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SUMMARY

Clinical report: We report a case of a 42-year old
lady with recurrent bilateral nodular conjunctival in-
flammation following a diffuse papulo-vesicular rash,
mainly over her trunk and scalp. Slitlamp examina-
tion revealed limbal and bulbar inflammatory nod-
ules with secondary corneal involvement.
Discussion: Pityriasis lichenoides is considered to be
a spectrum of uncommon, acquired maculo-papu-
lar skin eruptions. The diagnosis is made by the com-
bination of a typical clinical picture and matching
histopathology. In severe cases, there may be asso-
ciated with mucous membrane involvement.
Conclusion: Although ocular involvement has been
reported in pityriasis lichenoides, this is the first re-
port of conjunctival inflammatory nodules with sec-
ondary corneal ulceration as a part of the manifes-
tations of the pityriasis lichenoides spectrum. Treat-
ment with topical steroid drops was required to bring
this condition under control.
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RESUME

Cas clinique: nous rapportons I'observation d'une
patiente de 42 ans présentant une inflammation no-
dulaire bilatérale récurrente de la conjonctive appa-
rue dans le décours d'un épisode d'éruption cuta-
née papulovésiculaire diffuse, intéressant principa-
lement le tronc et la téte. La biomicroscopie anté-
rieure a révélé des nodules inflammatoires de la
conjonctive bulbaire limbique avec une participa-
tion secondaire de la cornée.

Discussion: le pityriasis lichenoides correspond a un
spectre d'éruptions maculo-papulaires rares et ac-
quises de la peau. Le diagnostic se fait lorsque les
aspects cliniques typiques sont confirmés par I'exa-
men histopathologique. Une inflammation des mem-
branes muqueuses peut étre associée dans les cas
séveres.

Conclusion: des manifestations oculaires ont déja été
décrites dans le pityriasis lichenoides. Notre cas cli-
nigue qui conjugue une inflammation nodulaire de
la conjonctive a des ulcérations cornéennes comme
faisant partie des manifestations du pityriasis liche-
noides n’a encore été jamais rapporté dans la litté-
rature. Un traitement topique a base de corticosté-
roides a été nécessaire pour contrdler les sympto-
mes.
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INTRODUCTION

Pityriasis lichenoides encompasses a spectrum
of uncommon, acquired maculo-papular skin
eruptions (2, 7). The diagnosis is made by the
combination of a typical clinical picture and
matching histopathology of an active skin le-
sion. In severe cases, there may be associated
mucous membrane involvement. We report a
case of recurrent pityriasis lichenoides et vari-
oliformis acuta with associated oral ulceration
and bilateral conjunctival inflammatory nod-
ules. To our knowledge, this is the first report
of conjunctival nodular inflammation as a part
of the manifestations of the pityriasis lichenoides
spectrum.

CASE REPORT

A 42-year old lady presented to our eye casu-
alty complaining of sticky, sore and photopho-
bic eyes. Prior to the onset of the lesions, she
had developed a diffuse papulo-vesicular rash
mainly over her trunk and scalp, with a few le-
sions on her arms (Fig. 1). She also suffered
from mouth ulcers and generally felt unwell.
Slitlamp examination revealed a bilateral con-
junctivitis with limbal inflammatory nodules on
both sides, resembling the lesions seen in
phlyctenulosis (Fig. 2). One bulbar nodule was
present inferotemporally in the right eye
(Fig. 3). Central to the limbal nodules, there

Fig. 2: Limbal inflammatory nodules in the right eye.

was corneal involvement, consisting of strom-
al infiltration with thinning and an overlying ep-
ithelial defect. Distinct areas of slight superfi-
cial corneal scarring were seen, indicating ear-
lier episodes of peripheral corneal involvement.
There were no signs of blepharitis or meibomi-
an gland disease.

In her history, there had been a similar tender,
non-pruritic erythematous papular rash on her
back, chest wall and abdomen in February
1999. These papules developed central um-
bilication and crusting. The skin lesions did not
resemble target lesions seen in erythema mul-

Fig. 1: Papulo-vesicular eruption with central umbilica-
tion and crusting.
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Fig. 3: Bulbar nodule inferotemporally in the right eye.



Fig. 4: Skin biopsy of a lesion showing epidermal crusting.

tiforme and there was no dermatomal distribu-
tion. The patient had malaise and myalgia. There
were accompanying mouth ulcers. There were
no signs of internal organ involvement. An ini-
tial diagnosis of acute varicellar infection was
made at that time, though she reported having
had chicken pox in her childhood. Subsequent-
ly she developed a bilateral conjunctivitis with
limbal nodules. Oral treatment with Aciclovir
500 mg five times a day was initiated. Topi-
cally, Prednisolone Sodium Phosphate drops
hourly and Aciclovir ointment five times a day
were added.

