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Our scientific knowledge of bullous pemphigoid (BP) has dramatically progressed in recent years. However,
despite the availability of various therapeutic options for the treatment of inflammatory diseases, only a few
multicenter controlled trials have helped to define effective therapies in BP. A major obstacle in sharing
multicenter-based evidences for therapeutic efforts is the lack of generally accepted definitions for the clinical
evaluation of patients with BP. Common terms and end points of BP are needed so that experts in the field can
accurately measure and assess disease extent, activity, severity, and therapeutic response, and thus facilitate
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and advance clinical trials. These recommendations from the International Pemphigoid Committee represent
2years of collaborative efforts to attain mutually acceptable common definitions for BP and proposes a disease
extent score, the BP Disease Area Index. These items should assist in the development of consistent reporting
of outcomes in future BP reports and studies. (J Am Acad Dermatol 2012;66:479-85.)
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Bullous pemphigoid (BP)
is a common autoimmune
bullous disease typically af-
fecting the elderly. There
have been only a handful of
well-designed  randomized
controlled trials assessing
the effectiveness of therapies
for BP.' In relatively rare
diseases where it is difficult
to include enough patients to
have sufficient power to
compare different  treat-
ments, meta-analysis is a
powerful tool that is used to
pool data across trials.
However, it is impossible to
compare the therapeutic out-
comes from the majority of
these BP studies using meta-analysis, as they have
varying definitions and outcome measures.

pemphigoid.

PURPOSE

The purpose of this statement is to provide
appropriate definitions for the various stages of
disease activity, define therapeutic end points in
BP, and to propose an objective disease extent
measure that can be used in clinical trials. The use
of the same definitions and outcome measures
makes the results of trials more comparable. Since
definitions and outcome measures for pemphigus®*
have been published, most trials in pemphigus and
reports have begun adopting these systems or refer-
ring to them when their existing trials using other
measures were unable to show a difference.’

METHODS

An international BP definitions committee was
organized in 2008, at the point when the international
pemphigus definitions committee completed its sim-
ilar work on pemphigus.® The committee was an
expansion of the first committee and convened 7
times over 2 years to discuss the appropriate defini-
tions. These meetings were held at the American
Academy of Dermatology (AAD) annual meeting in
San Antonio, TX, in 2009 (D. F. M. and V. P. W.);
European Society for Dermatologic Research in

CAPSULE SUMMARY

« It is impossible to compare the
therapeutic outcomes from the majority
of bullous pemphigoid studies using
meta-analysis, as they have varying
definitions and outcome measures.

« These recommendations, developed
over the last 3 years by experts, provide
appropriate definitions for the various
stages of disease activity and therapeutic
end points in bullous pemphigoid.

+ These definitions can be used in case
series and clinical trials to compare the
efficacy of treatments for bullous

Budapest, Hungary, in 2009
(D. F. M. and P. J); the
European Academy of Der-
matovenereology in Berlin,
Germany, in 2009 (D. F. M.
and L. B.); the AAD in Miami,
FL, in 2010 (D.F.M. and V. P.
W.); the Pemphigus 2010
Meeting in Bern, Switzerland
(V.P.W.and D. F. M.); and the
International Pemphigus and
Pemphigoid Meeting at the
National Institutes of Health
in November 2010 (V. P. W.
and D. F. M.), in Bethesda,
MD. The final meeting was
held at the AAD in 2011 in
New Orleans, LA (D.F. M. and
V. P. W.). Meetings were sup-
ported in part by local dermatology societies. The
draft definitions and end points were electronically
mailed to the larger group, allowing for comments
between meetings.

THE RECOMMENDATIONS
Observation points

The end points are illustrated and summarized
(Fig 1 and Table D.

Early end points

“Baseline” is the point at which a physician starts
treatment for BP.

“Control of disease activity” (disease control;
beginning of consolidation phase) is defined as the
point at which new lesions or pruritic symptoms
cease to form and established lesions begin to heal.
The time to disease control is the time between
baseline and this control point.

“End of the consolidation phase” is defined as the
time at which no new lesions or pruritic symptoms
have developed for a minimum of 2 weeks and the
majority (approximately 80%) of established lesions
has healed. At this point tapering of corticosteroids
often occurs. The length of the consolidation phase
is the time between disease control and the end of
consolidation phase.
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