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Global consensus on the clinical course, tfreatment and management of

generalized pustular psoriasis (GPP)

Lluis Puig!, Siew Eng Choon?, Alice B. Gottlieb3, Slaheddine Marrakchi?4, Jorg C. Prinz>, Ricardo Romitié, Yayoi Tada’, Dorothea von Bredow?, Melinda Gooderham?

'Department of Dermatology, Hospital de la Santa Creu | Sant Pau, Barcelona, Spain; 2Department of Dermatology, Hospital Sultfanah Aminah, and Clinical School Johor Bahru, Monash University Malaysia, Subang Jaya, Malaysia; Slcahn
School of Medicine at Mount Sinai, New York, NY, USA; “Deparfment of Dermatology, Hedi Chaker Hospital, University of Sfax, Sfax, Tunisia; °Department of Dermatology and Allergy, Ludwig-Maximilian-University Munich, Munich, Germany;
*Department of Dermatology, University of SGo Paulo, SGo Paulo, Brazil; "Department of Dermatology, Teikyo University School of Medicine, Tokyo, Japan; 8IQVIA Commercial GmbH & Co., Munich, Germany; “School of Medicine, Queen'’s
University and Centre for Dermatology and Probity Medical Research, Peterborough, ON, Canada

Using a Delphi panel approach, we have established global consensus on the clinical course, diagnosis, freatment goals and management
of GPP; the evidence-based algorithm we have subsequently developed will provide much needed guidance for physicians to implement
in clinical practice
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PURPOSE RESULTS

To conduct a Delphi panel study to gain advanced insights
INnto the clinical course, diagnosis, freatment goals and Consensus after iwo Delphi pan

management of GPP.
Statements,n  Agreement, n (%)

INTRODUCTION For a detailed clinical management algorithm that summarises all consensus statements, please scan the QR code at the
Round 1 total 185 141 (76.2) bottom of the poster

Clinical management flow diagram for GPP based on consensus siate

Domain 1: Clinical course and flare definition

- GPP is arare, neutrophilic skin disease, with a prevalence ranging GPP definition/classification 2] 16 (76.2

