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Running Head:"Definition of moderate, significant and extensive types of pemphigus

Bulleted statement:

What's alrady.known about this topic ?

* The Auteimmune-Bullousskin-DisorderintensityScore (ABSIS) and Pemphigilssease
Arealndex (PDAI) are new scoring systems to measure pemphigus activity.

* The use of these scores in clinical practice is limited by theralesof cubff values.

What does. thisistudy add ?

* Cut-off valuesdistinguishing moderate, significant and extensive pemphigus were 15 and 45
for PDAI, and 17 and 53 for ABSIS.

* These'disease activity subgroups should help physicians in the management of pemphigus

patients
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Abstract
Background:» Two pemphigus severity scores, AutoimmiBudlous-Skin-Disorder-
IntensityScore (ABSIS) and PemphigilsseaseArealndex (PDAI), have been proposed to
provide,an objective measure of disease actitditywever, the use of these scores in clinical
practice_is limited by the absence of -ofit values which allowdifferentiation between
moderate, significant and extensive types of pemphigus.
Objective:;fTo calculate cubff values defining moderate, significant and extensive
pemphigus based dhe ABSIS and PDAI scores
Methods: In 31 Dermatology Departments in six countries, consecutive patients with newly
diagnosed pemphigus were assessed for pemphigus severity, using the ABSIS, PDAI,
PhysicianGlobal-Assessment (PGA) and Dermatolegye-Quality-Index (DLQI) scores.
Cut-off values defining moderate, significant and extensive subgmaps calculatethased
on the 28'and 75" percentilesof the ABSIS and PDAI scores. Median ABSIS, PDAI, PGA
and DLQ¥'sceoes of the three severity subgroups were compared to validate these subgroups.
Results: Ninety-six patients with pemphigus vulgaris (n=77) or pemphigus foliaceus
(n=19)were included. Median PDAI activity and ABSIS total scores were 27.5 [range:3
84] and 34.8 points [range:0W.5], respectivelyCut-off values corresponding to the
first and third quartiles of the scores were 15 and 45 for the PDAI, and 17 and 53 for the
ABSIS! The moderate, significant and extensive subgroups were thus defined, and had
distinguishing median ABSIS (p<0.0001), PDAI (p<0.0001), PGA (p<0.0001) and DLQI
(p=0.03) scores.

Conclusions: This study suggests coff values of 15/45 and 17/53 for PDAI and ABSIS
respectively, to distinguish moderate, significant and extensive pemphigus foemisfying
these pemphigus activity subgroups should help physicians to classify and manage
pemphigus patients.
Introduction
Pemphigus is a rare autoimmune disease which causes skin and mucosal blistering and
erosions. Two major types of pemphigus have been described, pemphigus vulgaris (PV) and

pemphigus foliaceus (PF). A systematic review of outcome measures for assessing pemphigus
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severity recently identified 116 different measurement systems, which were reported in 96
articles publishedver the last 25 yedtsMost studies used outcome measures based on
global scales such as the Physician Global Assessment (PGA), -epeafic ratings of
disease activity encompassing lesion count and complete healing, or scoring sgstedisn

semi quantitative evaluation of cutaneous and/or mucosal involvement as proposed
respectively by Harman et 3likeda et af, Agarwal et af, or Chams et &l. The lack of
uniform measurement systems has constituted a major drawback for compéenentdi
therapeutie regimens. Additionally, there is great need for a validated and well accepted
scoring system to help physicians in clinical practice to make therapeutic choices and adapt

treatment according to disease activity.

Recently 'two new scoring systemhave been proposed to provide an objective
measure of.disease activity in pemphiguse Autoimmune Bullous Skin Disorder Intensity
Score (ABSIS)s developed by German dermatologisitad the Pemphigus Disease Area
Index (PDAT);"8éveloped by an international panel of expefisey both quantify extent of
cutaneous*and“mucosal erosions, as well as either a measure of patient discomfort in the
ABSIS score or,a measure of skin damage in the PDAI score. The use of these scores in
clinical practice is limitd by the absence of coff values which allowdifferentiation
betweermoderate, significant and extensive types of pemphigus. This distinction isamiport
in clinicalspractice to propose adequate treatment, and in clinical trials to allow meaningful
comparisons between them. The aim of this study was to proposdfargiues based on the
ABSIS and PDAI scoring systems, in order to define three categories of pemphigityg, ac

namely maoderate, significant and extensive forms.

