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Solitary mastocytoma of the eyelid
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Mastocytosis is a heterogeneous group of diseases characterized by
the proliferation and abnormal infiltration of mast cells in tissue.
These collections of mast cells are called mastocytomas. Solitary
mastocytomas are cutaneous lesions, most commonly involving
the extremities and trunk. Rubbing a cutaneous mastocytoma lesion
leads to the release of histamine and other chemical mediators
causing the lesion to become elevated and urticarial, similar to
an allergic reaction. We describe a rare location of a presumed sol-
itary mastocytoma of the lower eyelid in a young otherwise healthy
child.

Case Report

2-month-old boy presented to Cohen’s Children’s

Medical Center emergency room with a 2-week

history of yellowish crusting and occasional swell-
ing of his left lower eyelid. His parents denied any other
symptoms, including fever, anorexia, conjunctival injec-
tion, and mucous discharge. He was born at full term and
was otherwise healthy, on no medications, and had no
known allergies. There was no history of trauma or insect
bites.

Ophthalmologic examination was entirely normal, with
the exception of the external examination. The patient
manifested a solitary lesion inferior to the lid margin of
the left lower eyelid, measuring 3 mm x 7 mm. The lesion
was slightly elevated, nonhyperemic, nontender, mildly
keratotic, and yellow in color (Figure 1). After manipula-
tion, the lesion became acutely edematous and mildly ery-
thematous, and was associated with facial flushing as well
(Figure 2).

The patient was discharged on oral antibiotics for
possible preseptal cellulitis. Two days later he was seen
by the Pediatric Ophthalmology service and the diagnosis
was unclear. A consult from the Pediatric Dermatology
service was requested. The patient was examined by two
pediatric dermatologists, both of whom, after review of
the patient’s clinical presentation of a yellowish elevated
lesion becoming edematous and swollen with manipulation
associated with facial flushing, diagnosed the lesion as
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FIG 1. Patient before any manipulation of the eyelid displaying an
elevated 3 mm x 7 mm crusted yellow left lower eyelid lesion tempo-
rally. Very minimal edema is noted before any manipulation.

a solitary mastocytoma of the eyelid. No treatment was
offered because solitary mastocytomas usually resolve
without any need for treatment within the first few years
of life.'”* The child was seen by pediatric ophthal-
mologist again at 15 months of age with the lesion stable
in appearance (Figure 3). The lesion still became
swollen and elevated with manipulation, although it was
less pronounced than it was when he was an infant

(Figure 4).
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FIG 2. Patient’s left lower eyelid lesion shown after rubbing and
manipulation. Lesion now displays significant edema and erythema
with associated facial flushing, consistent with positive Darier’s sign.
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FIG 3. Patient’s left lower eyelid at 15 months of age showing
a3 mm x 7 mm yellow lower eyelid lesion temporally.

FIG 4. After manipulation, the left lower eyelid lesion once again illus-
trates significant edema and erythema (a positive Darier's sign),
although not as marked as when he was an infant.

Discussion

Mastocytosis is a heterogeneous group of diseases charac-
terized by the proliferation and abnormal infiltration of
mast cells in tissue; the cause remains unknown. Mastocy-
tosis occurs as both systemic and cutaneous disease. Sys-
temic mastocytosis, rare in children, involves one or
more extracutaneous organs, most commonly the bone
marrow, with or without skin infiltration.! Cutaneous mas-
tocytosis is limited to the skin and is usually benign.’ Tt is
typicallgf a disease of childhood, with a slight male predom-
inance.” Studies have shown that approximately 85% of
cases are diagnosed between birth and 2 years of age.™’
Three types of cutaneous mastocytosis occur in children:
solitary mastocytoma, urticaria pigmentosa, and diffuse
cutaneous mastocytosis.

