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LYMPHOMATOID PAPULOSIS

Lymphomatoid papulosis is a
disorder originally described by
McCauley in 1968 as a continuous
self-healing eruption, clinically benign;
histologically malignant". This disorder
is characterized by erythematous
papules or nodules which progress to
form vesicular crusted or hemorrhagic
lesions, and then undergo
spontaneous resolution healing with
scar. The histology of these papular
lesions is similar to lymphoma, resul-
ting in the name lymphomatoid papu-
losis (LyP). Earlier reports of similar
rhythmic eruptions appeared in the
literature, but McCauley is given credit
for recognizing lymphomatoid
papulosis as a unique disorder
(McCauley, 1968, Verallo, 1966). Cli-
nically, the lesions of LyP resemble
those seen in pityriasis lichenoides
acuta (PLEVA, Mucha-Habermann
disease). However, the bening-appe-
aring histologic pattern usually serves
to distinguish PLEVA from lymp-
homatoid papulosis (McCauley 1968;
Black and Wilson-Jones, 1972).
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Willemze in 1982 published a
detailed histologic ~ analysis  of
lymphomatoid papulosis and divided
the lesions into two types: type A

characterized by large, atypical,
histiocytic-appearing cells, strongly
resembling Reed-Sternberg  (R/S)

cells, present mainly in the dermis
admixed with varying numbers of
inflammatory cells; and a type B infil-
trate composed mainly of smaller,
cerebriform lymphocytic cells, also
admixed with a large number of in-
flammatory cells often involving the
epidermis. (Willemze, et al, 1982:
Willemze et al, 1983). It has now been
convincingly shown that the infiltrate
including the large atypical R/S cells
consists mainly of T cells along with
inflammatory cells. Characteristic T cell
antigens present include CD2, CD3,
CD4, with sparse of absent staining
with CD7, CD1, and CD8. Most studies
also confirm that the large R/S-like
cells stain positively with the activation
marker ki-1 (CD30). (Kadin, 1990;
Burg, 1990; Harrington, 1989).

Studies on the DNA of the cellular
infiltrate showed that most of
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the infiltrate in the LyP lesions are
hyperdiploid and tetraploid, aneuploidy
being less common (fhomasen and
Wantzin, 1987).

T-cell clonal rearrangements in skin
lesions from patients with
lymphomatoid papulosis have been
inconclusive (Weis et al, 1986; Kadin,
1986).

The evidence, thus far, linking
lymphomatoid papulosis to lymphoma
is still in part circumstantial since 10 to
20% of patients with lymphomatoid
papulosis have developed lymphoma
(Scheen et al, 1981; Sanchez et al,
1983). Stronger evidence linking
lymphomatoid papulosis to lymphoma
is based on strong, histomorphologic
similarities between the large Reed-
Sternberglike cells of lymphomatoid
papulosis and those in lymphoma.

This study reports our experience
to date with lymphomatoid papulosis,
both with clinical follow-up, as well as
histopathology and special studies.

We reviewed 53 cases of
lymphomatoid papulosis seen at the
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Mayo Clinic from 1965 throgh 1990.
Thirty-one of these cases had been
previously reported (Sanchez et al,
1983). Twenty-nine cases seen from
1983 through 1990 were studied in more
detail. There were 37 male and 16
female patients with a male to female
ratio of 2.3:1. The man age of onset was
40 years. The duration of individual
lesions was to weeks to six months with
an average of six weeks.

There were ten patients with onset of
lymphomatoid papulosis prior to the age
of 20. None of these patients had any
significant associated medical problems,
and none have developed lymphoma as
of this time.

Eight patients have developed
lymphoma. Two of these eight patients
have died and the others are living. The
onset of lymphoma followed
lymphomatoid papulosis in all cases.

Follow-up shows that only three
patients are currently clear of all lesions.
The duration of the disease in the entire
group has a mean of 11,9 years, with a
mean follow-up period of 12,2 years.
Histologically, the dermis showed either
a wedge or band-like infiltrate of two
types: type A with predominantly large,
atypical, lymphocytes with Reed-
Sternberg features and type B consisting
of small lymphocytes with hyperchro-
matic cerebriform nuclei. Leukocyte
monoclonal  antibody studies  de-
monstrated a CD30 staining of the large
cells in all type A Iymphomatoid
papulosis.

Six of
developed

the eight
lymphoma

patients who
had

lymphomatoid papulosis lesions with
type A histology.
Patients who have onset of

lymphomatoid papulosis prior to the age
of 20 tend to have a chronic protacted
but benign course. Approximately 12%
of all patients and 22% with type A
histology who presented with
lymphomatoid papulosis after the age of
20 may eventually develop lymphoma.

In conclusion, lymphomatoid
papulosis appears to be a reactive skin
condition with bizarre atypical cells on
histopathology. These cells stain with T-
cell markers and with the activation
marker CD30. To date neither DNA flow
cytometry nor Tcell gene rearrangement
studies have been helpful in predicting
those 1522% of the patients with
Lymphomatoid papulosis who  will
develop a malingnant lymphoma.
Whether Iymphomatoid papulosis is
considered a reactive process or an
immunologically  controlled localized
malignancy is still not clear. Continued
longitudinal follow-up of patients is
essential and needs to be correlated
with histopathology, lymphocyte, and
genetic studies to better characterize
this most challenging problem.
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