Methods
Study-Pepulation

We conducted arospective multicentrstudy in 31 French, German, Italian, Swiss,
Croatiam"and Australian Departments of Dermatologgaisdary and tertiary care cergje

This study was approved by the corresponding latét®committees.

Consecutre patients aged 18 years or more with pemphigus newly diagheseeen
July 2009 and May 2012 were included. All included patients had given signed informed

consent. Diagnosis of either PV or PF was based on i) characteristic clinical features, and ii)
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histological analysis of a skin or mucosal biopsy showing acantholysis, intrelepit
blistering, or eosinophilic spongiosis, iii) direct immunofluorescence (DIF) edion
showing IgG and/or C3 deposits on keratinocyte cell membrane, and iv) detettion
circulating autoantibodies by commercially available ELi&Smoglein 3 and ELISA

desmoglein-l=assays (MBL, Japan).
Assessment of disease extent
Disease extent was evaluated using i) ABSIBPDAI® and iii) PGA scores.

ThefABSIS score of cutanedinvolvement is based on the extent of the body surface
area (BSA) ‘assessed using Wallace's “rule of nines” and type of skin fedibasvalue of
the BSA affected is multiplied by an index reflecting the predominant leslohqerosive,
exudative lesins; bullae, or Nikolsky sign positivity), 1.0 (erosive, dry lesions), or 0:5 (re
epitheliali®d. lesions). ABSIS oral involvement is evaluated by scoring 11 mucosal sites by 1
(presenceofesions) or 0 (absence of lesions), and by completing a subjective severity scale
based on disecomfort during eating and drinking. Using higher scores to denote worse disease,
ABSIS ranges from 0 to 206 points, with 150 points for skin involvement, 11 points for oral

involvement, and 45 points for subjective discomfort.

The PDAI has a score ranging from 0 to 263 points, with 250 points representing
diseaseactivity"(120, 10 and 120 points for skin, scalp, and mucosal activity tivetypec
and 13 points representing disease darhagewever, the damage component was not
included in“the"present analysis. For skin activity assessment, 12 anatomic sites are assigned a
score according to disease extent: 0 (no lesiond)3ll€sions, up to 1 lesion > 2 cm in any
diameter, alk 6 cm), 2 (2-3 lesions, at least 2 lesions > 2 cm<ablcm), 3 (> 3 lesions, all <
6 cm), 5 (> 3 lesions and/or 1 lesion > 6 cm), or 10 (> 3 lesions and/or at least 1 lesion > 16
cm or entire area affected). Scalp activity is assigned a score based on the presence of
blisters, eresions or erythema of 0 (no activity), 1 (one quadrant affected)o 2jfadrants
affected), 3.(3,quadrants affected), 4 (whole skull affected) or 10 (at least 13eSiom).
For mucosalactivity assessment, 12 mucosal sites are assigned a score based on the presence
of erosionser blisters: 0 (absent), 1 (1 lesion),-3 (@sions), 5 (> 3 lesions or 2 lesions > 2

cm), or 10 (entire area).
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PGA is a visual analoguertpoint scale, based aphysician'ssubjectiveimpression
from O (no lesions) to 10 (worst skin and mucosae condition imaginable). It has beem used i

clinical trials because it is fast and easy to'ise

Patients' _quality of life was evaluated by tbermatology Quality of Life Index
(DLQI) translated into different languadéslt includes ten questions with a total score

between 0.and 30.
Statistical analysis

Thefbaseline ABSIS, PDAI, PGA and DLQI scores were prospectively recorded
case repdrforms (CRF). Observations with more than one missing score out of four were
excluded from the analysi$he target sample size (n=100) was calculated for the primary

objective of.this.study which was to assess reproducibility andrateragreement.

Quantitative variables were reported as median [range], and qualitative variables as
frequency ‘and percentages. Correlations between the different scoring sys&iss, (PDAI
activity, PGA, DLQI) were assessed using Spearman’s rank correlation coeffs@parately
for the ABSIS and PDAI scoring systems, three subgroups of severity, moderafe;asigni
and extensiveywere arbitrarily defined based on the first and third score qu@tleand
Q3). Moderate; Significant and extensive pemphigus quoreed to cases with a score lower
than thé 28"pereentile of the sample, higher than or equal to tffea?8 lower than the 5
percentile, and higher than or equal to th& BBrcentile, respectively. From these defined
categories; the“median scorefk the three severity subgroups (moderate, significant and
extensive) were compared between these three subgroups, separately for each score (i.e.,
median PDALI activity scores were compared between the three severity subgroups from the
PDAI and 'similarly for the ABSIS). In order to validate the classification in the three severity
subgroups; we first compared the median PDAI scores of the three subgroups defined by the
ABSIS cuteffwvalues and vice versa. Then, we compared the median PGA and DLQI scores
of the three,subgroups of disease extent defined by theffcualues calculated from the
PDAI and_the"ABSIS scoring systems. All these comparisons relied on thegaremetric
Kruskal\Wallis test. Statistical analyses were performed using Graph Pad Prisiorve.0
(San Diego, CA, USA).

