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BULLOUS PEMPHIGOID A RARE AUTOIMMUNE DISEASE:
A CASE REPORT
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Background. Bullous pemphigoid (BP) is a rare autoimmune blistering skin disease in the elderly and it is
manifested by cutaneous blisters on the skin lesions.

The objective was to emphasize the rare case of BP.

Methods. A case report of BP in a 58-year-old male patient admitted to a dermatology ward is presented.

Results. A 58-year-old male patient with complaints of fluid-filled skin lesions, was examined initially over
the trunk, gradually progressed involving B/L upper and lower extremities. Even though the patient was treated
with the recommended therapy of corticosteroid (Dexamethasone) along with adjuvant drugs, new skin lesions
continued to develop, and the patient’s condition worsened. The Prednisolone was started in place of
Dexamethasone on the fifth day of treatment at its higher dose (50mg/day), the Prednisolone proved its efficacy
to combat the extensive condition of BP.

Conclusions. Bullous pemphigoid is a distressing blistering skin disease. Untreated disease is often fatal
because of the susceptibility to infection and fluid-electrolyte disturbances. The mortality of patients with bullous
pemphigoid has been significantly reduced with the advent of new therapies and treatment modalities. The
treatment with systemic and topical corticosteroids forms the mainstay of treatment along with other adjuvant
drugs. In the present case study, the use of Prednisolone has proven its efficacy in the extensive disease state of
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BP and improved the patient’s quality of life.
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Introduction

Bullous pemphigoid (BP) is a rare autoim-
mune blistering disease and affects the elderly
mostly. However, on rare occasions, it may
affect children and young adults too. The
annual incidence of BP has been estimated to
range from 2 to 14 new cases per one million
people. Its incidence is expected to rise as a
consequence of population aging. A recent
study in France has established a 3-time in-
crease in the annual incidence of BP over the
last 15 years with 21.7 new cases per million
inhabitants [1]. Although several clinical va-
riants have been recognized, BP usually pre-
sents with tense blisters arising on healthy or
erythematous skin, typically involving the flexor
surfaces. Autoantibodies against well-charac-
terized autoantigens, BP180 and BP230, are
believed to play a crucial role in the pathogenesis
of BP. The prognosis of BP has been studied by
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several research groups, but the results of the
studies have been inconsistent [2]. The body’s
immune system is confused and makes an
antibody (a type of protein used to fight
infection) that targets a part of the skin that
normally holds it together. The attack on the
skin causes blisters (firm, fluid-filled bubbles
on the skin) to form. This disease most often
involves only the skin, but sometimes it may
affect to eyes, mouth, and genital organs. The
following clinical variants are described: classic
(described above), localized, nodular, vege-
tating, erosive, erythrodermic, juvenile and
drug-induced [3].

The clinical presentation of BP is tense
blisters, which are often seen on erythematous
or normal-looking skin of limbs and trunk and
may be widespread or localized. Bullae and /or
erosions may be presentin the oral and genital
mucosa. Pruritus alone or associated with ery-
thema and/or urticated plaques may precede
the formation of bullae by weeks or months; in
some cases, bullae may not become clinically
apparent [4]. A recent study conducted in the
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United Kingdom found an incidence of 4.3 (95%
confidence interval (95% CI), 4.0-4.6) per
100,000 person-years [5]. The BP patients have
complex co-morbidity profiles, most notably
neurological disorder, as well as autoimmune
and are prone to infection. Various studies have
confirmed a strong association between BP and
neurological disorders [6].

Case study

A 58-year-old male patient admitted to a
dermatology ward with chief complaints of
fluid-filled skin lesions (Fig. 1), initially over the
trunk, gradually progressed involving bilateral
upper and lower extremities. The lesions did
not rupture spontaneously and were associated
with mild itching. Upon admission, general
physical examination was performed in which
the patient was moderately built and nourished,
conscious and co-operative. Blood pressure
was 80/60 mm Hg. Local examination of the
skin was performed. It showed that multiple
tense vesicles and bullae over the trunk, on
both sides upper and lower extremities, few
erosions, Nikolsky’s sign, and bulla signs had
spread. The initial blood investigation revealed
total count (TC) 19970 cells/mm?3, neutrophils
57.4%, lymphocytes 15.5%, eosinophils 24.5%,
monocytes 2.3%, basophils 0.3%, RBC 5.05
x10'2/I, Hb 15.0 g/dl, Packed Cell Volume 45.3%,
MCV 89.7 fl, MCH 29.7 pg, MCHC 33.1 %, platelet
count 240000 cells/mm?3, ESR 10 mm/hour.

