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Abstract

Objective: To report a case of a schwannoma of nasopalpe-
bral location, occurring in a human immunodeficiency virus
(HIV)-positive patient. Clinical Presentation and Interven-
tion: A 55-year-old man presented with a nasopalpebral
painless tumefaction, pneumopathy and HIV-related immu-
nodepression after stopping combination antiretroviral
therapy. Magnetic resonance imaging showed subcutane-
ous masses, with contrast enhancement of the left nose pyr-
amid, internal cantus and inferior palpebral area, suspicious
of Kaposi sarcoma. The resected specimen showed schwan-
noma histology, with tumor cells expressing S100 protein
and WT1. Conclusion: The features of a rare case of facial
schwannoma of nasopalpebral location in an HIV-positive
patient are reported. The diagnosis may be difficult before
microscopic examination, with imaging features suggesting
a Kaposi sarcoma. ©2015 S. Karger AG, Basel

Introduction

Schwannomas may occur in human immunodeficien-
cy virus (HIV)-positive patients, although rarely. Two
cases have been reported to the best our knowledge: one
located in the retromandibular upper neck occurred in a
38-year-old woman (without AIDS treatment) and the
other occurred in a child [1, 2]. Bunn and van Heerden
[3] in their review of 2012 did not encounter any such
case in the head and neck areas. Here we report a case in
which a facial schwannoma of palpebral and nasal loca-
tion occurred in an HIV-positive patient.

Case Report

A 55-year-old man presented with bilateral pneumopathy that
occurred 6 months after he stopped combination antiretroviral
therapy for HIV infection (diagnosed 4 years before). The patient
showed immunodepression (CD4 lymphocytes at 73 cells/pl). The
patient also showed a nasopalpebral painless tumefaction of recent
increase in size after slow growth. The patient’s history revealed
left facial paralysis due to a stroke (8 years previously), diabetes,
overweight, hypercholesterolemia and arterial hypertension (diag-
nosed 4 years previously). Magnetic resonance imaging showed a
subcutaneous mass of the left nose pyramid associated with small-
er nodules of the internal cantus and palpebral area (inferior;
fig. 1). The lesions were heterogeneous, showing a strong contrast
enhancement after gadolinium injection, suggestive of a Kaposi
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sarcoma. A surgical excision biopsy was done. The palpebral lesion
measured 1.2 cm and the nasal lesion consisted of 2 lobes of 1.5
and 3.0 cm. The histological features (the specimens were analyzed
entirely) were those of schwannoma (fig. 2). A capsule surrounded
the tumor nodules. Intratumor vessels were numerous. The major-
ity were small-sized and arranged either isolated (with frequent
hyaline change) or grouped as small aggregates. Several reactive
lymphocytic foci were observed comprising both CD4 and CD8 T
lymphocytes. Tumor cells expressed the S100 protein diffusely and
cytoplasmic WT1 focally. They did not express smooth-muscle ac-
tin, CD34, CD117 or HHVS. Intratumor CD68-positive macro-
phages were observed in the subendothelial vessel wall and in small
sheets. Tumor cells also expressed CD68 focally. Postoperatively,
the patient restarted treatment (combination antiretroviral thera-
py with atazanavir, ritonavir, tenofovir disoproxil/emtricitabine
and trimethoprim/co-trimoxazole). Seven months afterwards the
CD4 T lymphocytes were at 354 cells/mm?® and HIV copies were
undetectable.

Discussion

Schwannomas rarely occur in HIV-positive patients
[1, 2]. The clinical consequences of palpebral tumors
might be more life threatening than those of the nasal

Fig. 2. a The tumor consisted of a spindle
cell proliferation with Antoni A and B
zones. HE stain. b Numerous intratumor
vessels and macrophage aggregates were
observed between tumor cells or subendo-
thelially (arrows: b HE stain and inset
CD68 immunohistochemistry, respective-
ly). The tumor cells expressed S100 and
WTI proteins (immunohistochemistry: ¢
and d, respectively). Intratumor CD4 and
CD8 T lymphocytes were seen in similar
proportions (immunohistochemistry: e
and f, respectively). Original magnification
x10 (a, b, e, f), x20 (¢, d), x40 (inset in b).

Nasopalpebral Schwannomas and HIV

Fig. 1. Axial T1 magnetic resonance imaging (without and with
gadolinium injection) showed the nasal and palpebral (inferior)
tumors (arrows) with strong contrast enhancement.
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ones. Palpebral schwannomas are rare, with less than 20
cases being reported to date to our knowledge [4]. They
are more frequently less than 10 mm in size [4]. In the
case we present, there was no cystic change as previously
reported [4] but rare macrophages arranged in sheets or
subendothelially. Several factors such as dyslipidemia or
injected contrast substance, as noted in the present case,
could have contributed to the development of this mor-
phological peculiarity in schwannomas. Although not as-
sociated with the lymphocytic reactive foci (tumor-infil-
trating lymphocytes), the presence of the macrophages
may reflect HIV-related changes. Interestingly, the intra-
tumor reactive lymphocyte infiltrate consisted of quasi-
similar numbers of tumor-infiltrating CD4 and CD8 T
lymphocytes, although the patient showed low blood
CD4 T lymphocytes. This is consistent with previous re-
ports on ovarian serous cystadenocarcinoma, showing no
statistically significant differences between intratumor
proportions of CD4 and CD8 lymphocytes in HIV-posi-
tive and HIV-negative patients, while these differences
are statistically significant for serum CD4 and CD8 T
lymphocytes [5].

The presurgical diagnosis of schwannomas in HIV-
positive patients may be difficult. For instance, in the
present case the imaging diagnosis was that of Kaposi sar-
coma, a tumor which is more frequent in HIV-positive
patients. The cytological diagnosis may be difficult as
well, rather suggestive of other more frequent lesions
such as granulomas, although rarely biopsied in facial lo-
cations [6]. Repeated biopsies and finally surgical explo-
ration may be required [1]. Lack of CD34 expression may
be helpful in the differential diagnosis with eyelid solitary
fibrous tumors [7]. The CD68 immunohistochemical
staining may be misleading since it is positive in both
granulomatous and schwannoma cells. Moreover, CD68
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and S100 protein expression is observed in eyelid Rosai-
Dorfman disease [8]. Therefore, WT1 immunohisto-
chemical positivity as observed in the present case might
be a useful diagnostic tool. Schwannomas express WT1,
differentiating them from fibroblastic meningiomas,
when intracranial [9]. However, the WT1 involvement in
schwannoma pathogenesis in the specific situation of
HIV-positive patients might be more complex than that
of transcriptional activation suggested for the develop-
ment of cranial schwannomas. Of note is the observation
that INI1 reintroduced to MON and STA-WTT cells sig-
nificantly enhance HIV-1 particle production; those pro-
duced in STAT-WT]1 cells not being reduced for infection
as those in MON cells and, INI1 being present in virions
produced from STA-WTI (and not from MON cells)
[10].

Conclusion

The morphological and imaging features of a rare case
of facial schwannoma of palpebral and nasal location oc-
curring in a HIV-positive patient were reported. The di-
agnosis was made only after histological examination, the
imaging features suggesting the more frequently encoun-
tered Kaposi sarcoma.
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