Results
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Patient characteristics

A total of 96 patients (59 female and 37 male) were enrolled in the study. Nineteen
patients had PF and 77 PV (22 with exclusive mucosal involvement, 6 with exclusive
cutaneous_involyemerand 49 with mucosal and cutaneous lesions). Median age was 50.5
years [1984 years]. Median duration of disease before diagnosis was 4.4 monthsl[l/5H

months].

Disease activity scores of the whole population were distributed over th@4fis(3
to 84 points) and 44% (0.5 to 90.5 points) of PDAI and ABSIS scales, respectively, (Fig
Fig. 2). Median PDAI activity and ABSIS scores of the whole population were 27.5 out of
250 points«334points], and 34.8 out of 206 points [6-90.5 points], rgsectively. Median
PGA score'was 6 out of 10 points {I1L0 points] and median DLQI score was 9 out of 30
points [0- 30 points].Median PDAI activity, ABSIS, PGA and DLQI scores of PV and PF

subpopulations are showntablel.

Spearman’s coefficient c@lation was r=0.52 (p<0.0001) between PDAI and ABSIS
scores, r=0.69 (p<0.0001) between PDAI and PGA scores and r=0.56 (p<0.0001) between
ABSIS and PGA scores.

Calculation of cut-off values defining three subgr oups of pemphigus activity

Cutoffvalues(first and third quartiles) for PDAI and ABSIS scores were respectively
15 and 45(for the PDAI score, and 17 and 53 for the ABSIS score.

Median=PDAI activity scores in the three subgroups (moderate, significant and
extensive)-defined by the two eoff values from the PDAI scoring system were 1043,
26.5 [1544], and 61.0 [484] (p<0.0001). Median ABSIS scores in the three subgroups
defined by the two ceoff values from the ABSIS scoring system were 6.0-(b53], 34.8
[17.0-52.8] and 56.0 [53.0-90.5] (p<0.0001) (Table 2).

Validation of the three pemphigus activity subgroups

To validate the classification in the three activity subgroups and determine if they were

interchangeablewe compared the median ABSIS scores of the three subgroups defined
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the two cutoff values from the PDAI scoring system, and vice veléadian ABSIS scores

of the three subgroups (moderate, significant and extensive) defined by the 15 and 45 point
cut-offs from the PDAI scoring system were 19.5 {8%5], 35.8 [1.890.5] and 52.8 [12:0

83.5] (p<0.0001). Converselyedian PDAI activity scores of the three severity subgroups
defined by the=17 and 53 point effs from the ABSIS scoring system were 1645, 25 [5

80] and 45([23-84] (p<0.0001) (Table 2).

In orderstoidentify among patients with moderate pemphigus a subgroup of patients with very
few lesionsywho, might be treated without corticosteroids, we calculated tudf matiues
corresponding to the f(percentie of the population. These eaff values definig a fourth
subgroup of patients with “limited extent” were 10 and 4 points on the PDAI and ABSIS
scores respectively. However, the median PDAI and ABSIS scores of tHis $oiagroup of
patients with«“limited extent” were not statistically different frothose of patients with
“moderate extent” (corresponding to patients from th® tbothe 28' percentile), which did

not strongly argue for the definition of a fourth subgroup of patients.

To furthemvalidate classification in the three disease &gctswibgroups defined either
by the cutoff values of PDAI or ABSIS scoring systems, we calculated the median PGA and

DLQI scoresofithese three subgroups for both scoring systems.

