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Macular arteritis associated with
concurrent HIV and hepatitis B
infections: a case report and evidence
for a disease spectrum association
with cutaneous polyarteritis nodosa

We report the first case of macular arteritis in a 33-year-old Black,
African female with concurrent human immunodeficiency virus
(HIV) and hepatitis B virus (HBV) infections. Of particular
interest in macular arteritis is the striking discordance between
the clinical presentation and the histopathological findings, a fact
that both dermatologists and dermatopathologists should be
aware. Histopathologically, the case showed typical findings of
macular arteritis with a perivascular, predominantly lymphocytic,
infiltrate and intraluminal thrombosis. Both HIV and HBV have
been reported as viral inducers of cutaneous polyarteritis nodosa
(PAN). Their association with macular arteritis in this case
supports existing evidence that macular arteritis and cutaneous
PAN represent a single-disease spectrum of vasculitides, with
macular arteritis representing the chronic, lymphocytic and
indolent stage, and cutaneous PAN the neutrophilic, acute stage
with a risk for systemic progression. Lymphocytic thrombophilic
arteritis (LTA), a third, uncommon disease would be in between
macular arteritis and cutaneous PAN on a spectrum. Features of
this case and other published cases provide strong evidence that
there is a single, mild-to-severe disease spectrum of macular
arteritis-LTA-cutaneous PAN.
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Macular arteritis, also called macular lympho-
cytic arteritis, is a medium-sized vessel lympho-
cytic arteritis. It is characterized by a striking

discordance between the clinical presentation
and the histopathologic findings. Clinically,
macular arteritis presents with hyperpigmented
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macules, and, histopathologically, there is a lym-
phocytic vasculitis associated with endarteritis
obliterans and intraluminal thrombi.1–4

We report the first case of macular arteri-
tis associated with concurrent human immun-
odeficiency virus (HIV) and hepatitis B virus
(HBV) infections. These viruses have been previ-
ously reported as viral inducers of cutaneous pol-
yarteritis nodosa (PAN). Their association with
macular arteritis supports the hypothesis that
macular arteritis and cutaneous PAN represent
a single-disease spectrum of vasculitides; macu-
lar arteritis, representing the chronic, lympho-
cytic and indolent stage, and cutaneous PAN the
neutrophilic, acute stage, with a risk for systemic
progression.5–8 A third uncommon entity, lym-
phocytic thrombophilic arteritis (LTA), would
probably be in between macular arteritis and
cutaneous PAN on a disease spectrum (macular
arteritis-LTA-cutaneous PAN).

Case report
A 33-year-old Black, African female presented
with a 10-year history of hyperpigmented, asymp-
tomatic macules. The lesions initially appeared
on the distal limbs and progressively extended
proximally and onto the trunk. The patient was
HIV-antibody positive, but she was not receiving
any medication because she reportedly had
no immune suppression. HIV-viral particles
remained undetectable. She was hepatitis B
S-antigen and S-antibody positive with normal
liver function. The rest of the clinical history was
unremarkable.

On clinical examination, there were numer-
ous hyperpigmented macules on the lower
limbs, and, to a lesser extent, on the upper
extremities and the trunk (Fig. 1). The mac-
ules were rounded and ill-defined, with some
lesions being slightly infiltrated on palpation.
The macules were also distributed in a race-
mosa (grape-like) pattern (Fig. 2). The patient
carried a diagnosis of post-inflammatory pig-
mentary alteration (PIPA); however, PIPA
was not probably because of the absence of
any prior inflammatory lesions or a history
of topical medication use. Laboratory studies
showed an increased erythrocyte sedimentation
rate (ESR) and positive anticardiolipin and
anti-β2 glycoprotein-1 antibodies. A complete
blood count, hepatic, renal and thyroid func-
tion, antinuclear antibodies, anti-neutrophilic
cytoplasmic antibodies (ANCA), complement
levels, and urine analysis were all normal or
negative.

Fig. 1. Numerous hyperpigmented macules involved the lower
limbs.

Fig. 2. The macules were rounded and ill-defined, with some
lesions being slightly infiltrated on palpation.

A skin biopsy from the right thigh showed
an unremarkable epidermis, and papillary and
superficial reticular dermis. Medium-sized mus-
cular vessels within the deep reticular dermis
near the dermal–subcutaneous junction were
altered. There were perivascular and intramural
lymphocytes (Fig. 3). Scattered plasma cells were
present. Leukocytoclasia was present, and there
were intraluminal thrombi with hyalinized fibrin
rings (lines of Zahn) (Fig. 4). The muscular com-
position of the medium-sized vessel was seen best
with an orcein stain, which revealed an internal
elastic lamina.

The clinical presentation of hyperpigmented
macules associated with the histopathologic find-
ings of a medium-sized vessel lymphocytic arteri-
tis led to a diagnosis of macular arteritis.
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Fig. 3. Altered medium-sized vessels were within the deep
reticular dermis with perivascular and intramural lymphocytes.