The skin rash slowly resolved over the follow-
ing 2 weeks, leaving hypopigmented scars. The
eye lesions subsided simultaneously. Subse-
quently, the skin eruption recurred after a few
weeks, as did the limbal nodules with periph-
eral corneal ulceration. By October 1999, she
had experienced six similar attacks of skin blis-
tering, occasionally with concomitant oral ul-
ceration and ocular problems. Over these 8
months, she had lost 12 kg in weight.

Investigations by the medical team at that time
included a clinical examination, a full blood
count, an erythrocyte sedimentation rate (ESR),
an auto-antibody screen, renal and liver func-
tion tests and a chest X-ray. Except from a raised
ESR, all came back negative. Varicella serolo-
gy showed IgG positivity, but IgM was nega-
tive, indicating a previous exposure, but no ac-
tive infection. An HIV test also was negative.
She was referred for a dermatological opinion

and for an immunologic work-up to exclude an
underlying immunodeficiency. In the differen-
tial diagnosis, lymphomatoid papulosis, pityr-
iasis lichenoides et varioliformis acuta and
Behcet's disease were considered.

An excisional biopsy of a skin papule was per-
formed for pathologic examination (Fig. 4). This
showed epidermal ulceration with crusting, der-
mal perivascular lymphocytic infiltration, with
no signs of malignancy or lymphomatoid pap-
ulosis (Fig. 5). The histological features sup-
ported the diagnosis of pityriasis lichenoides et
varioliformis acuta.

In June 2006, there was a recurrence of the
skin eruption, with concomitant buccal and oc-
ular involvement.

For the ocular part of the current relapse, we
started treatment with topical Prednisolone So-
dium Phosphate six times daily. Repeated Va-
ricella serology showed an identical result as
in 1999 (IgG positive, IgM negative). A biopsy
of a limbal nodule was performed and showed
a non-granulomatous acute inflammation con-
sisting of lymphocytes, neutrophils and plas-
ma cells. Mild epithelial hyperplasia with spon-
giosis was noted.

The inflammatory nodules resolved under treat-
ment without scarring. The corneal lesions
healed and epithelialized, leaving a grey super-
ficial scar. The steroid drops were gradually ta-
pered according to the clinical response. The
patient experienced another relapse after 8
weeks, after which treatment was restarted.
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Fig. 5: Perivascular lymphocytic infiltration.
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DISCUSSION

Pityriasis lichenoides (PL) is an uncommon, ac-
quired skin condition which is difficult to diag-
nose, categorize and treat (2, 7). It spans a con-
tinuum of similar dermatologic eruptions with
different severity. The mildest form, pityriasis
lichenoides chronica (PLC) is a gradual mani-
festation of small red-brown flat maculopap-
ules with mica-like scale. This eruption follows
a relapsing course with long periods of remis-
sion.

Pityriasis lichenoides et varioliformis acuta (PL-
EVA), previously known as Mucha-Habermann
disease, usually presents as a (sub) acute erup-
tion of multiple small red papules on the trunk,
flexural areas and proximal extremities. The
papules develop a central vesicle with subse-
quent crusting and heal within weeks to months,
often leaving hypo- or hyperpigmented scars.
Constitutional symptoms and mucosal ulcer-
ation may be present.

Febrile ulceronecrotic Mucha-Habermann dis-
ease (FUMHD) which corresponds to an acute
generalized eruption of purpuric and ulcerone-
crotic plaques with associated systemic involve-
ment, represents the more severe end of the
spectrum. Oral and genital mucous ulcers can
be associated. Conjunctival ulceration has also
been reported in a patient with severe febrile
ulceronecrotic Mucha-Habermann disease (12).
FUMHD has a mortality rate of 25 % and is
considered as a dermatologic emergency.
These three conditions show overlapping fea-
tures and are considered to indicate disease se-
verity rather than being distinct clinical enti-
ties. PL manifests in children and in adults. In
adults, the peak prevalence is in the third de-
cade, with most cases diagnosed before the
fifth. There is no known racial, geographic or
sexual predisposition. The natural tendency of
pityriasis lichenoides is to remit spontaneous-
ly, though some cases may wax and wane over
years.

Typical histopathology shows a dermal wedge-
shaped (predominantly CD8+ T-cell) lympho-
cytic infiltrate, epidermal spongiosis, parakera-
tosis and variable necrosis of keratinocytes.
These features are more subtle in PLC and ap-
pear pronounced in FUMHD.

16

The pathogenesis of pityriasis lichenoides re-
mains unclear. According to a first major the-
ory, it represents an atypical immune response
to an infectious or chemical agent in a geneti-
cally susceptible individual. Human immuno-
deficiency virus, Varicella Zoster virus, Epstein-
Barr virus, cytomegalovirus, parvovirus B19,
adenovirus, several bacteria and drugs have all
been implicated as inciting agents (2, 7, 11,
13).

