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early diagnosis (often based on the detection of angioker-
atomas) is important, as timely treatment can prevent the
development of serious, irreversible complications. Derma-
tologists can play a key role in this respect.

Enzyme replacement therapy (with agalsidase alpha) is
the only specific treatment available for Fabry disease, and
has been shown to stabilize renal function and reduce left
ventricular hypertrophy.®-1° In our series, treatment did not
improve any of the skin manifestations present before treat-
ment initiation.

In conclusion, the detection of angiokeratomas, regard-
less of their location or distribution, should alert the
dermatologist to a possible diagnosis of Fabry disease and
prompt the performance of relevant tests to confirm or rule
out this serious, treatable disease. Young relatives of newly
diagnosed patients should also be studied, with a particular
focus on symptoms that may have been missed or inter-
preted incorrectly.
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Macular Arteritis: A Pole of the Spectrum
of Cutaneous Polyarteritis Nodosa?”

Arteritis macular: ;en el espectro de la
poliarteritis nudosa cutanea?

To the Editor:

Macular arteritis was first described in 2003 by Fein et al."
Since then, fewer than 15 cases have been reported. The
disease mainly affects women with a mean age of 40 years?
and usually presents as vaguely oval and pigmented macules
on the legs.

Macular arteritis is confirmed by microscopy, which shows
lymphocytic vasculitis selectively affecting the arterioles
at the dermal subcutaneous junction. Macular arteritis is
also known as lymphocytic thrombophilic arteritis because
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of the induction of endothelial swelling, luminal stenosis,
and, occasionally, concentric fibrin deposition.'-3 Labora-
tory analyses reveal antinuclear antibodies in 30% of cases
and anticardiolipin antibodies in up to 60%, although no
apparent correlation with other manifestations of antiphos-
pholid syndrome has been found.?3

We present the case of a 61-year-old woman with no
past history of interest who consulted for slowly progres-
sive pigmented macules with poorly defined borders that
had begun to appear 3 years earlier (Fig. 1). Biopsy revealed
lymphocytic vasculitis selectively affecting the arterioles at
the dermal subcutaneous junction (Fig. 2), with very notice-
able lymphocytic cuffing, marked endothelial swelling, and
narrowing of the vascular lumen, in which concentric fibrin
deposition was visible (Fig. 3). The workup comprised a com-
plete coagulation study, serology for autoimmune diseases,
hepatotropic viruses, human immunodeficiency virus, and
syphilis, erythrocyte sedimentation rate, antineutrophilic
cytoplasmic antibody, and protein electrophoresis, all of
which yielded normal or negative results. These findings
led us to make a diagnosis of macular arteritis. The lesions
stabilized or abated very slightly without treatment during
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Figure 1 Oval, pigmented macules with poorly defined mar-
gins on the anteromedial aspect of the thigh.

the summer months, and no other cutaneous or systemic
manifestations were observed after 1 year of follow-up.
Macular arteritis may be considered a minor form of
antiphospholipid syndrome, although its only aspect in com-
mon with this condition is the occasional slight increase

Figure 2
of the reticular dermis and dermal subcutaneous junction,
with no abnormalities in the superficial dermis or epidermis
(hematoxylin-eosin, original magnification x20).

Prominent lymphocytic cuffs around the arterioles
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Figure 3 Lymphocytic vasculitis with perivascular lympho-
cytic infiltrate, endothelial swelling, luminal stenosis, and a
concentric fibrin structure in the lumen (hematoxylin-eosin,
original magnification x100).

in anticardiolipin antibody titer, since the patient does
not present the characteristic manifestations of throm-
bophilia or underlying thrombotic vasculopathy.® It seems
that increased anticardiolipin antibody titer is associ-
ated with the vascular insult, although it has also been
recorded in 7% of healthy patients and after episodes of
infection.’3

Potentially associated conditions include thrombophilic
and lymphocytic vasculitis with systemic involvement,
such as Degos disease and livedo vasculitis, or Sneddon
syndrome??3; however, none of the reported cases of mac-
ular arteritis involved extracutaneous manifestations, and
the lesions observed in this condition are completely dif-
ferent from the porcelain-like atrophic or livedoid lesions
that are characteristic of the first 2 conditions. The fibrin
ring observed under microscopy seems to be a focal
phenomenon’ and is in no way comparable to the intense
multisystem thrombosis observed in Degos disease and Sned-
don syndrome.

Differentiation of macular arteritis from cutaneous pol-
yarteritis nodosa (PAN) is more complicated. Despite its
name, cutaneous PAN does not include the multisystem
manifestations of classic or microscopic PAN. In addition,
the disease selectively affects the arterioles of the der-
mal subcutaneous junction, as was the case in our patient.?
There are characteristic features that help to differentiate
macular arteritis from cutaneous PAN, namely, the clini-
cal manifestations, with the presence of livedo reticularis,
nodules, and ulceration in PAN. The changes in the micro-
scopic findings over time also appear to differ between
macular arteritis and PAN. The initial infiltrate in PAN
has abundant polymorphonuclear cells, but this changes
to a lymphohistiocytic infiltrate, and there are also dif-
ferences in the sites of the lesions, which are localized
to the vascular bifurcations in PAN, with intense focal
necrosis that can manifest as a rosette pattern with the
formation of microaneurysms. None of these findings have
been reported in macular arteritis.2 However, there have
been cases reported as lymphocytic thrombophilic arteri-
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tis that, despite presenting clinical features (livedo rash)
and histological features (residual nuclear dust together
with a lymphohistiocytic infiltrate and a vascular rosette
pattern) of PAN, were very probably genuine cutaneous
PAN.34

In the case we report, the cutaneous manifestation,
namely, pigmented macules on the thighs, suggests a diag-
nosis of macular arteritis. These lesions are characteristic
of macular arteritis and clearly differ from the habitual
manifestations of PAN. In addition, histopathology in our
patient revealed the absence of an acute phase with abun-
dant polymorphonuclear cells. It is questionable whether
macular arteritis has sufficient defining features to be con-
sidered a separate entity from cutaneous PAN; however,
given our currently limited knowledge of the pathogenic and
immunologic mechanisms underlying these conditions, we
cannot rule out the possibility that macular arteritis is at
one end of the spectrum?® that includes systemic PAN as its
most relevant disease. The range of potential manifesta-
tions is affected by immune complex size, localization to
venous/arterial endothelium, selectivity for skin or other
organs, chemotactic potential for different types of cells,
and persistence of the antigen (eg, drugs, hepatitis B or C
virus, and neoplasms),> as well as the ability to eliminate
it.
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