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Abstract: The livedoid vasculopathy is an obstructive vascular process of etiology not yet fully known, being pos-
sibly associated with several prothrombotic events. It is clinically characterized by the presence of painful and
recurring purpuric lesions, which usually suffer ulceration and evolve with formation of white atrophic scars usu-
ally located in the lower limbs. Two cases are here reported of painful ulcerated lesions on the lower limbs, in
which the identification of VL enabled the diagnosis of systemic diseases.
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INTRODUCTION

Livedoid vasculopathy (LV) is an obstructive
vascular process of etiology not yet fully known, pos-
sibly associated with several prothrombotic events,
initially described by Millian, in 1929, who designa-
ted it as white atrophy.' In 1967, Bard and Winkelman
reported livedoid vasculopathy in patients with seg-
mental hyalinizing alteration of small dermal vessels.”
For a long time, the term “livedoid vasculitis” was
used as a synonym of the disease, but it is no longer
accepted, for findings compatible with vasculitis are
not present in the histological exam.” Two cases with
painful ulcerated lesions on the lower limbs are repor-
ted, in which the identification of VL enabled the
diagnosis of systemic diseases.

CASE REPORT

Case 1 - Female patient, 27 years old, for seven
years had outbreaks of painful ulcers on the lower
limbs (Figure 1). Case 2 - Female patient, 29 years old,
for four years had intensely painful purpuric lesions,
which evolved with localized ulcerations on legs and
feet (Figure 2). At the physical examination, both pre-
sented ulcers with irregular borders, clean back-
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ground, in different progression stages, some of them
with a white-pearly coloration, in addition to scars on
lower limbs. The histopathological exams of both
cases showed segmental hyaline thickening of vessel
walls, fibrinoid deposits and hyaline thrombi in the
vascular lumen, red blood cell extravasation and dis-
crete inflammatory infiltrate, confirming the LV diag-
nosis (Figure 3). An extensive investigation of autoim-
mune diseases and prothrombotic states was perfor-
med. In case 1, the lipoprotein-a (Lp(a)) was positive
(123mg/dL - reference value <30). In case 2, anticar-
diolipin antibody was positive in two samples with
interval of 12 weeks. This patient also reported pre-
vious history of abortions with less than 10 weeks,
characterizing Antiphospholipid syndrome (APS).
Both cases were prescribed aspirin and pentoxifylline
with complete cicatrization of lesions in case 1. Case 2
was followed-up in conjunction with rheumatology
and prescribed pulse therapy with cyclophosphamide
and oral prednisone in an immunosuppressive dose.
Both patients are in clinical remission, with periodical
ambulatory follow-up, after 12 (case 1) and 18 months
(case 2) since initial diagnosis (Figure 4).
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FIGURE1: Case 1:
Ulcerated
lesions and
atrophic  scars
located on the
dorsum of feet

FIGURE 2: Case 2:
Erythematous-
purpuric lesions
and ulceration
located in medial
and malleolar
region of left foot
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DISCUSSION

LV is clinically characterized by the presence of
painful and recurring purpuric lesions, which usually
suffer ulceration, evolving with formation of whitish
atrophic scars, located on the lower limbs. The disea-
se usually progresses in outbreaks, with periods of
seasonal exacerbation.* Its pathogenesis is not yet
fully understood, however the vaso-occlusive theory
is currently the most widely accepted. Some factors
underlie this theory: the histopathological analysis
with the presence of hyaline thrombi in most cases,
good response to the treatment of prothrombotic sta-
tes and the several reports associated with thrombop-
hilia.>* More rarely, the disease has been associated
with the lipoprotein-a, which is considered an inde-
pendent risk factor for coronary artery disease.”® The
reporting of these cases reinforce this association since
patient 1 presents LV associated to high levels of Lp(a)
and patient 2 was diagnosed with APS from the iden-
tification of LV. The differential diagnosis of LV is
done mainly with cutaneous vasculitides and anticoa-
gulant drugs can be employed for its treatment (war-
farin, heparin, or fibrinolytics) as well as antiplatelet
agents such as acetylsalicylic acid. Vasodilating drugs,
such as pentoxifylline, can still be used. In cases asso-
ciated with autoimmune diseases, immunosuppres-
sants are also used.”’ U

FIGURE 3:
Fibrinoid depo-
sits with hyaline
thickening  of
vessel walls;
extravasation of
red blood cells
and hyaline
thrombi into vas-
cular lumen (HE
200 and 400x)

FIGURE 4:

A (case 1) and B
(case 2): cicatri-
zation of ulcers,
with some atrop-
hic lesions and
residual A
hyperchromia
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