Groin Eruption in an HIV-Positive Man

Diagnosis: Epidermodysplasia verruciformis
(EDV).

MICROSCOPIC FINDINGS
AND CLINICAL COURSE

Routine hematoxylin-eosin staining of the biopsy speci-
mens revealed slight epidermal acanthosis, hypergranulo-
sis, and hyperkeratosis (Figure 2). There were character-
istic distended keratinocytes with basophilic and finely
vacuolated cytoplasm and coarse keratohyaline granules
(Figure 3). A biopsy specimen from the right side of the
groin was initially interpreted as verruca plana, which was
attributed to sampling error. Two additional biopsy speci-
mens from the groin revealed changes consistent with EDV.
The results of human papillomavirus (HPV) typing by poly-
merase chain reaction and restriction fragment length poly-
morphism analyses were consistent with HPV-8.

DISCUSSION

Epidermodysplasia verruciformis is a widespread erup-
tion that usually begins in childhood and may be sporadic
or inherited through an autosomal recessive pattern.' Skin
manifestations include tinea versicolor-like lesions, red-
brown patches on the trunk and upper extremities, and dis-
seminated verruca plana-like lesions on the hands and fore-
arms.’ Numerous HPV types have been found in EDV skin
lesions.? Importantly, HPV-5 and HPV-8 have been asso-
ciated with an increased risk of malignant transformation
in EDV lesions, reportedly affecting 30% to 60% of pa-
tients.? Ultraviolet irradiation may also contribute to the
risk of squamous cell carcinoma developing in EDV

lesions, as reported cases have occurred most often on sun-
exposed surfaces.'? The tumors of EDV develop slowly and
are locally destructive but have very weak metastatic po-
tential without cocarcinogens, such as ionizing radia-
tion.! The high incidence of cutaneous squamous cell car-
cinoma in patients with EDV has led to recommendations
for frequent cutaneous surveillance in these patients and
appropriate protection against UV irradiation.!

Abnormal cell-mediated immunity has been de-
scribed in patients with EDV,*°® and there is an in-
creased prevalence of EDV-associated cutaneous HPV in-
fection in immunodeficient states. Epidermodysplasia
verruciformis has been reported in association with re-
nal transplantation,” Hodgkin disease,® systemic lupus ery-
thematosus,” and HIV infection.!®!!

Clinically apparent EDV-like skin disease in HIV-positive
patients may be relatively rare, with only a few cases hav-
ingbeen reported in the literature.'*'? In the reported cases,
the lesions resembled those seen in classic EDV, ie, flat wart-
like papules or tinea versicolor-like macules involving the
face, chest, and upper extremities. The site of our patient’s
lesions was unusual; therefore, the initial differential diag-
nosis included psoriasis, seborrheic dermatitis, candidal in-
tertrigo, tinea cruris, tinea corporis, and folliculitis.

In contrast to the high incidence of malignant trans-
formation in more classic EDV lesions, recently re-
ported cases of HIV-related EDV have not developed into
cutaneous carcinomas (Timothy Berger, MD, and Toby
Maurer, MD, e-mail and oral communication, April 1999).
Whether HIV-related EDV carries a different risk for ma-
lignant transformation from the more classic familial form
of EDV remains to be elucidated.

No specific therapy exists for the treatment of EDV.
Systemic and intralesional administration of retinoids and

interferons have provided only partial responses.! Other
potential treatment options include destructive modali-
ties (eg, cryotherapy, cantharidin, podophyllin, trichloro-
acetic acid, and laser ablation), antiviral medications
(eg, topical cidofovir), and local immunomodulation (eg,
imiquimod).
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Chronic Erythematous Desquamative Plaques of the Eyelids

Diagnosis: Discoid lupus erythematosus (DLE)
solely localized to the eyelids.

MICROSCOPIC FINDINGS
AND CLINICAL COURSE

Microscopic examination of a biopsy specimen from the
cutaneous outer aspect of the eyelids revealed parakerato-
sis, atrophy, and a subepidermal lymphohistiocytic infil-
trate localized around hair follicles, vessels, and muscle fi-
bers. In addition, there were eosinophilic intraepidermal
bodies, vacuolar change in the basal layer, and eosino-
philic amorphous subepidermal material. The dermis also
contained some elanophages, and mucin was noted on stain-
ing with alcian blue. Microscopic examination of a biopsy
specimen from the mucosal inner aspect of the eyelid
showed a lymphohistiocytic, erosive infiltrate at the der-
moepidermal junction. Direct immunofluorescence stain-
ing from involved skin revealed globular fluorescence along
the dermoepidermal junction with C3 and C4. The re-
sults of direct immunofluorescence of uninvolved sun-
exposed skin were negative. The findings of routine labo-
ratory and autoantibody tests (antinuclear antibody,
extractable nuclear antigen, anti-Ro/SSA, and anti-La/
SSB) were all normal or negative. Instrumental evalua-
tions did not reveal systemic alterations.

