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Agv u@ioTaTal CUYKPOUON CUM@PEPOVTWYV HE TNV TTAPOUCA OMIAIC



NMapouciaon KAIVIKOU TTEPICTATIKOU

- .

» AoBevnc 30 eTwv 72kg,1.79m., €10QXON oTN
KAIVIKI) AOyw £TToduvnG BAGBNG o€ aploTepPn

KVAWN

v' O aoBevric avapEpel ypriyopn €TTEKTACN TNG
BAGBNC evidg 3unvou

v' H BAAGBN avamtuxBnke o€ B€on
MIKPOEKDOPWYV AOYW EVTOVOU KvNONOU
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Apxeio Noookopegio A.Zuyypog



ATOMIKO loTOPIKO




ATOMIKO loTOPIKO
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KAIvikn E¢€Taon

> Evtémmon: mpooBia ePAvEIa apIoTEPNS KVANNG
» [Nuoppoouoa, emmwduvn eEAKWTIKA BAARN (7x4 cm)
» Kevtpikn e@eAKIOOTTOINCN

» Opla akaBdpioTa, epubpoiwdn, UTTEOKAPUEVO

> [epipepikd epubnua

> TIEpIC dEPUA Xwpic eupripaTa

» 2Uvo00O¢ duooaia

> AKpa Bepua, TTEPIPEPIKESC TPULCEIC WNAAPNTES

» Xwpic ynAa@ntoug Aeu@adEveg

» KAIVIKN) €IKOva oupuBaTr ME yayypaivwdeS TTUODEPUA /

Apxeio Noookopegio A.Zuyypog



KAIvikn E¢€Taon

>Epubpoiwdelc TTAAKEC
>DAeypovwdn olidia
Hlapaywyika oupiyyia

HOUAEc (cribriform- nBuoeideic,
UTTEPTPOYIKEG)

>EVTOTTION: apIoTEPN) YAoUTIQIO
xwpa (11x 9cm) kai apIioTePO
TTAQyIO PnpPo (7x 10 cm)

. 4

‘Evapén atod 24 etwv/ 21aTIKEC BAGBEC aTTO 28
ETWV
5 emmeio0dia /unva - Aigpkela: 3-6 JEPES Apxeio Noookopeio A.Zuyypog




KAIvikn E¢€Taon

» OJIOIOKUCTIKI KK TTPOCWTIOU, PAXNG, OTEPVOU HE ATPOYIKES KAl
unaprocleég OUAEGQ

Apxeio Noookopegio A.Zuyypog



19/07/23 Eicaywyn acBevoug Kal dlgpeuvnon

Mevikn aipaTog Kal BioxnMIKO

» 'Hma aidnpotreviki avaipia (Hct 38,5%, Hb 12,7 g/dL) Fe (25ug/dl)
» WBC: 9,99 K/uL, Neut 77,6%, Lymph 13,5%

» CRP (70.2mg/l) TKE (66)

> Alb (3,3g/dl)

Sars- covid rapid test (apvnTikoO)

OpoAoyikég (VDRL, TPPA, HIV 1,2 EIA, HBs-Ag, anti-HBc, anti-HCV: apvnrikd, anti-HBs >1000.00 mlU/mL
OETIKA)

evik oUpwV: KO

Quantiferon (apvnTikn)

RO Owpakog: xwpic 1I01aiTepa TTABOAOYIKG euprjuaTa (ETTITACN TTUAWY AU@W Kal BpoyXIayyEIoKoU BIKTUOU
TIVEUUOVWV)

HKI: pAeBokouBIKOG puBuOC, XWPIC IOXAIMIKEG AAANOIWOEIG
Biloyia : 0 acBevr)¢ apvnBnke



ExTipnon atmo TuRua A.l.
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>KAivikr) BeAtiwon, CRP: 10mg/l, TKE 60, HGB:15g/dL, Hct:42,8, NEUT:63,4%, LYMPH: 27,7%
>KaAAiEpyeia TTUoU atrd T BAAGBN atrd sicaywyn 19.7.23:

vA\iyeg atroikiec Proteus mirabilis
2UCTNHOTIKA aywyn
» caps clindamycin 300mg s:1x2