Initially, dexamethasone IV and oral were
prescribed along with other drugs: Ranitidine,
Calcimax (Calcium+ Vitamin D,+ Magnesium +
Zinc) and Teczine (Levocetirizine). In two days,
a few new lesions occurred, then tablet CefiXL
(Cefixime+Cloxacillin) 200 mg was prescribed.
In 24 hours, multiple new lesions occurred
again, then Omnacortil (Prednisolone) (higher
dose) - a corticosteroid, was prescribed. GV
lotion (Gentian Violet) and Ointment liquid

Fig. 1. Skin lesions of Bullous pemphigoid.

paraffin were prescribed twice a day (BID), as
well as tablet Dapsone (Dapsone) once daily
(OD) and Capsule Nicoglow (Nicotinic acid) BID.
Treatment was continued up to the time of
discharge and the patient condition improved.

Discussion

Bullous pemphigoid is a rare autoimmune
blistering disease; it typically affects the elderly
and is followed by significant morbidity and
mortality [7]. The clinical symptoms of the
disease are development of oral lesions in
about one-third of the patients; lesions may
occur on the trunk, extremities, and inter-
triginous areas. In most of the cases, no clear
precipitating factors are identified; some
precipitating factors are exposure to ultraviolet
light, radiation therapy and exposed to certain
drugs like furosemide, penicillin, sulfasalazine,
and captopril [7]. The disease is characterized
by the formation of IgG auto antibodies tar-
geting dystonin (bullous pemphigoid antigen
1 (BPAG1), and /or type XVII collagen also called
bullous pemphigoid antigen 2 (BPAG2), which
is a component of hemidesmosomes [2].In the
present case fluid-filled lesions were seen
initially over the trunk and gradually progressed
involving lower and upper extremities.

The recommended treatment for BP is as
follows [8]:

Initial therapy.Initial therapy is determined
by the extent and rate of progression of the
lesions. The priority is to control lesions usually
in a slowly progressive form of the disease;
initial treatmentincludes intralesional injections
of corticosteroids or topical applications of
corticosteroids.

Maintenance therapy. Once most lesions
are healed, the dose and type of medication are
gradually reduced to limit the risk of side
effects. Understanding the rate of dose
reduction is determined by clinical response
and overall disease activity. It is important to
monitor this balance and limit use of un-
necessary medication as many fatalities are
related to complications associated with the
therapy.

The available treatments work via different
mechanisms. Some aim to suppress the inflam-
matory process e.g. corticosteroids, antibiotics,
anti-inflammatory mediators. Immune mo-
dulating treatments include intravenous im-
munoglobulins. Intravenous immunoglobulin
has been widely tried as animmunomodulatory
agent in various auto-antibody mediated blis-
tering diseases.
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Systemic corticosteroids are most commonly
used: Dexamethasone and Prednisolone. Ty-
pical recommendations for wide spread disease
are for a starting daily dose of about 1 mg/kg
continued until cessation of new blister for-
mation then gradually decreased. The starting
dose ranges between 40 and 80 mg daily,
usually 60 mg daily. Lower starting doses of 20
to 40 mg daily have been recommended.
Antibiotics should be considered as thefirst line
of treatment for both localized and mild to
moderate disease. Antibiotic treatment is
provided for at least 2 weeks. Azathioprine and
methotrexate are also recommended [8].