Solitary mastocytoma, also known as a mast cell nevus, is
a rare, benign dermal tumor that accounts for 10% to 15%

of all cases of cutaneous mastocytosis in children.! The
lesion can measure up to 4 cm in diameter and appears as
a reddish-brown macule, papule, plaque, or tumor.! The
diagnosis is made by clinical appearance and a positive
Darier’s sign, described as the change observed after the
skin lesion is either rubbed or manipulated causing subse-
quent skin edema and erythema.” This is because of the
degranulation of the mast cells and release of chemical
mediators, such as histamine, leading to the clinical change
seen.” The release of these mediators may also be associ-
ated with common symptoms such as flushing and pruri-
tis.” Solitary mastocytoma may also be confirmed
histologically by illustrating an abundance of mast cells
or mast cell hyperplasia within the lesion.®” Although the
diagnosis is usually made clinically, biopsy may be
indicated for lesions that are clinically inconsistent with
the diagnosis.

The eyelid is an extremely rare location for a presumed
cutaneous solitary mastocytoma; nevertheless, solitary
mastocytoma should be included in the differential diagno-
sis of acquired eyelid lesions in children. To our knowl-
edge, solitary mastocytoma of the eyelid has been
reported only once before.'”

Literature Search

PubMed was last searched on June 8, 2013, without date or
language restriction, using the terms eyelid and eye in
combination with each of the following keywords: mastocy-
torma, mast cell mevus, urticaria pigmentosa, mastocytosis, and
cutaneos.

References

1. Briley LD, Phillips CM. Cutaneous mastocytosis: a review focusing
on the pediatric population. Clin Pediatr (Phila) 2008;47:757-61.

2. Lange M, Nedoszytko B, Gérska A, Zawrocki A, Sobjanek M,
Kozlowski D. Mastocytosis in children and adults: clinical disease
heterogeneity. Arch Med Sci 2012;8:533-41.

3. Pardanani A. Systemic mastocytosis: disease overview, pathogenesis,
and treatment. Hematol Oncol Clin North Am 2012;26:1117-28.

4. Ben-Amitai D, Metzker A, Cohen HA. Pediatric cutaneous mastocy-
tosis: a review of 180 patients. Isr Med Assoc J 2005;7:320-22.

5. Akoglu G, Erkin G, Cakir B, et al. Cutaneous mastocytosis: demo-
graphic aspects and clinical features of 55 patients. ] Eur Acad Derma-
tol Venereol 2006;20:969-73.

6. Valent P, Horny HP, Escribano L, et al. Diagnostic criteria and classifi-
cation of mastocytosis: a consensus proposal. Leuk Res 2001;25:603-25.

7. Longley J, Duffy TP, Kohn S. The mast cell and mast cell disease. J
Am Acad Dermatol 1995;32:545-61.

8. Kacker A, Huo J, Huang R, Hoda RS. Solitary mastocytoma in an in-
fant—case report with review of literature. Int J Pediatr Otorhinolar-
yngol 2000;52:93-5.

9. Conrad H, Gausche-Hill M, Burbulys D. A 6-month-old with total
body flushing and a macular-papular lesion. Pediatr Emerg Care
2007;23:321-3.

10. Scheck O, Horny HP, Ruck P, Schmelzie R. Solitary mastocytoma of
the eyelid: a case report with special reference to the immunocytology
of human tissue mast cells, and a review of the literature. Virchows
Arch A Pathol Anat Histopathol 1987;412:31-6.

Journal of AAPOS


http://refhub.elsevier.com/S1091-8531(13)00186-9/sref1
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref1
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref2
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref2
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref2
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref2
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref3
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref3
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref4
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref4
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref5
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref5
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref5
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref6
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref6
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref7
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref7
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref8
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref8
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref8
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref9
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref9
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref9
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref10
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref10
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref10
http://refhub.elsevier.com/S1091-8531(13)00186-9/sref10

	Solitary mastocytoma of the eyelid
	Case Report
	Discussion
	Literature Search
	References