Tornukn Oepaneia
» liq soap Triclosan 0,4% , s: MAUGLUO
» Tb amoxicillin/ clavulanate potassium KaBnuepLVa

(850+125) s:1x2X10MEPES

»tb prednisolone 25mg/d (odnyieg yia otadiako
tapering ew¢ 10mg/nuépa

» tb famotidine 20mg s:1x1
» caps Saccharomyces boulardii 250mg s:1x1

4

O aocBevng €€NABe 16ia BouAnoel 28/07/23
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PeupatoAoyikn Ektipnon: A.l. kai lepoAayoviTida eoolavovinbe

> REANAC3,C4,p-ANCA, I o Gradell
c-ANCA (-) ! (New York criteria)

» Ro OMZZ%: xwpic TTaBoAoyikd
eupnuaTta

» RO GkpwvV XEIPWV: XWpPIC
TTaBoAoyIKG eupriuata

» RO Aekavng/ 1oxiwv: ZKAfpuvon

Kal oTEVWON IEPOAAYOVIWY
k apBpwoewv Aupw cuppeTledj

N
Yo R
Sacroiliitis grading (New York criteria)

Classification

* grade 0: normal (D

* grade |: suspicious changes (some blurring of the joint margins)

+ grade II: minimum abnormality (small localized areas with erosion or sclerosis, with no
alteration in the joint width)

+ grade Ill: unequivocal abnormality (moderate or advanced sacroiliitis with erosions, evidence

of sclerosis, widening, narrowing, or partial ankylosis) ApXEiO NOO‘OKOUSI'O AZUVVpC')g

+ grade IV: severe abnormality (complete ankylosis)




Sacroiliitis on imaging
AND
> 1 SpA feature

SpA features
* inflammatory back pain

» arthritis
* enthesitis (heel)

* uveitis

» dactylitis

* psoriasis

* Crohn’s / colitis

* good response to NSAIDs
» family history of SpA

* HLA-B27

* elevated CRP

In patients with = 3 months back pain and age of onset < 45 years

OR

HLA-B27 positive
AND
> 2 other SpA features

Sacroiliitis on imaging

eactive (acute) inflammation
on MRI highly suggestive of
sacroiliitis associated with SpA

» definite radiographic sacroiliitis

according to modified New
York criteria

eit M et al. Ann Rheum Dis 2009;68:777-783




Lumbar or back pain at night or morning
stiffness (1)

Asymmetric oligoarthritis (2)

Buttock pain (1) if alternating (2)
Dactylitis (2)

Heel pain or enthesopathy (2)

Iritis (1)

Non-gonococcal urethritis or cervicitis (1)
Psoriasis, balanitis, or inflammatory bowel
disease (2)

Sacroiliitis by NY criteria (3)

HLA B27 + or Family history of AS, reactive
arthritis, Uveitis, psoriasis, or IBD (2)

Clear cut benefit from NSAIDs (2)

Amor Criteria for Spondyloarthropathy
Score must be > 6

ESSG Criteria for Spondyloarthropathy

Inflammatory back pain or synovitis plus one of
the following:

iritis, reactive arthritis, IBD, or psoriasis
History of IBD diagnosed by a physician
History of psoriasis diagnosed by a physician
Alternating buttock pain

Achilles tendon pain or plantar fasciitis
Diarrhea one month before onset of arthritis
Non-gonococcal urethritis or cervicitis one
month before onset of arthritis

Radiographic sacroiliitis by NY criteria




fayypawvwdec muodepua
AKun
Alamuntikn
opwtadevitida
2rtovdéulooapBpitida




Mopeia vooou

20/9/2023: eTaAVEKTIiMNON OTO

laTpegio A.l
05/9/2023: eTravekTiMnon oTo 10TpEio A.l. »Hmia BeAtiwon. KaAAigpyeia Toou
OTEIPA VIa KOIVA MIKPORIa. 'Evapén
AVAPEPEI APXIKA BEATIWON UTTO DITTAN adalimumab (160mg -2w- 80mg -2w-
QAVTIBIOTIKA aywyn - €mMOEiviwon META aTTO 40mg/w)

diakoTrA th Augmentin »