In the present case study, the patient was
prescribed with Dexamethasone initially for
four days, even though a few new lesions
developed. In the next consecutive days the
Dexamethasone was replaced with Prednisolone
at its higher dose, and then the patients’
condition improved. Similar kind of results was
noticed with Prednisolone prescription in the
extensive disease state of BP [7]. Dapsone was

given in one week after patient’'s admission as
it was an immunosuppressant to reduce the
action of auto-antibodies and nicotinamide was
given on the last two days as it had some effects
in reducing itching and redness.

Conclusions

Bullous pemphigoid is a distressing blis-
tering skin disease. Untreated, Bullous pem-
phigoid is often fatal because of the susceptibility
to infection and fluid-electrolyte disturbances,
hence utmost importance is given for BP treat-
ment. The mortality of patients with bullous
pemphigoid has been significantly reduced with
the advent of new therapies and treatment
modalities. The treatment with systemic and
topical corticosteroids forms the mainstay of
treatment of BP along with other adjuvant
drugs. In the present case study, the use of
Prednisolone has proven its efficacy in the
extensive disease state of BP and improved the
patient’s quality of life.
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Bctyn. bysnwbo3Huli nemeiz2oid (bI1) - ye piokicHe aemoiMyHHe 3aX80PHOBAHHA WKipU Y NiMHixX Atoded, aKa
nposeaAEMbCA enioepMaibHUMU NYXUPAMU HO NOWKOOXCEHUX WKIPHUX NOKPUBAX.

MeTa - akyeHmysamu ysaay Ha piokicHomy eunadky bIl.

MeToawn pgocnipyxeHHs. [lpedcmasaeHo kaiHiyHUl eunadok b1y 58-piyHo20 nayieHma-4oa08ika, KUl

nocmynue y 0epmMamosozidHe 8i00iNeHHSs.

Pe3synbTaTtu gocnipgkeHHs. ObcmexceHo 58-piuHo20 nayieHma i3 ckapeamu HA 3aN08HeHi piOUHOH
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Ymeopu Ha WKipu, AKi 3A8UAUCS CNOYamKY HO myAybi, i NoCMynogo npozpecysasu, NOWUPHHYUCL 6i10mepansbHO
HQ 8epxHi Ma HUXCHI KIHYigKu. He3gaxcaro4yu Ha me, Wo nayieHm ompumyeas pekoMeHA08aHy mepanito Ha 6a3i
Kopmukocmepoidy (Oekcamema3soH) pa3oM 3 a0't08aHMHUMU NPenapamamu, WKipHi en1eMeHmu ma nowKko-
OJCeHHS WKipu npo2pecysanu, i CMmaH Xeopo20 no2ipuiuscA. bysio 36cmocosaHo npedHi30/0H 3amicme dekca-
Mema3soHy Ha n'amuli 0eHb NiKy8aHHS y binbw 8UCOKIl 003i (50 M2/006y). OcmaHHIl dosis ceoto epekmusHiCMb
0151 6opomebu 3 npozpecyroyum brl.

BuycHOBKW. by/1603HUli neM@i20i0 - XpoHiYHe, Habyme aymoimyHHe 3aX80pr08AHHS. HenikosaHa xeopoba
yacmo cMepmesnibHa Yepes CXUAbHICMb 00 iHpekyili ma nopyuieHHs 800HO-e1eKmpoNimHo20 06MIHY.
CmepmHicme nayieHmig 3 6ya1603HUM NeM@i20i00M 3HAOYHO 3MEeHWUAACS 3 NOABOK HOBUX Memodie mepanil.
ba3ucHUM € NiKy8AHHA CUCMeMHUMU | MONiYHUMU Kopmukocmepoioamu Y YoMy 00Ci0HeHHi 3aCmocy8aHHA
npeoHi30/10Hy 008e/0 €8O ePekmUBHICMb Npu 2eHepanizoeaHili popmi 3axeopro8aHHA ma 003804UN0
nosinwumu AKiCMe Xumms nayieHma.

K/TKOYOBI C/1OBA: 6ynbo3HMiA nemeiroia; piaKicHi ayToiMyHHi 3aXBoproBaHHSA; AeKca-
MeTa30H; I'Ipe,quBO.ﬂOH.
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