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ABSTRACT

case of pemphigus foliaceous after 20 years.

Pemphigus foliaceous is an autoimmune blistering disease characterized by superficial flaccid blisters, erosions,
scales and crusts on the seborrheic areas of the face and trunk. Mucosal involvement is seldom seen. The first report
by Bloom in 1929, stated the coexistence of pemphigus foliaceous and psoriasis vulgaris. Since then, very few cases
of psoriasis coexistent with autoimmune bullous diseases have been reported in which psoriasis had preceded or
simultaneously presented with pemphigus foliaceous. We reported a rare case where psoriasis vulgaris developed in
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INTRODUCTION

Pemphigus foliaceous is an autoimmune blistering
disease characterized by superficial flaccid blisters,
erosions, scales and crusts in the seborrheic distribution.
Mucosal involvement is seldom seen. Histo-
pathologically, acantholysis of granular layer with
acantholytic cells and intra epidermal deposition of
immunoglobulin-G against desmogleinl and complement
component3 (C3) is seen.

The first report by Bloom in 1929 stated the coexistence
of pemphigus foliaceous and psoriasis vulgaris.® Since
then, very few cases of psoriasis coexistent with
autoimmune bullous diseases have been reported in
which psoriasis had preceded or simultaneously presented
with pemphigus foliaceous. We reported a rare case
where psoriasis vulgaris developed in case of pemphigus
foliaceous after 20 years.

CASE REPORT

A 61 year old male patient presented with few itchy red
raised scaly lesions over trunk and extremities since one
year. The lesions over the extremities were reddish, dry,
extremely itchy and topped with adherent whitish scales.
Also few crusted lesions were present since few weeks
over the chest and back. The patient was a known case of
pemphigus foliaceous (biopsy proven) since 20 years and
self-medicated intermittently with oral corticosteroids
since past 2 years. On enquiry, no change was noticed by
patient in the morphology of these lesions over the years.
There was associated pain in small joints of hands and
feet since last few months. The pain was intermittent in
nature, of moderate intensity involving the distal inter
phalangeal joints and not associated with any morning
stiffness. The patient had also developed chronic side
effects of corticosteroids like cushingoid habitus,
glaucoma, osteoporosis and hypertension.
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Cutaneous examination showed multiple well defined
superficial erosions topped with semi adherent
hyperpigmented crusts over the back and chest (Figure
1). Nikolsky’s sign (marginal and distant) was negative.
The lesions over the lower extremities were few well
defined erythematous plaques of various sizes with
whitish adherent scaling, seen bilaterally symmetrically
over knees and shins (Figure 2). Skin biopsy was taken
from a plaque on the left lower extremity and crusted
lesion over the back.

Figure 1: Pemphigus foliaceous-well defined
superficial erosions topped with semi adherent
hyperpigmented crusts over the back and chest.

Figure 2: Psoriasis vulgaris-well defined erythematous
plaques of various sizes with whitish adherent scaling
seen bilaterally symmetrically over knees and shins.

Histopathology of leg lesion showed features of
parakeratosis, hypogranulosis, Munro’s micro abscesses,

spongiform pustules of Kojog, elongation of rete ridges
along with mild lymphocytic dermal infiltrate, consistent
with psoriasis vulgaris (Figure 3). The back lesion on
histopathology showed granular layer acantholysis with
presence of acantholytic cells in the cavity and
eosinophilic spongiosis. Direct immunofluorescence done
for the back lesion showed fish net pattern with
deposition of 1gG over the epidermis (Figure 4). Thus we
reached a diagnosis of pemphigus foliaceous with
coexistent psoriasis vulgaris and psoriatic arthritis.

Figure 3: Haematoxylin and eosin stain (40x)-
parakeratosis, hypogranulosis, Munro’s micro
abscesses, spongiform pustules of Kojog, elongation of
rete ridges along with mild lymphocytic dermal
infiltrate.

Figure 4: Direct immunofluorescence-shows fish net
pattern with intercellular deposition of IgG in
superficial layers of epidermis.