AW KAANIEPYEIQGC TTUOU ATTO €AKOG QPIOTEPNAG
KVAUNG

»2.00T00N yIa ouvéxXion OITTARG avTIBIOTIKAG
AYWYNG, OUVEXION KOPTIKOOTEPOEIDWY P.0 UE
oTadIOKO tapering Kal ETTAVEKTINNON ME TA

QATTOTEAEOUATA TNG KAAAIEPYEIQG

Apxeio NO\O'OKOUEI'O A.Zuyypog



[Topeia vooou




Apxeio Noookopegio A.Zuyypog



Apxeio Noookopegio A.Zuyypog



Apxeio Noookopegio A.Zuyypog



Apxeio Noookopegio A.Zuyypog



26/10/23

Apxeio Noookopegio A.Zuyypog



Apxeio Noookopegio A.Zuyypog



AlaTTUNTIKA
IdpwTadEVITIOO

Tutmmikéc BAABE

XpovidTnTa KOl UTTOTPOTTEG

/

Tutrikég Béoeig
vilaoxdAeg

viuegoyAouTiaia TITUXA

vy¥AouToi
vUTTOMadIKEC TITUXEC

\

v UNPOBOULBWVIKEG TITUXEG

vITPWKTOYEVVNTIKH TTEPIOXN

\
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1565
1990
1991

Il
202
2003

Hurley Staging

Sartorius Score

2004
2005
2006
2007

Revuz-modified Sartorius Score

2008

2009

Modified Sartorius Score (mSS, HS-LASI)

o0
2011

HS Severity Index (HSSI)

2012

HS-Physician Global Assessment (HS-PGA)

HS Clinical Response (HiSCR)

13
2014

Sonographic Scoring of HS (SOS-HS)

2015

Acne Inversa Severity Index (AISI)

2016

Refined Hurley Classification

2017,
2018
2019
2020

International HS Severity Scoring System (IHS4)

Severity Assessment of HS (SAHS)

Ultrasonographic HS Physician Global Assessment

HS Area and Severity Index (HASI)

Severity and Area Score for Hidradenitis (SASH)

HS Area and Severity Index Revised (HASI-R)

HIDRAscore

2021

Metascore

2022

HS Investigator Global Assessment (HS-IGA)

Zuothuota taElvopnong
Al

AOYw ™G HEYAANG eTEPOYEVELAG TNG A.L vTTdp)OLV
SLAPOPETIKE CLOTHUATA TASLVOUNONG TTOV
AVAPEPOVTL, OTNV KALVIKT) ELKOVA, OTOV (PUALVOTUTIO,
0T BEPATIEVTIKI] AVTATIOKPLOT 1} AELTOUPYOUVV AV
A0YApLOUOG BEPATIEVTIKNG TIPOGEYYLONG.



2UVOpPOMIKN AlATTUNTIKA 1I0pWTADEVITIOO

[eveTiko uttéBaBpo (BDCS, DDD, DS, KIDS, PAPASH)
QuAakikég diatapaxéc(FOS, DDD, DS, KIDS, BDCS)

AuTto@Aeyuovwodn maboyévelia (PASH, PASS, PAPASH, PSAPASH,SAPHO):
v YTTEp-EveEPYOTTOINON TNG QUOIKNAS AVOTiag

v AINBnon Tou 6épuaTog e oudETEPOPIAQ

v YTrép-Trapaywyn Tpo/pAeypovodwyv Kutokivwy IL-1, IL-8, IL-17, and TNF-a



AUTOPAEYHOVWON 2Uvopoua

ETreioodia AonTrtng GAEYHOVNG UE ATTOUCIA KUKAOPOPOUVTWY QUTO-QVTICWHATWY Kal QUTO-