Median PGA scores of moderate, significant and extensive subgroups dsfitieel
15 and 45 point cubff values of the PDAI score were 4-§], 6 [29] and 8 [510]
(p<0.0001), respectively. When using the 17 and 53 poirbfEwialues of the ABSIS score,
the median,PGA scores of moderate, significant and extensive subgrengsimilar to the
corresponding. previous values: 4§l 6 [3-9] and 8 [510] (p<0.0001), respectively. (Table
2)

Median DLQI scores of moderate, significant and extensive subgroups defineal by th
15 and 45«peint ceodff values of the PDAI score were[8-30], 10 [630] and 12 [624]
(p=0.02), respectively. When using the 17 and 53 poinrbfutalues of the ABSIS score,
the median.DLQI scores of moderate, significant and extensive subgroups wed€B]h [
10 [0-30] and 13 [0-30] (p<0.03), respectively. (Table 2)

Then, we determined the proportion of PF patients, and PV patients (overall, and

according to clinical form: exclusive cutaneous involvement, exclusive mucosal imasite
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cutaneous and mucosal involvement) among the moderate, signiic@htextensive

subgroups. Results are shown in table 3.

Finally, we calculated ctaff values defining moderate, significant and extensive
pemphigus accarding to the three clinical presentations of pemphigus: exclusiveoosta
involvement,_exclusive mucosal involvement or both. Theofutvalues differenating
moderate from significant, and significant from extensive subgroups on the PDé wsaral
rather closeirrespective ofthe exclusive cutaneous or exclusive mucosal presentation of
patients (1peints versus 11.5 points, and 37 points versus 35 points). These cut offs were
higher in gpatients with both skin and mucosal lesions (19 and 54 points, respectively).
Conversely, iese cubff values on the ABSIS scale were close in patients with exelusiv
mucosal involvement or both mucosal and skin involvement, whereas they were much lower

in the subgreup.of patients with exclusive skin presentation (Table 4).

Discussion

The main' objective of this study was to proposedfivalues based on ABSIS and
PDAI scoring=systems, allowing classificatiasf patients into three pemphigus extent
subgroups (maderate, significant and extensive disease). It must be underlined that these
scores assess disease extent which is not identical to disease severitythsirregnostic
relevance of these scores and their consequences in term of treatmamg bptie not yet

been evaluated

Ourresults suggest that a PDAI activity value of 15 points and an ABSIS value of 17
points allowdifferentiationbetween moderatand significant pemphigus forms, whereas a
PDAI activity=value of 45 points and an ABSIS value of 53 points aliiifferentiation

between significant and extensive pemphigus forms.

The.three subgroups defined by thesedftivalues differed from eachtfzer not only
by their respective median ABSIS (p<0.0001) and PDAI scores (p<0.0001), but also by their
median PGA (p<0.0001) and DLQI scores (p<0.005 or p<0.017). Moreover, using ABSIS

cut-off values allowed excellent separation between PDAI score aedeisa.

The extensive pemphigus subgroup defined by the 45 and 53 poiatf aatlues
based on PDAI and ABSIS scores, respectively, had a high median PGA score (8 out of 10
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points) and high median DLQI score (12 or 14 out of 30 points). These figias=yc
reflected both the investigator's and the patient’s evaluation of disease extent. In contrast, the
moderate subgroup defined by the 15 and 17 poinbftutalues, had rather low median

PGA and DLQI scores of 4 and 6 respectively, which again latece well with the
evaluation'ofsboth investigators and patients. Therefore, despite the fact tB&f tred 7%’
percentiles used to calculate the-offtvalues were somehow arbitrary although often used,

the three disease activity subgroups defingdhis means correlated well and fitted with the
quick overall assessment of the patient made by the investigator. In fact, median PGA scores
were 4, 6 and_8 out of 10 points, corresponding to the moderate, significant and extensive
subgroups defined byé¢ percentile method.

As expected, most PV patients with both cutaneous and mucosal involvement were
classified insthessignificant to extensive subgroups, whereas most PV patient withvexclusi
mucosal invelvement were found in the moderate to significant subgroups, which stmengthe
the validity of the proposed coff values. Interestingly, these eoff values also allowed
classification“of'three and six PV patients with exclusive but extensive mucosal involvement
in the extensive, subgroup (accordimythe ABSIS and PDAI cuff values respectively).
Similarly, whereas most PF patients were classified in the moderate to significant subgroups,
five and fourRFE patients with a mean 50% body surface area involvement were classified in
the extensive subgroup.