Fig. 4. Leukocytoclasia was present, and there were intralumi-
nal thrombi with hyalinized fibrin rings.

Discussion
We report the first case of macular arteritis in
a patient with concurrent HIV and HBV infec-
tion. Since macular arteritis was first described
by Fein et al.4, it has mostly been reported in
African-American and Asian females, usually pre-
senting with ill-defined hyperpigmented mac-
ules with a round-linear and, rarely, a reticulated
morphology.1,4,9

Of note in macular arteritis, the process of con-
centric, luminal fibrin deposition, fibro-intimal
scarring, luminal narrowing, thrombus forma-
tion and endarteritis obliterans does not lead
to either melanin or hemosiderin deposition.
The reason for the clinical hyperpigmentation is,
thus, not explained by the histopathologic find-
ings. The hyperpigmentation is, therefore, prob-
ably the result of reduced flow because of the
destructive vascular process.

The striking discordance between the clini-
cal appearance and the histopathophysiologic
findings remains the hallmark of macular
arteritis.2,5,8 The term ‘macular’ is not an
accurate clinical description when one con-
siders the presence of palpable, inflamed
arteries. Indeed in our case, the lesions were
slightly infiltrated upon palpation. There are
also reports of macular arteritis mimicking
persistent pigmented-purpuric dermatosis
(PPPD),10 including one in a 6-year-old Cau-
casian girl.11 Thus, it is important for clinicians
to have knowledge of macular arteritis and the
clinical–histopathologic discordance in order
to be able to make a definitive diagnosis.

There is clinical support for a macular
arteritis-LTA-cutaneous PAN spectrum, an idea
proposed by some authors, with macular arteritis
representing a subtle, indolent and reparative
form of cutaneous PAN.5–8 In macular arteritis,
clinical findings are limited to hyperpigmented
macules with no systemic involvement. LTA
patients typically develop livedo racemosa with
the cutaneous lesions being more infiltrated and
plaque-like than in macular arteritis. Systemic
symptoms such as arthralgia and myalgia may
also be present in LTA. Cutaneous findings in
macular arteritis and LTA are limited to manifes-
tations linked to the reduced blood flow (hyper-
pigmentation and livedo racemosa), and the
patients lack findings of cutaneous PAN result-
ing from the acute vasculitis with acute vascular
destruction, with painful nodules, palpable pur-
pura and ulceration. In cutaneous PAN, there is
also a risk for developing neuropathy and pro-
gression to systemic disease (<1% of patients).

Cutaneous PAN is associated with immune
complex deposition and an acute, destructive
neutrophilic vasculitis with recurrent flares,
whereas macular arteritis and LTA are chronic
and slowly progressive with a predominantly
lymphocytic infiltrate. We do not know if there
is immune complex deposition at the onset of
LTA and macular arteritis or if an acute form
of cutaneous PAN is sometimes a precursor to
the chronic LTA or macular arteritis phase. Our
patient did not present any flares, and clinical
manifestations were limited to macular arteritis.
Mixed clinical presentations with features of
macular arteritis, LTA and cutaneous PAN have
also been described.5

Laboratory studies provide some support for
a macular arteritis-LTA-cutaneous PAN spec-
trum, but they also show differences among the
disease entities. Serologic markers for inflam-
mation (ESR) are also more prevalent along a
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macular arteritis-LTA-cutaneous PAN spectrum,
but antinuclear antibodies and antiphospho-
lipid antibodies are more frequently detected
in LTA than in macular arteritis and cutaneous
PAN.3,5 P-ANCA may be present in 10–20%
patients with cutaneous PAN, but it is not known
whether P-ANCA is significantly present in mac-
ular arteritis and LTA. Ultimately, understanding
of a macular arteritis, LTA and cutaneous PAN
relationship will depend on a better under-
standing of vascular damage from both immune
complex deposition and a lymphocyte-mediated
mechanism.

Our case shows interesting mixed features,
both clinically and serologically. Whereas
our patient showed the usual positivity of
antiphospolipid antibodies seen in macular
arteritis, the positivity for HIV and HBV have
never been associated with macular arteritis.

Both HIV and HBV, however, have been iden-
tified as probable viral inductors of cutaneous
PAN.12–17 HBV has been reported in associa-
tion with systemic PAN and even linked with a
more aggressive course.18 Perhaps our patient’s
immunocompetence, even with HIV and HBV
infections, caused her to present as macular
arteritis rather than cutaneous or systemic PAN,
thereby producing a chronic, lymphocytic rather
than an acute, neutrophilic arteritis.

Conclusion
We present the first case of macular arteri-
tis associated with concurrent HIV and HBV
infections. This case and published experi-
ence both support the presence of a macular
arteritis-LTA-cutaneous PAN disease spectrum.
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