AVTIOPACTIKWYV T KUTTAPWYV

Pyoderma gangrenosum- associated auto-inflammatory syndromes (PGAAIS)
2XETICOMEvVA PeE AlatrunTikn [dpwTadeviTida

| PAPA | PAC

* [Nluoyovog
apBpitida

* AKN

* [ayypaivwoeg
* TTUOOEPHQ

* AKuN

» [ayypaivwoeg
TTUOOEPUa

* EAKWONG KOAITIOO

)| PASH

* [ayypaivwdeg
* TTUOOEPUQ
* AKpA
« AlaTrunTikn
* 10pWTAdEVITION

* [ayypaivwdeg
* TTUOOEPHQ
* AKPA
« AlatTunTikn
* 1I0pWTAdEVITIOO
* 2TTOVOUAOQPBPITIOO

|_PsAPASH |
* [Nuoyodvog * Ywplaoikn
* apBpiTIda * apBpiTIda
* Mayypaivwdeg * Mayypaivwdeg
* TTUOOEPUQ * TTUOOEPUQ
* Akpn * Akpn
 AlaTTUNTIKN  AlaTTUNTIKN

* 10pwWTadEVITIOA

* 1dpwTadeviTida

Autoinflammatory syndromes associated wifly hidradenitis
suppurativa and/or acne2017 Aug;56(8):811-818.




PAPA PASH PAPASH PASS

Sterile pyogenic arthritis
Acne

Pyoderma gangrenosum
Suppurative hidradenitis
Seronegative spondylarthritis — —
Gene mutations PSTPIP1 NCSTN
Number of cases described in the literature 11 families 10

|+ + +
+ + + 1

STPIP1 nknown

=g+ + 4+ +
— e+ 4+ + + |

MeTdAAagn oto PSTPIP1
odnyei o€ evepyotroinon TNG IL-1 kal @Aeypov yeooAaBoupevn atrd oudeTepOPIAa

OL KALVLKEC OMOLOTNTEC Kol EKONAWOELS TwV acBevelwv avtwv BETouv to epwtnpa av ot PAPA, PAPASH, PASH and PASS
QIOTEAOUV EEXWPLOTEC OVTOTNTEC 1 ATTAA QVTUTPOOWTTEVOUV SLOPOPETIKEG KALVIKEC EKONAWOELG TNC LOLOC aoBEveLag
TIOU XapaKtnpilel tTnv umEpPeTpn apaywyn IL-1




2Uvopouo PASS

v [MpwTtn avagopd 2012, Bruzzese et al, £xouv TTeEPIypAQEi 8 TTEPITITWOTEIC

vTepiypagry acBevwv ue LI, akun, A.l kar A.Z.

v EvtomieTal eKTOC a1rd HAoXAAEC KAl UNPOBOUPBWVIKES TITUXEC O AVw Kal KATW AKPA, TTAATN Kal YAOUTOUG
v'Ta CUUTITWPATA TTAPOUCIAZOVTAI CUYXPOVWG 1 ME BIAPOPETIKI) XPOVIKN OEIpd

v Aev €xel Bpebei yeTdAAagn Tou yovidiou PSTPIP1

v Kon'r0|0| IOXUPI ovial TTw givai U1TOTU1TO TOU PASH TTOU OXETICETAI JUE 01T0V6UA0(9|T|60(

v anti-TNF-a (adalimumab)

v' KaAf] avToTTOKPION PHEPOVWHEVWY TIEPITITWOEWY O€ anakinra, aviaywvioTAc utrodoxéa IL-1 |
[



OepanevuTtikog alyoptduog A.l.

Itaduo | Ztado i Ztaduo il
AVTLONTITLKO CATTOUVL Ao&ukukAlvn 40mg/d Adalimumab 40mg/w ) 80mg/2w
FéAn KA\wSopukivne 1% AotukukAivn 100mg/d ry NpooBrkn avtBiwong
, : 100mgx2/d KAwSapukivn 300mgx2/d +
FEAN kKAwvdapukivng 1%+ , Pubaprtikivny 300mgx2/d
untepofeiSio Tou KAwdapukivn 300mgx2/d +
BevloUAiou 3% Pupaurikivn 300mgx2/d AAAqyn BioAoyikoU TrapdyovTa
; . ¢ Secukinumab (IL17A)
M£Bo8oc deroofing MpocBnkn evboBAafikwv 300mg/4w r 300mg/2w