All the baseline investigations (haemogram, liver
function tests, renal function tests), screening for
tuberculosis and hepatitis markers were normal.
Radiographs of the chest, hands and feet were within
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normal limits. The dual energy X-ray absorptiometry
(DEXA) scan showed osteopenia. Ophthalmological
investigations were within normal limits. As patient had
developed severe side effects of corticosteroids, we
considered starting the patient on rituximab as per the
rheumatoid arthritis protocol. Since the investigations
were within normal limits, the patient was pre medicated
and given first infusion of rituximab 1 gm over 6-8 hours
with adequate monitoring. After 15 days the second
infusion was administered. Topical steroids and
emollients along with antihistamines were continued.
And tablet methotrexate 15 mg/week and tablet
leflunomide 20 mg daily was started for psoriatic
arthritis. The skin lesions started healing by 2 weeks and
over 3 months completely healed. There were no active
lesions since last few months and patient was maintained
on tablet methotrexate (10 mg/week), tablet leflunomide
(20 mg) and emollients.

DISCUSSION

Psoriasis has been reported to be associated with systemic
lupus erythematosus, bullous pemphigoid, myasthenia
gravis and ulcerative colitis, suggestive of a
predisposition to autoimmune disease.? Amongst the
blistering diseases, bullous pemphigoid was followed by
pemphigus vulgaris was seen co-existing with psoriasis
vulgaris.®# Literature search showed only eight cases of
coexistence of these pemphigus foliaceous and psoriasis
vulgaris (Table 1).>6 Also one of the cases showed
concurrent development of pemphigus foliaceous and
psoriasis vulgaris and one showed pemphigus preceding
psoriasis.®” Our case is rare as psoriasis vulgaris
presented 20 years after the onset of pemphigus
foliaceous incidentally.

Table 1: Cases of patients with pemphigus foliaceus coexisting with psoriasis in english literature.>®

Ongoing treatment

Time gap between 0]
psoriasis and

pemphigus foliaceous

pemphigus
foliaceous

psoriasis when

Pemphigus foliaceous
treatment taken

1 34/F Concurrent development  None Azathioprine; prednisolone Lee et al

2 45/M Not available PUVA*! Prednisolone Aghassi and Dover

3 72/M 52 years None Prednisolone Tomasini et al

4 38/M Not available None Methotrexate Perez et al

5 51/M 8 months None Prednisolone Yokoo et al

6 s 7 years None Prednisolone Giomi et al

7 40/F 10 years None Injection methotrexate (i.m.) Lee and Ro

8 66/F 2 months PF p.rec.egse d Methylprednisolone pulse Abbas et al
psoriasis

PUVA-psoralen ultraviolet A; i.m=intramuscularly; *3=single other case where pemphigus foliaceous was preceded by psoriasis

(pustular type here).

The exact pathogenesis is still not clear. The likely
postulates are presence of HLA-DR4 haplotype in both
diseases, dual role of IL-8 (IgG autoantibodies inducing
production of IL-8 in keratinocytes and role of IL-8 in
forming neutrophilic pustules).8,9 Phototherapy may also
trigger  production of  endogenous  pemphigus
autoantibodies and significant decreased suppressor T
cell activity in psoriasis pemphigus foliaceous has been
treated successfully with oral corticosteroids and
immunosuppressants along with topical medications.
Patients  resulting in increased production  of
autoantibodies against skin antigens.!® Corticosteroids
used for treatment of vesiculobullous diseases could be a
trigger for pustular psoriasis.*

The treatment protocol for these co existent diseases is
not known, a combination of immunosuppressant
(azathioprine,  methotrexate)  for  psoriasis  and
corticosteroids for pemphigus and have been used in few
cases (Table 1).>¢ In literature, few reports of rituximab

showed good response (eighty percentage achieving
complete remission) for pemphigus vulgaris and
pemphigus foliaceous as per the rheumatoid arthritis
protocol. The effect of rituximab on psoriasis has been
intriguing. It has also been reported to be effective in
recalcitrant cases of psoriasis vulgaris and psoriatic
arthritis and paradoxically precipitated the disease.* 4

CONCLUSION

We reported a rare case in which pemphigus foliaceous
was co-existent with psoriasis vulgaris and psoriatic
arthritis in which the latter developed after two decades.
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