However, one could ask whether the proposedoffat are valid for all clinical
subtypes of pemphigus (exclusive cutaneous involvement, exclusive mucosal involvement
and involvement of both). Although this complementary analysis ebftutalues ineach
clinical subgroup was performed in a limited number of patients, we observed trdidAthe
cut-off values were slightly lower in the subgroups of patients with exclusive muamsal
exclusive_skin_involvement than in the subgroup of patients with $kith and mucosal
involvement==Gonversely, the ABSIS eoff values were much higher in patients with
exclusive mueesal or muamtaneous involvement than in those with exclusive cutaneous
involvementsThis isnostlikely due to the presence of a subjéat component in the ABSIS
mucosal assessment but not in the PDAI scoring system. Since the P \alues were
close for the whole pemphigus population (both PF and PV), they could be used for all forms
of pemphigus. However, since there were higieesholds for mucosal involvement with
ABSIS, it might be useful to have different @ff scores for cutaneous and mucosal

involvement.
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The 15 and 45 point culff values proposed for the PDAI severity score in the
present study are somewhat higher than the 9 and 25 points proposed by Shimizu et al., in a
Japanese study which enrolled 37 pemphigus patfefitsis difference might be due to the
fact that the latter study included both newly diagnosed and previously treated patignts, wi
few severe-cases. Indeé¢dp thirdsof the evaluations the Japanese study were performed
in already greated and / or relapsing patients with only 11 of the 110 assesshiehta/evre
considered as'severe according to the physician's subjective impression. €hérsfaikely
that this particular recruitment may have been responsible for the inclusion gher hi
number of patients with limited disease extent than in our series, which only recruited newly
diagnosed, non treated incident cases. Additionally, c@@not exclude that some
particularitiesfof, pemphigus patients in Japan mayediffom those in our multicentre

international’stady.

A selection bias is unlikely in oyrospective multicen¢ study, since it included a
large number of consecutive newly diagnosed patients recruited bottoimdaey and tertiary
care centre One' may hypothesizéhat some patients could have been treaied general
practitioner andynever needed to be refeteéd dermatology department, thus leading to
underestimatio of the proportion of limited and moderate types of pemphigus. This is
unlikely sinéesin Europahere most patients in this gparefrom, all pemphigus patients are
referredto"tk in- or outpatient clinic of dermatologyeapartments, especially faliagnosis
andto discusdreatment optiondn fact, the present study included patients with a wide range
of severity, whereas previous studies only included a limited number of patients, nheshof t
already treated,and with limited lesiSn®espite the acruitment of consecutive incident
cases of pemphigus, we observed that severity scores of the whole group of patients were
distributedfover the lowest third of PDAI and ABSIS scales. A prospectivéudital study
is currently being conducted to determine if this usage of a limited portion 81SABnd
PDAI scales impairs the sensitivity of these scores in detecting improvement or worsening of
the patient's conditionWe did notassesderethe reproducibility of these scores ween
investigators. Howear, good correlation between ABSIS and PDAI scoring systems, as well
as between these scores and PGA and DLQI scores suggesptable reproducibility of
these scoring systems. Moreover, the observation that the Spearman correlation coefficients
calculaed in the present study (r=0.69 for PDAI/PGA and r=0.56 for ABSIS/PGA) were
close to those reported by Rosenbach et al. (r=0.60 for PDAI/PGA and r=0.43 for
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ABSIS/PGAY and by Rahbar et al. (r=0.67 for PDAI/PGA and r=0.33 for ABSIS/P&Ag0

suggests thacceptable reproducibility of these scores.

Conclusion

In conclusion, identifying three subgroups of moderate, significant and extensive
pemphigussheuld help physicians to classify and manage affected patients. Furthermore, this
shouldfacilitate reporting of outcome as well as enable direct comparisons between treatment

regimens in future prospective trials.
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Figure 1. Distribution of PDAI total activity and ABSIS total scores. Thick lines cooedp
to the median of PDAI and ABSIS values of the whole populalibm lines correspond to

the 28" and the 7% percentiles.

Figure 2. Distribution of PDAI panel A), ABSIS (panel B), and PGAgpel C) scores for
each patienrthe"threeextent sugroups with meafthick bar) and standard variation (thin
bar).
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Table 1: Median [range] PDAI total activity score, ABSIS total score, PGARLQI scores of the whole population (n=96) greanphigus

vulgaris and pemphigus foliaceus subpopulations

PDAI total activity score
(0-250)

Median [range]

Whole population (n=96) 27.5[3 - 84]
PF (n=19) 18.0 [3 - 68]
PV (n=77) 29.0 [4 - 84]
PVme.(n=49) 35.0[9 - 84]
PVm (n=22) 2255 - 74]
PVc (n=6) 20.5[4 - 36]

ABSIS total score
(0-206)

Median [range]
34.5[0.5 - 90.5]
12.0[0.5 - 83.5]
36.7 [0.5 - 90.5]
36.7 [7.4 - 90.5]
39.0 [4 - 56]

