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The Eyes Never Lie: A Rare Cutaneous Manifestation
of Hematological Malignancy

Os Olhos Nao Mentem: Uma Manifestagao Cutanea
Rara de Neoplasia Hematolégica
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A 92-year-old female patient was referred to our Derma-
tology department for symmetrical yellow plaques around
the eyes, which were asymptomatic but had grown for over
a decade (Fig. 1A). Her medical history was relevant for
monoclonal gammopathy of undetermined significance,
diagnosed approximately a decade before the cutaneous
eruption first developed. A skin biopsy was performed that
showed numerous foamy histiocytes occupying the dermis,
as well as giant multinucleated Touton cells (Fig. 1B). This is
consistent with the diagnosis of xanthogranuloma necrobio-
ticum (NXG), a non-Langerhans cell histiocytosis, belong-
ing to the mucocutaneous group. It manifests as yellowish
indurated plaques or nodules (that can ulcerate), usually
around the eyes, although they can also arise on the torso
and limbs. It is notably associated with underlying systemic
disorders, especially monoclonal gammopathies (up to 80%
of cases).” Clinically, NXG should be distinguished from
xanthelasma, which presents as multiple soft, flat, yellow
papules and plaques, symmetrically located on the medial
eyelids of adults, which differ from the bigger confluent le-
sions of NXG. The characteristic yellow colour of NXG oc-
curs due to cholesterol deposition in macrophages, as a
result of a complex interaction between immunoglobulins
and lipoproteins.® The histopathological features of NXG in-
clude foamy macrophages, multinucleated giant cells (Tou-
ton cells) and necrobiotic collagen degeneration (the latter
two features are absent in xanthelasma).*® The diagnosis
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of NXG requires two major criteria: 1) yellow/orange cuta-
neous papules, plaques or nodules; 2) suggestive histopa-
thology and one of two minor criteria; 3) paraproteinemia/
lymphoproliferative disease; 4) periorbital distribution of le-
sions — all four are present in our case.’
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Figure 1 — Assymptomatic yellow plaques on the peri-orbital area (A). Foamy histiocytes occupying the dermis, as well as giant multinucle-

ated Touton cells (B).
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