PHoTo Quiz

What Is Your Diagnosis?

A 33-year-old Caribbean woman presented with a 2-year history

of an asymptomatic skin eruption that initially affected her back
but slowly spread to involve her upper forehead and postauricu-
lar region. Her past medical history was unremarkable; there was
no history of diabetes mellitus and no family history of a similar
cutaneous eruption. Physical examination revealed a mildly obese
woman with grayish brown, hyperkeratotic, 3- to 4-mm papules that
coalesced to form diffuse large plaques with a reticulate periph-
eral pattern involving the upper back, upper forehead, and behind
the ears. The scalp could not be examined because of a tight hair
weave. Wood lamp examination revealed no accentuation or dimin-
ishment of pigmentation. A potassium hydroxide smear was nega-
tive for organisms. Physical examination also revealed acanthosis
nigricans involving the neck and bilateral axillae.
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The Diagnosis: Confluent and Reticulate Papillomatosis
(Gougerot-Carteaud Syndrome)

reticulate peripheral pattern (Figure 1) showed

papillomatosis and hyperkeratosis (Figure 2).
Periodic acid-Schiff stain was negative. The patient
had normal blood chemistries and complete blood
profile. Given the clinical presentation and typi-
cal, though nonspecific, histopathologic findings, a
diagnosis of confluent and reticulate papillomato-
sis (CRP)(Gougerot-Carteaud syndrome) was made.
The patient was treated with minocycline 200 mg/d,
and on one-month follow-up, showed 95% clear-
ance, with no effect on the velvety axillary and neck
plaques, and complete resolution after 2 months.

CRP (Gougerot-Carteaud syndrome) is a rare
condition that was first described in 1927.! The
lesions usually begin after puberty, more commonly
in females.? There have been 2 familial cases reported
in the literature, but most cases are sporadic.>* The
eruption usually begins as brown reticulate papules
with a fine scale that originate in the intermammary
and interscapular regions and progressively spread to
the breast and abdomen. There has been only one
reported case of CRP localized to the cheeks,” but
to the best of our knowledge, there have been no
reports of involvement of the forehead.

The differential diagnosis of Gougerot-Carteaud
syndrome includes acanthosis nigricans, which
involves the intertriginous areas, such as the neck
and axillae; tinea versicolor; pseudoacanthosis nigri-
cans, which is associated with obesity and disappears
with weight loss; Darier disease; and hereditary
reticulate dyschromatoses.®’

CRP remains an enigma. The pathophysiology of
this disorder is still unknown. The 2 main theories
suggest that there is an abnormal host response to
Pityrosporum orbiculare colonization and a defect
in keratinization. CRP has been associated with
P orbiculare because the distribution of the erup-
tion corresponds to the area usually colonized by
the organism® and the documented improvement
with antifungal therapy in a number of cases.>®
However, Pityrosporum owvale is not isolated in all
cases and response to antimycotic therapy has been
variable. A keratinization defect has been suggested

S kin biopsy of the diffuse large plaques with a

Figure 1. Diffuse large plaques with a reticulate periph-

eral pattern involving the upper back, upper forehead,
and behind the ears.

Figure 2. Skin biopsy of the papules on the back
showed papillomatosis and hyperkeratosis (H&E, origi-
nal magnification X100). Periodic acid-Schiff stain was
negative for fungal elements.

because of the response to retinoid therapy.”!?

Under electron microscopy, an increased number of
transitional cells can be found between the
stratum granulosum and stratum corneum,
also indicating that CRP could be a keratini-
zation disorder.’® Jang et al'* has suggested that
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bacteria may play a role in the pathogenesis of
the disease, where the bacteria or its products
(bacterial superantigens) induce the epidermal pro-
liferative changes. This could explain the response
to antibiotic treatment. However, to date, no bac-
teria have been isolated in CRP.”® Other theories
include photosensitivity!'%; genetic factors**; amy-
loidosis cutis!’; and endocrine disorders, such as
diabetes mellitus and thyroid disease, but all of these
correlations are weak. Gougerot and Carteaud!® sus-
pected an endocrine cause; however, most reported
patients have been healthy. Groh et al!’ hypoth-
esized CRP to be an early form of amyloidosis cutis,
but they have been the only authors to find amyloid
in the lesions.

Many therapies are available for CRP, but none
have been universally effective. Certain antibiot-
ics (eg, tetracyclines and macrolides) have been
effective in many patients, though it is uncertain if
this is attributable to anti-inflammatory immuno-
modulatory effects or a direct antibiotic effect.!#1%2°
Oral or topical retinoids (eg, systemic etretinate or
isotretinoin, topical tretinoin 0.1%) also have been
successful.”!!  Recently, topical calcipotriol, a
vitamin D analogue, has been used with a favorable
response and few side effects.®1221.22 The effectiveness
of retinoids and vitamin D, analogues further supports
the theory that CRP is caused by a defect in keratini-
zation because both regulate cell differentiation.?
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