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Case for diagnosis. Unusual
involvement of asymptomatic
facial papular eruption:
eruptive vellus hair cysts™

Dear Editor,

A 44-year-old female patient presented with a medical his-
tory of asymptomatic skin lesions covering her face and
ears. The lesions had started in puberty with an increas-
ing number since then. She had been treated for acne with
topical retinoids, antibiotics, and oral isotretinoin with no
improvement. Physical examination showed numerous dis-
tinct (1-3mm) smooth skin-colored papules concentrated
on the cheeks and the ears (Fig. 1 A-C). There was no fam-
ily history of similar lesions. A punch biopsy of a papule on
the left cheek was performed. The specimen was submitted
for histopathological examination (Fig. 2).

What’s your diagnosis?

a. Acneiform eruption

* Study conducted at the Italian Hospital of Buenos Aires, Caba,
Argentina.

b. Steatocystoma multiplex
c. Epidermal cysts
d. Eruptive vellus hair cysts

Discussion

After correlating the clinical and histological findings, the
diagnosis of eruptive vellus hair cysts (EVHC) with facial
involvement was established.

EVHC are a rare benign follicular developmental abnor-
mality of the vellus hair follicles that Esterly and Cols
first described in 1977." They are most commonly seen in
children, adolescents, or young adults, affecting different
genders and ethnicities equally. They could be sporadic
or inherited (autosomal dominant). Furthermore, muta-
tions in the gene that encodes keratin 17 have been
described."?

Clinically, EVHC typically are seen as asymptomatic
smooth skin-colored to slightly hyperpigmented follicular
papules of 1-4mm in diameter with a centrally umbilicated
surface usually involving the chest, abdomen, and limbs.**

The facial involvement is uncommon. EVHC has been
described as macular, papular, skin-colored, pink, slate
hyperpigmented, nevus of Ota-like, and even unilateral.
Sites of involvement include the forehead, cheeks, and peri-
orbital areas.? The clinical presentation is often not enough
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Figure 1

(A-C) Numerous distinct (1-3 mm) smooth skin-colored papules concentrated on the cheeks and the ears

Figure 2

Microscopic Findings. Biopsy specimen from the cheek showing a mid-dermal cyst with abundant lamellated keratin and

several vellus hair shafts are present inside the cyst, (A) Hematoxylin & eosin, x10. (B) Hematoxylin & eosin, x40

for a definitive diagnosis, which requires a histopathological
examination.?™

Histologically, they are well-circumscribed cystic lesions
in the mid-dermis and/or superficial dermis. The lining
epithelium of the cyst wall resembles the infundibular or
isthmic portion of the hair follicle and contains two to three
layers of stratified squamous epithelium with focal areas
of the granular layer. The cyst cavity contains a variable
amount of laminated keratin and numerous transversally and
obliquely cut vellus hairs. The cyst wall may be in continu-
ity with an atrophied hair follicle or arrector pili muscle.
Usually, no sebaceous glands are present within the cyst
wall.>*

The most relevant differential diagnosis for this atypi-
cal presentation of EVHC is steatocystoma multiplex, which
shows a very marked clinical overlap and can be dis-
tinguished only by histopathological examination.*> Other
differential diagnoses are acneiform eruptions, milia, and
folliculitis.

Although the spontaneous resolution of eruptive vellus
hair cysts has been reported, treatment of this condition
is often challenging. Therapeutic options include destruc-
tive methods such as dermabrasion, excision, and ablative
lasers. Topical lactic acid, topical and oral retinoids, and

urea creams have also been tried with varying degrees of
success.>”
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Dermatologists might be the
first to suspect hereditary
leiomyomatosis and renal cell
carcinoma syndrome™

Dear Editor,

Multiple cutaneous and uterine leiomyomatosis (OMIM
150800) is a rare, dominant autosomal hereditary disease
in which patients develop multiple cutaneous and uter-
ine leiomyomas. Around 14%-30% of patients also develop
unilateral, solitary, and aggressive renal cell carcinomas
(usually type-2 papillary). Consequently, some authors refer
to this disease as Hereditary Leiomyomatosis and Renal
Cell Carcinoma syndrome (HLRCC)." It is caused by a
germline heterozygous mutation of the gene coding for
fumarase (1gq42-q44), also known as Fumarate Hydratase
(FH)." Patients commonly die within 5 years of diagnosis,?
so early detection is vital. Since cutaneous leiomyomas are
one of the most constant manifestations of this disease, der-
matologists might be the first to suspect it; when they do,
they should facilitate genetic analysis.

The authors recently examined a 35-year-old woman
(with a history of eating disorder (anorexia nervosa) since
she was 13, suicide attempts, convulsive crises, irritable
bowel syndrome, pollen allergy, and bronchial asthma) who
presented with over 20 subcutaneous nodules around her
body, some of which were painful, which she had had from
adolescence with gradual onset.

Exploration revealed the presence of small, elastic nod-
ules and papules with poorly defined borders, covered by
slightly hyperpigmented skin and fibroelastic in consistency
(Fig. 1). Some were painful when palpated. Ultrasound
examination of the nodules in her left arm and thigh
revealed highly vascularised hypoechoic lesions (Fig. 2).

* Study conducted at the Hospital Clinico Universitario San Carlos,
Madrid, Spain.

Excisional biopsy revealed lesions with a poorly defined
border, composed of fascicles of entwined fusiform cells
irregularly distributed within the dermis, sparing the super-
ficial dermis (Fig. 3). HLRCC was suspected, and genetic
analysis confirmed the patient to carry a p.Arg233Cys muta-
tion in the FH gene.

Figure 1 Small and elastic nodules/papules with poorly
defined borders, covered by normal skin located on the shoulder
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Figure 2

Ultrasonography shows a hypoechoic lesion located
in deep dermis (arrow)
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