(SUNRISE/ SUNSHINE)
* Bimekizumab (IL17A-IL17F)

) ; 320mg/2w r; 320mg/4w
MeBobog deroofing (UCB/ BeHeard/Il)

gyxVoewv Koptllovng

XELPOUPYLKH EKTOMN MéBoboc deroofing



J Trans| Autoimmun. 2020; 3: 100071. PMCID: PMC7Y718158 -

Published online 2020 Nov 20. doi: 10.1016/].jtauto.2020.10007 1 PMID: 33305249
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Ancient friends, revisited: Systematic review and case report of pyoderma
gangrenosum-associated autoinflammatory syndromes

Roman Saternus,®* Jérome Schwingel,P? Cornelia S.L. Muller,® Thomas Vogt,? and Jorg_Reichrath®

= Author information = Article notes » Copyright and License information PMC Disclaimer

TNF-alpha inhibitors, such as adalimumab are promising single agents for the effective and safe therapy
of PG and at least of some symptoms of associated PGAAIS. Potential new molecular treatment regimens
include IL-1 antagonists in combination with TNF-alpha antagonists, Janus kinase (JAK)- and

methylenetetrahydrofolate- (MTHFDZ2)- mediated signaling pathway inhibitors and IL-17 antagonists
established for psoriasis therapy [rev. in 1,31]. However, the effects of these promising new molecule-
targeting therapeutics for ameliorating PGAAIS remain to be evaluated in future studies.




Case Reports > Dermatology. 2016;232(2):254-8. doi: 10.1159/000443648. Epub 2016 Feb 27.

PASS Syndrome: An IL-1-Driven Autoinflammatory
Disease

Mathieu Leuenberger T Jeanne Berner, Julie Di Lucca, Lara Fischer, Nikolaos Kaparos, Curdin Conrad,
Daniel Hohl, Alexander So, Michel Gilliet

Affiliations + expand
PMID: 26919742 DOI: 10.1159/000443648

Yriapxouv QAAEC

Abstract HETOAAAEELC OTO povoTaTl
gvepyomoinong tng IL-1;

PASS syndrome is a rare inflammatory disease characterized by a chronic-relapsing course of
pyoderma gangrenosum, acne vulgaris, hidradenitis suppurativa and ankylosing spondylitis. Here, we
describe a case of a patient with spontaneously recurrent purulent skin lesions along with
seronegative spondylarthritis consistent with the PASS syndrome. During his disease exacerbation, the IL1-RA 1mou KwbLKoTIoLETalL
patient displayed episodes of fever along with elevated serum levels of interleukin (IL)-1p. Skin legg# arto IL-1RN armtoteAel KaAo
were characterized by sterile neutrophilic infiltrates and showed a rapid response to the IL-1 recef§ UT[OL|JI"](I)LO K(le(.bq IL-1RN
antagonist anakinra (Kineret®) consistent with the autoinflammatory nature of this disease. However, LLOVO VOUK}\EOTLSLKC')C

gene PSTPIP1, raising the possibility that other specific mutations in the IL-1 pathway may be TLOAU LJ.Op(I)LO'ElOC EXEL
involved. nopatnpnBetl otnv

OYKUAOTTIOLNTLKN

unlike other autoinflammatory diseases such as PAPA and PAPASH, we did not find mutations in the

ortovOUuALtLda.



CONCLUSIO

2ITAViwG EKONAWVETAI OTA
TTAQio1a KAIVIKWV CUVOPOHWYV
ME 101aiTEPEG OIAYVWOTIKEG

- Kal BepATTEUTIKEG TTPOKAROEIG D

/Kaeuanpr']oalg oTn 6|dvaarm

MTTOpPEI VO odnyrfoouv o€
emoeivwon TnG aoBéveiag Kai
O& OXNUATIOHO OUAWYV TTOU
OUOXEPAIVOUV TTEPAITEPW TNV
avTigeTwITion. H ouvepyaoia
OgppaToAdywyv Kai
PEUMATOAGYWYV YIa ThV £yKaipn
d1dyvwon Kal eTIAOYN
KAaTaAANAng Bepatreiag

\ Eival atrapaitnTn. /
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