedoid vasculitis is an occlusive vasculopathy resulting
from a thrombotic process of the small or medium caliber
dermal vessels.**’ Lefebvre et al. define livedoid vasculi-
tis as a thrombotic disease affecting the superficial and
deep dermal vessels. It is physiologically characterized
by hyalinization of the vascular wall, endothelial prolif-
eration, fibrin deposits and, finally, by the formation of
intraluminal thromboses.’

Livedoid vasculopathy may be a primary focal or
secondary disturbance to a coagulation disturbance, such
as, for example, protein C deficiency and antiphospholipid
syndrome.*’

Therefore, based on the data exposed in this paper,
the authors recommend using the term 'livedoid vasculopa-
thy"-and no longer, 'livedoid vasculitis'. An acceptable
alternative would have been Milian's previously baptized
term, 'white atrophy' (atrophie blanche). On the other hand,
not only do these facts imply the wish to establish a more
adequate term by which to refer to the affection; they also
show new investigative and therapeutic implications based
on novel physiopathological concepts. a
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