The patient was treated with hydroxychloroquine sul-
fate (400 mg/d for 8 weeks, followed by 200 mg/d for 8
weeks) and intralesional triamcinolone acetonide (2.5
mg/mL weekly for 6 weeks). He was advised to avoid sun
exposure. One month after the initiation of therapy, there

was considerable improvement of the disease. One year later,
the patient was still asymptomatic and free of disease.

DISCUSSION

Discoid lupus erythematosus is a benign chronic cuta-
neous disease that is clinically characterized by a malar
rash, acute erythema, and discoid lesions with atrophy,
telangiectasia, follicular plugging, hypopigmentation or
hyperpigmentation, and alopecia. The lesions usually oc-
cur in sun-exposed areas. Eyelid involvement is some-
times associated with lesions occurring in other typical
cutaneous sites, and it may be the first manifestation of
DLE. On the other hand, in long-standing disease, this
localization is rarely reported as the sole manifestation.

Discoid lupus erythematosus of the eyelids was first
described in 1875 by Kaposi and Hebra,” who stated that
the eyelids may be a primary site of typical lesions. Forty-
one cases of DLE with eyelid involvement were reported
by Donzis et al®> and Huey et al* in the early 1980s. In 17
(43%) of these patients, eyelid lesions were the sole mani-
festation. In 1989, Burge et al’ reported that specific eye-
lid lesions were present in 4 (6%) of 69 patients with chronic
cutaneous lupus erythematosus. Later, Cyran et al,® re-
viewing the English-language literature, reported 21 cases
of DLE involving or limited to the eyelids. This infrequent
localization can lead to misdiagnosis and inappropriate treat-
ment. Diagnosis is difficult because many diseases that need
to be differentiated from DLE may also be localized to the
eyelids. These diseases include lichen planus of the eye-
lids, cicatricial pemphigoid, acne rosacea, allergic derma-
titis, psoriasis, lymphocytic infiltrates, polymorphic light

eruption, facial granuloma, chronic blepharitis, systemic
lupus erythematosus, seborrhea, sarcoidosis, tinea faciei,
vitiligo, and basal cell carcinoma.>*’ In some previously
reported cases, there was a delay of 2 to 3 years before a
correct diagnosis was made.*®

Because DLE is usually self-limited, the course of
DLE is usually benign; therefore, early recognition and
adequate therapy may prevent clinical complications such
as permanent scarring, synechiae, entropion, trichiasis,
and severe eye impairment.® However, since eyelid lo-
calization may be the first manifestation of classic DLE,’
patients in whom it is the only manifestation of disease
need to be observed over a long period.
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Cutaneous Eruption Limited to Skin Covered by a Swimming Suit

Diagnosis: Mycosis fungoides.

MICROSCOPIC FINDINGS
AND CLINICAL COURSE

A bandlike infiltrate of atypical lymphocytes along the
dermoepidermal junction was noted, as well as marked
epidermotropism and numerous Pautrier microab-
scesses. Lymphocytes in the epidermis had large hyper-
chromatic and convoluted nuclei. There was no evi-
dence of spongiosis.

The patient refused any treatment, and she was un-
available for follow-up. Three years later, when she was
contacted by telephone, she stated that erythematous
patches persisted on her skin, especially on the but-
tocks, although her general condition remained good. She
again refused any treatment.

DISCUSSION

Mycosis fungoides is a cutaneous T-cell lymphoma that
usually evolves through 3 well-known clinical stages:
patches, plaques, and tumors. Histopathologically, it is
characterized by a variably dense bandlike infiltrate of
lymphocytes along the papillary dermis and dermoepi-
dermal junction. Often, lymphocytes can be seen within
the epidermis (“epidermotropism”). The histopatho-
logic findings tend to vary according to the different clini-
cal stages of the disease.!

At first glance, our patient seemed to have an allergic
contact dermatitis due to some allergen that was present
in her swimming suit or in another similar item of cloth-
ing. However, based on the cutaneous biopsy findings, the
diagnosis of lymphomatoid contact dermatitis** was con-
sidered. Histopathologically, differentiating mycosis fun-
goides from its spongiotic simulants,” including lympho-
matoid contact dermatitis, can be difficult, because
collections of lymphocytes are present in discrete foci within
the epidermis in both conditions. However, in authentic
mycosis fungoides, the intraepidermal collections consist
of atypical lymphocytes, which tend to be closely crowded,
resulting in Pautrier collections. In contrast, the intraepi-
dermal collections that are seen in inflammatory derma-
toses are composed not only of lymphocytes but also of
Langerhans cells, keratinocytes, and, sometimes, eosino-
phils. This mixture of cells is not seen in Pautrier collec-
tions of mycosis fungoides.*®P1%1% Furthermore, intraep-
idermal lymphocytes in lesions of mycosis fungoides are
larger than those within the dermis,*®'2>12® and there is
no associated spongiosis.*®!7-129 However, in lympho-
matoid contact dermatitis, the results of cutaneous patch
testing for the suspected allergen are positive, and the le-
sions disappear after adequate treatment and avoidance of
the allergen. In our patient’s case, the results of all patch
tests were negative, and the eruption persisted only on the
area of skin that was covered by the swimming suit. More-
over, poikilodermatous skin changes such as those seen in
our patient are not usually present in allergic contact der-
matitis. Another differential diagnosis that should be con-

Alopecia, Hypohidrosis, and Ulcerations in a Man

Diagnosis: Mycosis fungoides.

