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discharge and itching since 15 days. A positive Nikolsky’s sign is when the
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assessed as Pemphigus Foliaceus. The plan incudes Corticosteroids,
Immunosuppressants, Antibiotics, Vitamin A & D supplements, IV fluids,
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proper wound management and finally plasmapheresis.
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Pemphigus is not transmittable, in most cases the
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Introduction pemphigus, IgG autoantibodies are typically directed

. . against desmogleins (desmoglein 1 and desmoglein 3),
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. . . common in Jews and in people of Mediterranean
keratinocytes) causes blisters and erosions [1]. . ]
. . . descent and from Middle East. Incidence
Generally, immune system produces antibodies to it ¢ i :dexabl d
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common subtype of pemphigus in Europe, the United
States and Japan it preferentially affects women, and
most of the patients are 50-60 years of age at disease
onset [5,6]. In India Pemphigus arises in earlier age
group (<45 years) as compared to western country. Male
to female proportion is almost identical with limited
studies presenting female predominance [7].
Classification
Pemphigus has three foremost subtypes as followed

e  Pemphigus Vulgaris,

e  Paraneoplastic Pemphigus and

e Pemphigus Foliaceus.
Pemphigus Vulgaris
Pemphigus vulgaris is the most common type of
pemphigus. Blisters usually first appear on the mouth.
The blisters do not cause itch, but they are painful.
Blisters may then appear on the skin and sometimes on
the genitals.
Paraneoplastic Pemphigus
A identical rare kind of pemphigus that arises in people
with some cancers is called Paraneoplastic pemphigus.
The blisters and sores might appear on the mouth, lips
and skin. This form may also cause scars on the eyelids
and eyes. It can also result in lung problems.
Pemphigus Foliaceus
Pemphigus Foliaceus is part of the pemphigus set of
autoimmune illnesses. Autoimmune diseases results
once the body's immune system assaults healthy tissue.
In Pemphigus Foliaceus, the immune system harms skin
cells termed keratinocytes. Pemphigus Foliaceus [PF]
causes blisters, cuts, in addition crusty spots on the skin.
The sores can be aching and unpleasant, but PF is a
fairly benign health condition that does not
characteristically cause other health problems. The
immune system produces antibodies that attach to a
protein called desmoglein-1 in an individual with PF.
This protein is positioned in sticky spots on skin cells
named desmosomes. When the antibodies attach to this
protein, it causes the skin cells to disperse from one
another, which causes the skin to blister and peel [11].
Diagnosis done on physical examination, positive
nikolsky’s sign, Tzanck test, performing biopsy, or
blood test to measure levels of pemphigus antibodies,
and endoscopy. Fatal and severe complications of
pemphigus vulgaris can be seen. They can be skin
infections, sepsis, or the spread of infection through the
bloodstream, dehydration. Treatment measures include
corticosteroids,

use of steroid-sparing
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immunosuppressants, Dapsone, IV immunoglobulins,
Rituximab, plasmapheresis, and proper wound

management [10].

Case Report

A 54 year old female patient presented to female
dermatology ward with complaints of painful ruptured
blisters all over the body with crusty, scaly patches
associated with serous discharge and itching since 15
days. She had past history of similar complaints 6 years
ago for which she undergone treatment and the
physician advised her to avoid exposure of dung and
dust. Her symptoms subsided within 45 days
subsequently taking the therapy and avoiding exposure
to dung and dust. 15 days back She was diagnosed as
diabetic and on medication, and medication includes
insulin 10U and 8U. A positive Nikolsky’s sign is also
observed which is a physical evidence for Pemphigus
Foliaceus and laboratory data revealed a slight increase
in FBS [140mg/dl] & RBS [173mg/dl]. Based on
subjective evidence and past history the case is assessed
as Pemphigus Foliaceus. Her plan include Inj.
Dexamethasone 2cc  [8mg/2ml], Inj. Ceftriaxone
[1lgm/5ml], Cap. Cyclophosphamide[25mg], Cap.
vitamin-A&D, Tab Cetirizine [10mg], Neomyin
[Neomycin-Polymyxin] face cream, Inj. Insulin [10U-
8U], Inj. Amino acids, 1\Y fluids, Inj.

Pantoprazole[40mg], and proper wound management.

Discussion

Pemphigus Foliaceus shows fluid-filled blisters to form
on skin, often on chest, back, and shoulders. At first the
blisters are minor, but they progressively develop and
increase in number. Eventually they can cover whole
trunk, face, and scalp. The blisters breakdown and open
easily. Fluid may emit from them. If rubbed, the whole
top layer can separate from the bottom later and peel off
in a sheet. After the blisters break open, they can form
sores. The sores scale and crust over. Although
Pemphigus Foliaceus generally is not throbbing, but
may feel pain or burning sensation in the area of the
blisters and also itch. In this state, antibodies bind to a
protein in the superficial layer of skin, termed
epidermis. This layer of skin cells are called
keratinocytes. These cells produce the protein called
keratin that provides structure and support to skin.
When antibodies outbreak keratinocytes, they separate.
Fluid fills the spaces they leave behind.
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Fig 01: Fig 02:

produces the blisters and erosions on the skin[8].
Another type is Pemphigus erythematosus is a type of
Pemphigus Foliaceus that causes blisters to form only on
the face. People with lupus are more oftenly affected
[9].

In this case patient initially developed fluid filled
blisters all over the body associated with pain and
itching since 15 days. Later these blisters bursted
leading to painful crusty and scaly hypopigmented
patches involving almost all the body parts. She had
similar history 6 years back. 3 years back she again
started exposure to dung and dust which leads to
relapse of symptoms. Small fluid filled blisters were
seen since 1 month and the blisters started bursting with
the involvement of most of the body parts. Based on her
past history and physical evidence this case was
diagnosed as Pemphigus Foliaceus. Under physician’s
suggestion she was kept on pulse therapy which
includes corticosteroids and immunosuppressants along
with antihistamine and antibiotics as mentioned in
treatment plan. For blisters, she was treated with
soothing lotion, wet dressings and advised to abstain
from too much exposure to sun, avoiding acidic foods
that may irritate blisters. By 7th day she got relief from

painful and itching of blisters and lesions.

Conclusion

Pemphigus Foliaceus is an auto-immune disease of
pemphigus group of disorders. The much rarer
Pemphigus Foliaceus is notoriously difficult to diagnose
because the blisters are not as obvious and leafy scales
and crusts predominate. Cure is accurate for Pemphigus
Foliaceus but proper precautions are the must to avoid

prognosis of the disease.
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