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Recalcitrant vegetative and nodular m
scalp lesions on the vertex

in pemphigus patients: an
immunocompromised district?”

Dear Editor,

Although scalp involvement is common in patients with
pemphigus vulgaris (PV) and pemphigus foliaceus (PF),
vegetative scalp lesions have rarely been reported in PV
patients."> Here we present two patients with muco-
cutaneous PV and one patient with PF who developed
recalcitrant vegetative lesions and nodular lesions on the
scalp during their disease course.

Among a total of 524 PV and PF patients followed up
at the bullous disease outpatient clinic, only three (0.6%)
developed recalcitrant vegetative and nodular lesions on
the scalp (Figs. 1,2,5). The demographic, clinical, and
immunopathological features and treatment characteristics
of these three patients are shown in Table 1.

The first and second patients had a diagnosis of PV pre-
senting with mucocutaneous involvement including scalp
(Figs. 1,2). Four years following the diagnosis, a treatment-
resistant, vegetative scalp lesion appeared on the right
vertex of the first patient (Fig. 1a). The second patient
also developed treatment-resistant scalp lesions, gradually
becoming vegetative on the right and left vertex, two years
after the diagnosis (Fig. 2a). In addition to the vegetative
scalp lesions, non-compliance with therapy and frequent dis-
ease activations mostly occurring on these vegetative scalp
lesions were other common features of these two patients.
Despite the achievement of the clinical and immunologi-
cal remission with treatment, residual vegetative masses on
the scalp, associated with cicatricial alopecia in the first
patient, remained in both of them (Figs. 1b, 2 b). The
third patient had a diagnosis of PF presenting with cuta-
neous involvement including the scalp. An alopecic, nodular
scalp lesion firstly appeared on the right vertex, three years
following the diagnosis (Fig. 5a). At that time, he had a
high level of anti-desmoglein-1 antibody titer (Table 1) with-
out any other cutaneous involvement and the nodular scalp
lesion showed a significant regression under intralesional
corticosteroid treatment (Fig. 5b). Although scalp plaques
were clinically vegetative in the first and second patients,
histopathological examination performed at the time of
disease activation in both patients revealed findings compa-
tible with PV, rather than pemphigus vegetans (Figs. 3,4).
Moreover, the classical intertriginous, vegetative, or papil-
lomatous lesions of pemphigus vegetans were not observed
in these two patients. Unfortunately, a histopathological
examination of the scalp lesion could not be performed for
PF patient.

Scalp involvement is reported in up to 60% of pem-
phigus patients in various series.”? However, vegetative
scalp lesion has previously been reported in only three
PV patients, to the best of our knowledge.>> All of the
previously reported patients with vegetative scalp plaques

* Study conducted at the Istanbul Faculty of Medicine, Istanbul
University, Istanbul, Turkey.

presented as a localized form of PV, unlike the present
study’s patients.>> The vegetative scalp lesions of PV
patients occurred during treatment of recalcitrant disease
course and particularly influenced by frequent disease acti-
vations. Additionally, to the best of our knowledge, a disease
activation limited to a nodular, alopecic scalp lesion, as
seen in the PF patient, has never been reported before.
In both of the present study’s PV patients, residual vege-
tative masses remained on the scalp despite the disease
remission (Figs. 1b, 2 b). On the other hand, the nodu-
lar scalp lesion in our PF patient showed almost complete
regression under intralesional corticosteroid treatment
(Fig. 5b).

We think that these scalp lesions which were observed
during the disease course may have occurred as a result of a
hypertrophic healing process of the recalcitrant pemphigus
lesions. Recently, the development of keratotic verrucous
plaques on the trunk was reported in a patient with long-
lasting PF which was resistant to various therapies, similar
to the PV patients.°

Interestingly, the clinical appearance of the scalp lesions
in all three patients were vegetative plaques and nodular
lesions mainly localized on the right vertex. The other pos-
sible mechanism for the scalp lesions in the present study’s
patients may be explained by the ‘‘immunocompromised
district’’ concept, proposed by Ruocco et al., which denotes
a regional immune dysregulation characterized by either
reduction or induction of immunity.” One of the suggested
pathophysiological mechanisms is that disruption of lymph
circulation leads to trafficking of immune cells, inducing an
altered immune response that can be excessive, favoring the
outbreak of immune disorders.” In the present study, the
lymph circulation might be affected by long-lasting scalp
lesions with hypertrophic healing, which might have given
rise to an antigen burden on the vertex of the scalp, resul-
ting in frequent disease activations followed by a repetitive
healing process in a sort of vicious cycle. However, it is a
matter of debate why these recalcitrant lesions vulnerable
to disease activations were localized at similar sites in the
patients.

In conclusion, the present PV and PF patients had scalp
involvement with vegetative plaques and nodular lesions on
the vertex, representing a distinct and rare clinical mani-
festation.
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