MICROSCOPIC FINDINGS
AND CLINICAL COURSE

Histologic examination showed a dense lichenoid dermal
infiltrate with marked epidermotropism of highly atypi-
cal, convoluted lymphocytes. Atypical lymphocytes sur-
rounding and infiltrating the wall of small to medium-size
vessels in the dermis and subcutaneous tissue were noted
in the biopsy specimen from the area near an ulceration.
There was epidermotropism into sweat glands, with epi-
thelial proliferation and loss of the lumen. A biopsy speci-
men from the scalp showed perifollicular infiltrates of atypi-
cal lymphocytes with epidermotropism. These findings are
consistent with mycosis fungoides.

The patient was referred to the M. D. Anderson Can-
cer Center, Houston, Tex, for treatment. A partial remis-
sion, including healing of the skin ulcers, was achieved
in 6 months with interferon alfa therapy combined with
extracorporeal photopheresis and antiobiotic therapy.

DISCUSSION

Mycosis fungoides can present as patches, plaques, tu-
mors, erythroderma, or other variants. Plaques, tumors,
and erythroderma can arise de novo, or they can follow
previous skin involvement with patch stage or one of the
other clinical variants of mycosis fungoides. Patients of-
ten have chronic dermatitis for 10 to 20 years before the
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disease is diagnosed. Patch-stage lesions, which are de-
scribed clinically as scaly, erythematous, or poikiloder-
matous, are typically located on the breasts and but-
tocks, but they can occur anywhere and may be
asymptomatic or pruritic. The plaque-stage variant pre-
sents as erythematous to violaceous, scaly, indurated le-
sions that may mimic the appearance of other dermato-
ses, such as psoriasis, eczema, lichen planus, or tinea.

Tumors in mycosis fungoides present as reddish brown
or purplish red nodules that can ulcerate. Erythroderma,
when present, is usually generalized, and it is associated
with intense pruritus. Patients with mycosis fungoides can
also present with anhidrosis and alopecia due to infiltra-
tion of the adnexal structures in the dermis by abnormal
lymphocytes.'* A male patient with mycosis fungoides who
presented with generalized anhidrosis, progressive alope-
cia, pruritus, and Sjogren syndrome without skin lesions
has also been described.* He had some of the typical fea-
tures of mycosis fungoides, but he also had some unusual
clinical features. He had generalized alopecia, hypohidro-
sis, and many erythematous reticulated patches mimick-
ing livedo vasculitis, with multiple punched-out ulcer-
ations on his buttocks, thighs, and arms. Ulceration that
is not associated with necrosis of tumors is rare in myco-
sis fungoides. In 1994, Zelger et al® described a patient with
mycosis fungoides who had 4 brownish red patches and
plaques, one of which was ulcerated.

Although the histologic appearance of cutaneous T-
cell lymphoma varies widely, according to Shapiro and
Pinto’ the diagnosis can be established by the presence
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sidered is seabather’s eruption,” but features such as the long
history of the eruption, the absence of pruritus, the poiki-
lodermatous appearance of the lesions, and, chiefly, the his-
topathologic findings of stereotypical mycosis fungoides
made this diagnosis in our patient.

In short, our patient had mycosis fungoides with poi-
kilodermatous skin lesions. The eruption remained lim-
ited to the area of skin that had been covered by the swim-
ming suit, probably because of the therapeutic effect of
the sun during the summer at the beach, which cleared
the lesions on the sun-exposed areas and delineated the
silhouette of the swimming suit on sun-protected skin.
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of 2 or more of the following features in a biopsy speci-
men: Pautrier microabscesses, epidermotropism with
slight or no spongiosis, lining up of lymphocytes along
the basal layer, a lichenoid infiltrate that spares the der-
moepidermal junction, and the clear presence of lym-
phocytes that are slightly large and hyperconvoluted. Mi-
croscopic involvement of blood vessels and adnexal
structures is an unusual feature of mycosis fungoides.

When making the diagnosis of cutaneous T-cell lym-
phoma, the histologic findings must be correlated with
the clinical presentation.’ The clinical presentation in the
case reported herein correlated well with the histopatho-
logic finding of atypical hyperconvoluted lymphocytes
involving hair follicles, sweat glands, and blood vessels
in addition to dermis and epidermis.
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