1.9[0.5 - 9.5]

PGA score
(0-10)

Median [range]
6[1-10]
5[1-8]
6[1-10]
6[1-10]
6[3-10]

3.5[2-6]

DLQI score
(0-30)

Median [range]
90 - 30]
6.5[2 - 22]
90 - 30]

11 [0 - 30]
7[0-22]

7.5[1-12]

PF: Pemphigus-Foliaceus, PV: Pemphigus Vulgaris, PVm: with exclusive mucosal involvement , PVc: with exclusive cutaneous involvement, PVmc: with both

mucosal and cutaneous involvement

Table 2:.Median [range] PDAI, ABSIS, PGA and DLQI scores according to pemphigaistys€moderate, significant or extensivégfined

from PDAI or ABSIS scoring systems
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PDAI total
activity median

[range]

ABSIS median

[range]

PGA median

[range]

DLQI median

[range]

subgroups defined according to PDAI score*

subgroups defined according to ABSIS score**

moderate

(n=21)

10.0
[3.0-14.0]

19.5
[0.5-39.5]

4
[1-6]

6
[0-30]

significant

(n=50)

26.5
[15.0-44.0]

35.8
[1.5 - 90.5]

6
[2-9]

10
[0-30]

extensive
P***
(n=25)
61.0
<(0.0001
[45.0-84.0]
52.8
<0.0001
[12.0-83.5]
8
<0.0001
[5-10]
12
0.02
[0-24]

moderate
(n=23)

16.0
[3.0-45.0]

6.0
[0.5-15.3]
4
[1-8]

6 [0-22]

significant
(n=50)

25.0
[5.0-80.0]

34.8
[17.0-52.8]

6
[3-9]

10
[0-30]

extensive
(n=23)

45.0
[23.0-84.0]

56.0
[53.0-90.5]

8
[5-10]

13
[0-30]

*kk

<0.0001

<0.0001

<0.0001

0.03

* cut-off values differentiating moderate, significant and extensive pemphigus fosex$ da PDAI score were 15 and 45 points

** cut-off values differentiating moderate, significant and extensive pemphigus foased on ABSIS score were 17 and 53 points

*** Kruskal- Wallis non parametric test
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Table 3:Distribution of clinical types of pemphigus (pemphigus vulgaris, pemphigus foa@mong moderate significant and extensive

pemphigus forms defined from PDAI or ABSIS scoring systems

subgroups defined according to PDAI score* subgroups defined according to ABSIS score**
No (%) No (%)
moderate significant extensive moderate significant extensive
(n=21) (n=50) (n=25) (n=23) (n=50) (n=23)
Pemprzing_ulsggoliaceus 6 (32%) 8 (42%) 5 (26%) 12 (63%) 3 (16%) 4 (21%)
Pemp;:%‘;i)\/u'garis 15 (19%) 42 (55%) 20 (26%) 11 (14%) 47 (61%) 19 (25%)
- skin only.(n=6) 2 (33%) 4 (67%) 0 (0%) 6 (100%) 0 (0%) 0 (0%)
- mucosakenly (n=22) 7 (32%) 12 (55%) 3 (13%) 2 (9%) 14 (64%) 6 (27%)
- skin and mucosal (n=49 6 (12%) 26 (53%) 17 (35%) 3 (6%) 33 (67%) 13 (27%)

* cut-off values differentiating moderate, significant and extensive pemphigus foses tsa PDAI score were 15 and 45 points

** cut-off values differentiating moderate, significant and extensive pemphigws foased on ABSIS score were 17 and 53 points
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Table 4. Cuwoff values defining moderate, significant and extensive pemphigus according to thelitiice¢ presentation of pemphigus

(exclusive cutaneous involvement, exclusive mucosal involvement and both involvement)

PDAI ABSIS
25" percentile 75" percentile 25" percentile 75" percentile

Whole population (n=96) 15 45 17 53
pemphiguswith exclusive cutaneol
_ 12 37 3 31
involvement (n=25)
pemphigus with exclusive mucosal
_ 11.5 35 29 53
involvement (n=22)
pemphigus.with both cutaneous an

19 54 26 53

mucosal(invalvement (n=49)
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Figure2

PANEL A: Distribution of PDAI in the 3 subgroups according to PDAI cut-offs
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PANEL B: Distribution of ABSIS in the 3 subgroups according to ABSIS cut-offs
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PANEL C: Distribution of PGA in the 3 subgroups according to PDAI or ABSIS cut-
offs
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