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The term “Pemphigus” is derived from the Greek word Pemphix means “bubble or blister” and Vulgaris
means “common”. It is a potentially life-threatening disease that causes erosions and blisters of the skin
and mucous membranes. It is a chronic, rare, intra-epidermal bullous disease with a potentially fatal
outcome and was originally named by Wickman in the years 1791. Pemphigus is an uncommon disease
with an incidence rate ranging from 0.5 to 3.2 per 100,000 per year. In this article, we discussed a rare
case report on the impact of Rituximab in the management of Pemphigus Vulgaris. The Inj. Rituximab was
found to be more effective in treating Pemphigus Vulgaris along with supportive medication. By
considering different literature, it has been concluded that Pemphigus Vulgaris has a relapse in nature.
So, ongoing monitoring and adjustment of treatment are often necessary to manage the condition.
Patient must require regular follow-up appointments with his healthcare professional to monitor the
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disease actively and adjust the treatment as necessary depending upon their clinical manifestations.
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Introduction

The term “Pemphigus” is derived from the
Greek word Pemphix means “bubble or blister” and
Vulgaris means “common” [1]. It is a potentially life-
threatening disease that causes erosions and blisters of
the skin and mucous membranes [2]. It is a chronic,
rare, intra-epidermal bullous disease with a potentially
fatal outcome and was originally named by Wickman
in the years 1791 [3]. Pemphigus is an uncommon
disease with an incidence rate ranging from 0.5 to 3.2
per 100,000 per year. Men and women can be equally
affected and most of the cases are occurring at the age
of 50-60 years [4,5].

The immune system produces auto-antibody
against the specific proteins of the desmosomal
adhesion complex that leads to the intra-epidermal
blister formation [6]. The progression of Pemphigus
Vulgaris usually begins with painful persistent
mucosal erosions most commonly in the mouth with
many patients developing cutaneous manifestations [7,
8]. Pemphigus Vulgaris antibodies bind to keratinocyte
desmosomes and to desmosome-free areas of the
keratinocyte cell membrane [9,10].

It is mediated by circulating pathogenic auto-
antibodies that attack the keratinocyte cell surface

28

proteins leading to acantholysis means the loss of
intercellular connection between keratinocytes in the
epidermal stratum spinosum that causes the
intraepidermal clefts. If left untreated, PV is fatal due
to the failure of the skin barrier that comes to a climax
in fluid loss, electrolyte disturbances and causing
opportunistic infection. The most common treatment
method is the administration of oral corticosteroids
and immunosuppressive agents and so far, there is still
a lack of specific treatment for these diseases [11-13].

Case Report

A 35-year-old male patient was admitted to
the department of DVL in a tertiary care hospital of
Rajahmundry, Andhra Pradesh came with -chief
complaint of multiple crusted lesions on the abdomen,
face, back region, lower and upper limb regions.
Erosions over the back region (popliteal fossa) and
scalp crushing were present with severe itching. On
examination, it was found that the oral cavity also had
a blister and sore on the mucosal membrane one
month ago but now came for 2nd dose of Inj-Rituximab.

Observation

Under general physical examination, blood
pressure was found to be 160/100 mmHg, pulse rate
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100bpm, and temperature found to be afebrile.
Systemic examination was found to be normal. Other
specific tests like IIFS and ELISA were negative. The
laboratory tests were found to be Hb-12.1gm/dl, PCV-
37%, RBC-4.23million/cumm, Lymphocytes-20%,
WBC-15,400 (leucocytosis), Platelets-2.25 lakhs, RBS-86
mg/dL and liver function tests were (SGOT-45 IU/],
SGPT-105 IU/L) elevated but the bilirubin level was
normal.

Skin sample was taken from the blister for
microscopic analysis and the report was found to be
showing an intraepidermal vesicle with round
separated keratinocytes (acantholytic cells) just above
the basal layer of epidermis. Overall, based on clinical
manifestations and laboratory and microscopic
analysis (skin biopsy report) the patient was
diagnosed with Pemphigus Vulgaris.

After confirmation of diagnosis, the standard
treatment was started with Tab. Prednisolone
40mg/po/od (corticosteroid), Tab. Mycophenolate
Mofetil 360mg/po/bd (immunosuppressant), Tab.
Levofloxacin 500mg/po/od (antibiotics), Tab. Atarax
25 mg/bd (antihistamine), Tab. Fluconazole 150 mg
once a week (antifungal).

After treatment, a significant improvement
was observed in the patient’'s symptoms but new
lesion formation was also observed so the patient was
provided with an infusion of 1¢t dose of Inj. Rituximab
500 mg by monitoring closely. After that a significant
improvement was seen in the patient and suggested
for 2nd dose with regular follow-up appointments with
the healthcare professional to monitor the aggravation
and relapse of new lesions and adjust treatment as
necessary

depending  upon  their  clinical

manifestations.

Treatment Provided

After 15 days with regular follow-up and
patient was admitted for 2nd dose of Inj. Rituximab
that was given by monitoring all the vital parameters
with pre-medication that includes Inj. Hydrocortisone
100 mg STAT, Inj. Pheniramine Maleate, 2cc STAT,
Tab. Paracetamol 500mg STAT, Tab. Pantoprazole
40mg STAT after the Inj. Rituximab 500 mg dissolved
in 50 ml given along with 450 ml normal saline (i.e by
making 1mg/ml) was given slowly 2-3 ml/min of
infusion intravenously. With the use of this therapy, a
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significant improvement was observed as no new
lesion was formed, the old lesion was healed (Fig
no.2), the oral cavity was normal and the scalp
crushing was reduced.

After 5 days of admission, a complete
improvement was seen and the patient was discharged
with  Tab.
Mycophenolate =~ Mofetil

Prednisolone = 40mg/po/od, Tab.
360mg/po/bd, Tab.
Levofloxacin 500mg/po/od, Tab. Hydroxyzine 25
mg/bd and suggested the appointments with his
healthcare professional for follow up.

Figure 1: Condition of the skin after treatment with
1st dose of Inj. Rituximab

Figure 2: Condition of the skin after treatment with
2nd dose of Inj. Rituximab
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Skin Biopsy Report

Figure 3: Round Keratinocyte under light
microscopic

Figure 4: Rounded up and separated keratinocytes
(Acantholytic cells)

Discussion

Pemphigus vulgaris (PV) is a vesiculobullous
Skin disease in that the immune system produces auto-
antibody against the specific proteins of the
desmosomal adhesion complex that leads to the intra-
epidermal blister formation. The present case was a 35-
year-old male patient who has a known history of
pemphigus vulgaris and was under the treatment with
Tab. Prednisolone (corticosteroid), Tab.
Mycophenolate Mofetil (immunosuppressant), Tab.
(antibiotic), Tab.
(antihistamine),  Tab.

Levofloxacin Hydroxyzine
Fluconazole  (antifungal),
antiseptic ointment, liquid paraffin and 1st dose of
Rituximab. The patient came for 2nd dose of Rituximab
which was given by continuous monitoring of vital
parameters. After 2nd dose a significant improvement

was observed with no new lesion formed, the old
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lesion was healed (Figure: 2), the oral cavity was
normal and the scalp crushing was reduced.

Conclusion

The Inj. Rituximab was found to be more
effective in treating Pemphigus Vulgaris along with
supportive medication. By considering different
literature, it has been concluded that Pemphigus
Vulgaris has a relapse in nature. So, ongoing
monitoring and adjustment of treatment are often
necessary to manage the condition. Patient must
require regular follow-up appointments with his
healthcare professional to monitor the disease actively
and adjust the treatment as necessary depending upon
their clinical manifestations.
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