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LETTER TO THE EDITOR

Abstract:

Herein, we report a case of a man with pruritic bullous
pemphigoid (BP) and very high levels of total IgE
(5000 kU/L) who was refractory to standard aggressive
immunosuppressive regimens (systemic steroids, daily
cyclophosphamide) for BP but responded rapidly to sys-
temic anti-IgE (omalizumab). Our patient is a 28 year-
old white male. On admission 70% of his body surface
area was involved with large bullae overlying urticarial
plaques, involving his upper and lower extremities,
chest, and abdomen. The circulating level of sCD200
was 48.45 pg/mL in serum and 243 pg/mL in blister flu-
id. During the second month of follow-up, the patient’s
sCD200 level decreased to 26.7 pg/mL. After the sec-
ond round of omalizumab (300 mg), frequency of exac-
erbations decreased and after the 13th round it had
completely disappeared.

DISCUSSION

Bullous pemphigoid (BP) is an acquired, autoimmune,
bullous disease that is characterized by autoantibodies
against the 230-kDa bullous pemphigoid antigen within
basal keratinocytes and the 180-kDa type XVII collagen
within the basement membrane zone lying between the
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epidermis and dermis. In addition to skin blisters, pa-
tients with BP often experience pruritus and erythema-
tous urticaria-like skin lesions [1]. The mechanism of
action of omalizumab in the treatment of asthma is be-
lieved to be multifactorial and includes effects mediated
through altered production of redox metabolites [2]. It is
conceivable that mast cells residing in the lower airway,
other areas of the mucosal tracts, and in the skin differ in
tryptase and chymase content, sensitivity, receptor regu-
lation, and life span [3]. In Turkey, a small number of
patients with other allergic conditions have also been
treated with omalizumab in off-label uses with generally
good results. Except for one patient who had a tem-
porary thrombocytopenia, there was no change of mean
platelet volumes in severe asthma patients without car-
diovascular risk. In a case with Samter Syndrome, the
patient had a significant asthma score during 36 months
of follow-up time [4,5]. We showed that in cases with a
high risk of cardiovascular diseases no complication was
observed [6]. Herein, we report a case of a man with
pruritic BP and very high levels of total IgE (5000 kU/L)
who was refractory to standard aggressive immunosup-
pressive regimens (systemic steroids, daily cyclophos-
phamide) for BP but responded rapidly to systemic anti-
IgE (omalizumab). Our patient is a 28 year-old white
male, body temperature was 36.6°C with a heart rate of
98 beats/minute and 110/65 mmHg arterial blood pres-
sure. On admission 70% of his body surface area was in-
volved with large bullae overlying urticarial plaques, in-
volving his upper and lower extremities, chest, and ab-
domen. The diagnosis of BP was based on immunehis-
tologic findings (mixed dermal infiltrate and subepider-
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mal bullae). Thyroid antibodies, anti nuclear antibody,
hepatitis markers, HIV, and rheumatoid factor were
negative in the patient. Liver and renal function tests,
complement C4 and C3 levels were within normal
ranges. He had an eosinophil count of 47% (reference
range: 0 - 6%). Toxic Epidermal Necrolysis (TEN)
pathogenesis is not completely explained and its immu-
nological symptoms are similar to graft versus host dis-
ease. In our previous study, we found that soluble
CD200 (sCD200) levels were higher in blister fluid than
serum [7]. Concentrations of sCD200 in the serum sam-
ples were quantified using an ELISA kit (Sino Biologi-
cal Inc., Catalog Number: SEK10886). Total and specif-
ic IgE levels were enumerated by fluoroenzyme im-
munoassay (ImmunoCAP-FEIA) using an ImmunoCAP
(Pharmacia, Uppsala, Sweden) kit.

Values above 100 kU/L and 0.35 kU/L for total and
specific IgE levels were considered abnormal. More-
over, serum and blister fluid concentration of soluble
sCD200 was investigated as an immunosuppressive
ligand and a negative marker for inflammation on the
pre-omalizumab period.

The circulating level of sCD200 was 48.45 pg/mL in se-
rum and 243 pg/mL in blister fluid. During the second
month of follow-up, the patient’s sCD200 level de-
creased to 26.7 pg/mL. Clinical improvement was dem-
onstrated as histological re-epithelialization. In conclu-
sion, optimal treatment modalities need to be clarified
in such situations. After the second round of omalizu-
mab (300 mg), frequency of exacerbations decreased
and after the 13th round it had completely disappeared.
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