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ABSTRACT: A case of large plaque parapsoriasis with extensive skin lesions is presented for its
unusual clinical features. The controversial issue of its nosological position is discussed as it has a
considerable impact on the management of such cases.
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INTRODUCTION: Parapsoriasis is a group of uncommon but not rare disorders, characterized by
persistent, scaly, inflammatory eruptions. The current, generally accepted classification includes
three entities: large plaque parapsoriasis (LPP), small plaque parapsoriasis (SPP), and pityriasis
lichenoides.[1]

Parapsoriasis is a term coined by Brocq in 1902, as a central link of his grand design
encompassing all inflammatory dermatoses, to a group of diseases characterized by the common
features such as unknown etiology, chronicity, failure to respond to therapy, and lack of symptoms,
particularly of pruritus.[1l

Large plaque parapsoriasis is a disease of the middle aged and older people, with a peak
incidence in the fifth decade, with slight male preponderance and no racial and geographical
predilection.[1]

Clinically, LPP lesions are oval or irregular shaped asymptomatic or mildly pruritic patches or
very thin plaques, with most lesions bigger than 5cm in diameter, and with fine wrinkles and scanty
scales; telangiectasia and mottled pigmentation may also be observed. They are found mostly on the
'bathing trunk' and flexural areas, and also on extremities and upper trunk, especially breasts in
women.l!l An atypical presentation with wide spread asymptomatic hypo-pigmented macule all over
the body in a five year old child has been reported.l2]

Histology shows mild acanthosis, slight hyperkeratosis with spotty parakeratosis.3l
Epidermal atrophy and a band like (Lichenoid or interface reaction) multifocal infiltrate of
lymphohistiocytic cells in the dermis are the histological features in the early stages of large plaque
parapsoriasis. One observes an interface infiltrate, and in the more advanced lesions, definite
epidermotropism. Pautrier’s microabscesses are usually not found. Liquefactive degeneration of
basal cells, pigmentary incontinence and dilation of blood vessels are observed in the
poikilodermatous stage.

CASE REPORT: A 19 years old male presented with numerous asymptomatic hyper pigmented
macules and plaques developing from the past 6years and anhidrosis all over the body, sparing head
and neck, axillae and inframammary region since 4 years. To start with, an asymptomatic hyper
pigmented macule was noted on the right thigh. The lesion progressively increased in size and tended
to persist and spread. Similar lesions gradually developed on other body parts like trunk, limbs,
axillae and groins. Pigmentation gradually increased in all these lesions. He also complained of
anhydrosis over trunk, limbs, palms and soles and compensatory hyperhidrosis over head and neck,
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axillae and inframammary region. Disturbed thermoregulatory functions often led to heat intolerance
in summers for which he had to pour water on his body frequently to alleviate heat. Topical steroids,

urea and emollients gave temporary relief.

On examination, widespread numerous brown-black macules and thin plaques were found all
over the body. Few of them showed fine scaling and few of them showed atrophy and wrinkling. The
older lesions were larger with more than 5cm diameter and the new smaller lesions were apparently
still increasing in size. Apparently hairs were scanty over the limbs, face, eyebrows, beard and
moustache. Few ichthyotic lesions noted on both the shins and periareolae. No lymphadenopathy was
noted. Sensations were intact on all the lesions. General examination was unremarkable.

Histology of one of the lesion showed basket weave keratin with parakeratotic scale covered
epidermis with mild intercellular edema and lymphocytic exocytosis. Underlying dermis showed mild
to moderate perivascular lymphohistiocytic inflammatory infiltrate in superficial dermis. Mild
melanin incontinence noted in superficial dermis. Pilosebacious units and eccrine glands were
present. No atypical/abnormal cell was seen. Fite stain was negative for Acid fast bacilli. Hemogram,
routine blood biochemistry, chest X-ray and urine analysis were normal. There was no atypical cell in
the peripheral blood.

Fig. 1: Hyperpigmented macules
and slightly elevated plaques
over the trunk

Fig. 3 & 4: Hyper pigmented macules of
variable sizes over both the thighs
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DISCUSSION: A unifying feature of parapsoriasis group of diseases is that all of them appear to be
cutaneous T cell lymphoproliferative disorders; i.e. LPP, SPP, pityriasis lichenoides, and
lymphomatoid papulosis, all have shown to be monoclonal disorders in many cases.4l

The classification and nomenclature of parapsoriasis is plagued with controversy. A historical
reason of such controversies is the fact that the word 'plaque’ in French means 'patch’ without
thickening or induration, but in English 'plaque’ refers to a circumscribed thickened or indurated
area, causing confusion. The nosological position of SPP and LPP is a highly debated issue, and so is
their relationship with MF.[5L6LI7L8l Immunohistological studies have shown similar features in LPP
and early mycosis fungoides lesions, including widespread epidermal expression of human leukocyte
antigen (HLADR), a predominance of CD4+T cell subsets, and frequent CD 7 antigen deficiency. There
is an unresolved controversy weather LPP is precursor of MF or early MF from the outset.[® Making a
differential diagnosis between early MF and parapsoriasis often difficult at clinical and histological
level.

The T cells mediating most inflammatory skin diseases, like parapsoriasis, belong to the skin
associated lymphoid tissue (SALT). Mycosis fungoides have been proved to be a SALT T cell
neoplasm. Studies on LPP/early MF have suggested a dominant clonal density in 1 to 10 percent, and
in advanced MF a density of 50 percent or more is found. This suggests that progression from LPP
through various stages of MF disease spectrum is accompanied by an increase in dominant T cell
clonal density resulting from mutations that confer increasing growth autonomy to the neoplastic T
cell clone. Analysis of peripheral blood has demonstrated that clonal T cells are often detectable in
patients with LPP/early MF.

Thus LPP can be regarded as the clinically benign end of the mycosis fungoides disease
spectrum, which may culminate in transformed large cell lymphoma at its malignant extreme. The
possibility of cases presenting clinically as LPP to progress to malignant end, i.e. to MF, is about
10%.1191 This progress often takes place over many years; hence the need of prolonged and careful
follow up in all cases of LPP.

Treatment options for LPP include emollients, topical corticosteroids, topical tar, sunbathing,
broad and narrow band UVB phototherapy as first line agents. Second line treatment includes topical
bexarotene, imiquimod, mechlorethamine, carmustine, PUVA phototherapy and excimer laser.

To conclude, in the light of the findings of the latest studies, large plaque parapsoriasis may be
considered as an early 'plaque’ phase of mycosis fungoides, and this has considerable prognostic and
therapeutic significance. The present case is reported for its rarity, and for the unusual clinical
features, e.g., an early age of onset and associated features of disturbed thermoregulatory functions
with the lesions of parapsoriasis.
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