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Hyperkeratosis lenticularis perstans (Flegel’s disease) with un-
usual clinical presentation. Response to isotretinoin therapy.
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Abstract

Hyperkeratosis lenticularis perstans also known as Flegel’s disease is a keratinisation disorder characterized by small ke-
ratotic papules with horny scales. Most cases have been reported in Europe with age of presentation between 35 and 60
years. We report a case of a 25-year-old man, who presented with 1-5 mm multiple asymptomatic hyperkeratotic papules
of 15 years duration on both legs and hand along with lichenified plaques with Koebner phenomenon in the axillary folds,
anticubital and popliteal fossae. Similar lesions were present in the eyelids also. There was no involvement elsewhere. Si-
milar illness was found in the younger brother aged 13 years with the duration of illness for the past 5 years. Histopatho-
logy confirmed the clinical diagnosis. Patient was treated with oral isotretinoin in a daily dose of 20 mg per day to which
he responded immediately with clearing of the lesions in two weeks. (] Dermatol Case Rep. 2012; 6(3): 93-95)

Key words:
Flegel’s disease, hyperkeratosis lenticularis perstans, Koebner phenomenon, isotretinoin

Flegel originally described Hyperkeratosis Len-
ticularis Perstans (HLP) in 1958." It was initially
regarded as a variant of Kyrle’s disease.> Most
cases have been reported in Caucasian patients.
Clinically asymptomatic small hyperkeratotic pa-
pules with adherent scales occur symmetrically
on the extensors of extremities and the removal
of the scale reveals a bright red base often with
pinpoint bleeding. Involvement of pinna, palms,
soles and oral mucosa have also been reported.
We report a case of Flegel’s disease of early on-
set with atypical distribution of the lesions in the
flexural area and also periocular involvement.

Figure 1

Flegel’s disease showing involvement of the eyes
(A,B), thigh (C), axillary folds (D,E), back (F), nape
of neck (G), cubital fossa (H) and shoulder (1).
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A 25-year-old male agricultural worker presen-
ted with multiple asymptomatic hyperkeratotic
horny papules for the past 15 years. Lesions we-
re noticed first in the extensor aspect of the lo-
wer limbs. Lesions also appeared on the axilla-
ry folds, flexural aspects of the upper limbs and
nape of the neck. For the past seven years le-
sions started appearing around the eyes. He tried
to remove the lesions by scratching which re-
sulted in spreading of the lesions especially in
the cubital fossa. Patient had no history of ato-
py or other significant medical history. Similar
lesions were also present in the younger brother
aged nine years who expired two years back in
an accident.

Examination revealed multiple sharply defined
hyperpigmented, hyperkeratotic papules of 1-5
mm size with central cone shaped adherent hor-
ny plugs on the extensor aspect of legs, arms,
forearms and nape of the neck. Koebner pheno-
menon was observed over the lesions present
in the axillae, cubital fossae and popliteal fossae
where the lesions coalesced to form small line-
ar plaques. Ocular lesions in the form involve-
ment of the eyelids were also present (Fig. 1).
Hair, nails and oral mucosa showed no involve-
ment. Other physical and systemic examinations
were nonspecific. Routine blood, urine and sero-
logical examinations were within normal limits.

Histopathological examination of the well for-
med lesion showed compact hyperkeratosis with
parakeratosis along with flattening of the epider-
mis and lymphocytic infiltrate in the upper der-
mis. Broad orthokeratotic plugs were also pre-
sent in the areas where elongation of epidermis
is present. Abundant melanin was present wi-
thin the plugs and that showed scanty parakera-
tosis. At the bottom of some of these plugs the-
re was slight dyskeratosis (Fig. 2). Ultrastructu-
ral study of the skin cannot be performed due
to lack of infrastructure.

Patient was given isotretinoin 20 mg orally
daily along with emollients for topical applica-
tion. The lesions showed marked improvement
in 2 weeks. Ocular and skin lesions resolved al-
most completely leaving post inflammatory hy-
popigmentation (Fig. 3). Therapy was continu-
ed for another two months. Follow up of the pa-
tient showed no recurrence of the lesions in the
six month duration.

Flegel’s disease usually develops in the fourth
or fifth decade.? The condition may be sporadic
or inherited as an autosomal dominant condi-
tion. No instigating factor has been identified
clearly however some investigators have impli-
cated UV light. The main ultra structural finding
is a morphological alteration of lamellar (Od-
land) bodies.* Ultra structural studies revealed

Figure 2

Flegel’s Disease showing compact hyperkeratosis with parakeratosis
along with flattening of the epidermis and lymphocytic infiltrate in the up-
per dermis. (H&E stain at 400X).

Figure 3

Flegel’s Disease — before (A, C) and after (B, D) treatment with Isotreti-
noin.
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the presence of many normal appearing Odland
bodies in the keratinocytes of the old lesion whe-
reas the organelles were not found in the kera-
tinocytes of the early lesion.> No sex predilec-
tion is apparent. Except for the possibility that
lesion may progress slowly and involve more
proximal sites, prognosis for hyperkeratosis len-
ticularis perstans is excellent. No mortality has
been reported.

Numerous reports exit in the literature that as-
sociate HLP with an endocrinopathy. Four re-
ports were associated with adult onset diabetes
and two with hypertension. A relationship be-
tween HLP and malignancies has been sugge-
sted. One report describes epithelial tumors (ba-
sal and squamous cell carcinoma) a possible as-
sociation between cancers of the digestive sys-
tem also has been implied.

Therapeutic options are limited to emollients,
topical 5-FU, and retinoids, but none of these
treatments is consistently helpful. In 1986, Ga-
brielson reported that HLP was effectively tre-
ated with etretinate. Our patient responded well
to oral isotretinoin.

We are reporting this case due to the rarity of the condition, atypical
distribution with involvement of the periocular region, flexural plaque
lesions and presence of Koebner reaction. Our case also showed early
onset of lesions with excellent response to oral isotretinoin.
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