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INTRODUCTION RESULTS

*  In auto-inflammatony diseases [AID]), there is now a known
association with myeloid lineaze diseases: inVexas
syndrome, pobychondritis, or Sweset syndrome for example.

+ The pathophysiolozy of such associations might relie on
mutations in the ubiquitin patbeay [1].

= HS belongs also to the spectrum of auto-inflammatory
diseases: upregulation of interlzukin 18, intereukin-36,
caspase-1, and NLRP3 and dysregulation of the Thi7/Treg

cell axis have bean demonstrated, suzgesting that
autoinflammation is a key event in the pathophysiclogy of

EVOLUTION

* The antibiotics failed in all patients
[dmoyoycline and association of dindamycin /
levoflosacin), and they were all switched o
adalimumab.

= Success in 3 patients with an 18-month
treatrment duration an average currenthy and
mean H54 reached and maintzined: 4.

the disease [2]. +  Failure in the other case, switched to
secukinumab, with suocess (12 months
treatrment currenthy), IH54 reached: 5.
= Good control of the undertying hematologic
METHODS/PROCEDURE disease, with no interaction with the
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* Motably, HS may be assodated with other - i | PR —— |

AID such as inflammatory bowel diseases v _ ek

or pyoderma gangrenosum, highlighting @ Hypostwesia: ol of Ltk nadion Autcinflammatory diseases are characterized by recurrent
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myeloid lineage dizeases, as described
now in other AlD. This association is
probably not fortuitous

The cutaneous involvement in autcinflammation is uswally
marked by accumulation of neutrophils. Apart from the
classic neutrophilic dermatoses, such as pyoderma
Eangrenoszum (PG], Sweet's syndrome, palmoplantar
pustulosis, and erythema elevabum et diutinwm, other
dermatoses, induding HS, share similarly increased levels of
proinflammatory chemokines and cytokines with
autoinflammatory diseases.

The majority of autoinflammmatory disorders are
characterized by overproduction of interleukin-18 {IL-1BL
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responsible for neutrophil recruitrment and activation as well
as evasion of apoptosis.

Patient 1 36 Wheloid & Il 8 41 Iriatinib
chnonic
Ieukemia
Patient 2 46 Myelofibrosis e Il 12 25
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