Another leading hypothesis considers pityria-
sis lichenoides as a self-limited T-cell dyscra-
sia, arising from a monoclonal lymphocytic pop-
ulation (3, 4, 8, 15). This is based on clonal
rearrangement of the T-cell receptor gene, dem-
onstrated in some cases of the three forms of
PL and resembling the clonality found in pri-
mary cutanous CD8+ epidermotropic cytotox-
ic T-cell lymphoma (4). Weinberg suggested
that pityriasis lichenoides variants represent dif-
ferent grades of immune response to a mono-
clonal T-cell population (15).

The differential diagnosis of PL is extensive:
chickenpox, viral exanthema, Gianotti-Crosti
syndrome, erythema multiforme, lichen pla-
nus, pityriasis rosea, psoriasis guttata, dissem-
inated zoster, primary HIV infection, drug erup-
tion and arthropod bite. An important entity to
recognise and distinguish from pityriasis is lym-
phomatoid papulosis, a primary cutaneous
CD30+ lymphoproliferative disorder with a sub-
stantial risk of transformation into cutaneous
malignant lymphoma (14). It tends to affect pa-
tients in the fourth to seventh decade, a some-
what older population than PL. If clinical fea-
tures are confounding, the main method of dis-
crimination is histopathology.

At present, there is no standard treatment mo-
dality for PL (2, 7). The most successful treat-
ment is phototherapy (psoralen and UVA), par-
ticularly for PLC (9). Antibacterial (tetracycline,
erythromycin and dapsone) treatment is the
mainstay for patients with PLEVA. Topical cor-
ticosteroids and immunomodulating drugs (tac-
rolimus) have also been reported to be benefi-
cial (2, 7, 10). Systemic medications such as
corticosteroids, methotrexate, thiobendazole,
gold, pentoxifylline, intravenous gamma-glob-
ulin and retinoids may be warranted in more



severe cases of PLEVA and in FUMHD. The lat-
ter condition may require prolonged hospital-
ization and burn unit care with skin grafting.
Despite anecdotal case reports of malignant
transformation, PL generally follows a benign
course. However, regular follow-up, with re-
peated skin biopsies is recommended, espe-
cially in patients with atypical, changing skin
lesions or frequently recurrent disease.

In our case, the patient presented with a bilat-
eral conjunctivitis with white limbal inflamma-
tory nodules on both sides, resembling the le-
sions seen in phlyctenulosis. A phlyctenule, de-
rived from the Greek word phyctaena, is a pink-
ish-white nodule or blister, involving the con-
junctiva or the cornea. It is thought to be an
aspecific, cell-mediated hypersensitivity re-
sponse to a foreign antigen. Generally the lim-
bus is primarily affected, though involvement
of the bulbar conjunctiva has been described.
Corneal phlyctenules are seen as an amorphous
infiltrate, which ulcerates and may migrate cen-
trally. Only the corneal component of a ph-
lyctenule heals with scarring. (1). Historically,
phlyctenules were seen mostly in association
with Mycobacterium Tuberculosis infection. Now-
adays, the most common cause of phlyctenu-
losis is Staphylococcal infection of the eyelid
margins. Several parasites, Chlamydia Trachom-
atis, Candida Albicans, Herpes Simplex virus
and adenoviruses have also been implicated in
the pathogenesis of phlyctenulosis. Conjuncti-
val inflammatory nodules have also been re-
ported in response to other viral infections, such
as Epstein-Barr virus (5, 6). Suarez and others
report a case of conjunctival inflammation with
conjunctival ulceration in a patient with FUH-
MD (12).

In this patient, each episode of a skin eruption
was followed by a conjunctival reaction with in-
flammatory nodules and occasionally corneal
ulceration. There were no signs of blepharitis
or meibomian gland disease. A biopsy of a lim-
bal nodule was performed and showed a non-
granulomatous acute inflammation. The lesions
resolved slowly after an intensive course of top-
ical steroid drops. Considering the previously
discussed infectious theory regarding the aeti-
ology of pityriasis lichenoides, both the dermal
and the ocular findings might represent an im-

munologic response to an undetermined (pos-
sible viral) infectious agent in this susceptible
host.

CONCLUSION

We present a case of a remitting and relapsing
maculo-papular skin eruption with crusting and
associated mouth ulcers. A recalcitrant con-
junctival reaction with inflammatory nodules
was consistently present and developed within
weeks after the onset of the skin rash. Histo-
pathologic examination of a skin biopsy con-
firmed the clinical diagnosis of pityriasis li-
chenoides et varioliformis acuta. An initial epi-
sode lasted for several months and recurred af-
ter a remission of seven years. To our knowl-
edge, this is the first report of bulbar and lim-
bal inflammatory nodules as a part of the
manifestations of the pityriasis lichenoides spec-
trum.
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