)
_ iHal-5 /
from 0.02-1.4 per 10,000 people worldwide Flare definition and GPP clinical course o 9 (100.0) / Diagnose GPP \ Treatment approach for GPP flares N
I I I ifi I ial tri i i » Patients should be carefully monitored by a dermatologist and freated at a centre
« ERASPEN and JDA have publlshed gwdelmes for the classification Potential triggers and disposing factors 27 13 (48.1) > FRASERN arfizia cel JBA slosnestie crlere ean e usse fo clssificeing GFF expleriencectlj o monqginugyGPP | y al
and dICIgﬂOSIS of GPP, respechvely;‘ 2 hOWGVGI’, the evidence base Prognosis 24 23 (95.8) « GPP .should be su§pecFTed in patients with CIC.UTe—OﬂS.eT ery’r.hemo and pustulosis . Emergency care may be required for patients with fever, severe pain, elevated markers
for these guidelines is limited Domain 1 total 81 61 (75.3) . Iv\edl.col.ond fomny history are useful to confirm a diagnosis; explore a complete > of systemic inflammation or signs of infection <4
. . . . Domain 2: Diaanosis medication history _ _ _ o S * Treatments with rapid onset of action are essential during GPP flares, and should be
« Few clinical frials have been conducted in GPP due to the rarity of B * Laboratory evaluations and histopathological examination of skin biopsies may continued according fo disease severity
the disease and lack of international consensus on criteria for Criteria 2 2 (100.0) be usetul * Systemic management and drug therapy are essential to minimise the risk of
. . Clinical di is of GPP 3 3 (100.0 systemic complications
dICIgﬂOSIS and freatment gOC”S Lolgfr(;’rolrjfggzliecl)e ant for the diagnosis | | \ / j
Y | |
. . . . . 15 9 (60.0)
« As aresult, there is a general paucity of information to inform of GPP A v ¢
: : : Genetic screening in GPP diagnosis 2 1 (50.0) . . .
optimal management of patients with GPP _ | / Ongoing disease monitoring \
Histopathologic features of GPP 5 4 (80.0)
e Patients should h ltati ith a GP, internist, infectologist or
C O N C L U s I O N S Differential diagnosis 14 5 (35.7) re?el\?gr?’rsspoeuciolis?\c/::es ﬁgg‘;ueg ons with @ e d
-\@I- Domain 2 total 41 24 (58.5) Can these diagnoses be excluded? « Disease severity should be monitored using GPPGA, GPPASI, affected body surface
: Domain 3: Treatment goals I8P sUloeetincel pusilliel eieinel e . EJ;ZC;%?S;Y;LGOTJ'Z;;’;ch;f?ewgr/cﬁk;?;c:;izmmr;lreknecrjsed to assess disease severity and
» Global consensus among expert dermatologists was reached on: Flare/acute-phase treatment godis 9 9 (100.0) Sneddon-Wilkinson disease; IgA pemphigus; Sotential complications
. . . . . . . erythrodermic psoriasis; infectious diseases . .
o Key clinical and hlSTOlOQICCﬂ features Suppor’rlng GPP legﬂOSIS Long-term goals 8 8 (100.0) No * Pregnant women should be monitored to prevent further complications that may
. ey . : : impact the wellbeing of the mother and fetus
Clﬂd ﬂC”-e deflnl-l-lon Domain 3 total 17 17 (100.0) continue evaluations to ) ) . .
' determine diagnosis e Assess QoL on an ongoing basis; PROs are useful to assess the impact of disease or
- . 10 . e Domain 4: Holistic management of GPP [GEmEE iEsing i ervelleisls) Yes freatment interventions
« GPP being distinct from plaque psoriasis, although both 9 A y o 6i \ /
- . . omain 4 tota :
conditions may occurin ine same patent Rownaz Y '
: : v
« Treatment goals of rapid, sustained conftrol of cutaneous and Round 2 total 28 16 (57.1) / Identify potential GPP flare triggers \ s genetic
systemic symptoms, and long-term prevention of new flares Domain 1: Clinical course and flare definition . Ireo’rmen’r or withdrawal of treatment ) < No testing
e e e e . I s e.g. systemic corticosteroids or antipsoriatics 5
. Multidisciplinary disease management and assessment tools GPP definition/classification 3 0 « Bacterial of viral infection available? . : .
f itori di itV i liNi | fi Potential triggers and disposing factors 2 * Pregnancy (typical onset in the third trimester) AR IECIGISN EEhETEe] (el Elie] SUB Elee No
or monitoring alsease severity in Clinical pracrice STre%s y (Typ * . clearance of pustules, inflammatory erythema,
Domain 1 total 5 0 * ; . . . .
METHODS . . . . Severe hypocalcaemia (secondary fo scaling, crust and skin I(—::Slons, and alleviated pain
=l Domain 2: Diagnosis . . hypoparathyroidism) « Screen for an IL36RN mutation and systemic symptoms?
00 L(:k();oprg’rory tests relevant for the diagnosis 3 1 (33.3) e Screening for CARD13, AP1S3 or
. . . . O .
* An SLR was conducted to identify published literature and | o , , \_ / SERPINA3 mutations may be
d | tat bo f f K d . f GPP Genetic screening in GPP diagnosis 2 2 (100.0) considered
\Y men I I Mdain . : :
SVEIop stdtements 1or four key aomains o Histopathologic features of GPP 7 7 (100.0) | ¢ Yes
 Clinical course and « Treatment goals Differential diagnosis 2 0 / ™\
flare definition « Holistic monqgemen’r Domain 2 total 14 10 (71.4) cdaliyer et ARl EE el Eels
. . Domain 4: Holistic manaaement of GPP e Sustained resolution of skin and systemic symptoms
* Diagnosis of GPP ‘ = Consider whether patient comorbidities e Prevent new flares
The Delohi | cad 21 f fologict Domain 4 total 4 6 (66.7) will affect treatment decisions or » Normalise health-related QoL
° e pelpnl panel comprise expert aermarologlsts Rounds 1 and 2 disease manaaement * No safety concemns
g
- Statements were rated on a Likert scale (1 [strong Total 213 157 (73.7) \_ J
disagreement] to 7 [strong agreement]); consensus was
reached when statements were agreed on by 280% of panellists Clinical course and flare definition Treatment goals
. : ; o : ; : * Inthe acute phase, the aim of treatment should be to achieve rapid and sustained clearance of pustules,
SLR and statement 000 Clinical managemen’r f d the basis of the clinical t alaorith skin, classically affecting non-acral areas, and is associated with systemic symptoms ' ' , . . ,
‘.‘ Ql QriThm develo ed orme e basis of the clinical management aigorithm - The clinical course of GPP is highly variable; it can be relapsing or persistent and is e In ’rge IoTng—frerm, ’rreTo’rmen’r Zlhpuld pre\;]en’rl;rrk]\e ?cfcgrrgnie o.]:hnev;/ flares, ;}(;hleve sustained resolution of skin
; and systemic symptoms, and improve health-related Qol, without any safety concerns
development @ S P - All dermatologists reached consensus on statements on freatment goals, and high generally unstable and prolonged without treatment - / e ° / /
levels of agreement were reported for statements on holistic management Diagnosis Holistic management of GPP
. . . . . - GPP should be suspected in patients with acute-onset ervthema and pustulosis, and a + Disease severity should be monitored using GPPGA, GPPASI, affected body surface area and systemic symptom
Global exper’rs rafe - More evidence is needed in areas with low consensus, such as potential triggers complete medicollohis’rory shguld be explored 4 p and laboratory marker assessments; the impact of freatment on patient QoL can be monitored using PROs
statements in two and disposing factors, laboratory tests relevant for the diagnosis of GPP and , - , , : - Due to the range of complications and comorbidities associated with GPP, a multidisciplinary approach is
Delphi panel rounds differential diagnoses * Genefic testing is helpful for the diagnosis of GPP, not just as a research tool required; consultations with a GP, internist, infectologist or other specialist should be carried out as needed
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