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MNote o MNaitdopevaToAOYOC
Ba utoPLacOel voonpo Tou EMTIKOU

PeupatoAoyilkeC mMOONOELC LE EKONAWGCELC
OLTtO TO YOLOTPEVTEPLKO




IPNE

ApBpalyiec 32% EAkwoN koAitida
22% Nooo Crohn

ApBpitidba 9% EAkwdN koAltda
15.5% Noooc Crohn

H apBpitida otnv IODNE dev
ToélVoUE(TOL WG KATTOLOL
urtokatnyopia tng NIA

Kowd XopaKTneLoTKA HE TV
ApOBpitida pe EvOeoitida:

1. MpooBoAn apbpwoswv KATW

Classification Criteria for Juvenile Idiopathic Arthritis:
Edmonton, 2001

Systemic Arthritis

Oligoarthritis

a, Persistent

b. Extended

Polyarthritis (rheumatoid factor negative)
Polyarthritis (rheumatoid factor positive)
Psoriatic arthritis

Enthesitis-related arthritis
Undifferentiated arthritis

a. Fits no other category

b. Fits more than one category

AKPWV

2. EvBeoitida

3. NpooBoAn a&ovikou oKeAETOU
4. Oetiko HLA-B27

Reprinted with permission from The Journal of Rheumatology, Petty RE, et al. International League of
Associations for Rheumatology classification of juvenile idiopathic arthritis: second revision,
Edmonton, 2001. J Rheumatol 2004;31(2):390-92. All rights reserved.

Dig Dis Sci. 1986 May;31(5):492-7



I®NE oc ac0Ocveig pe NIA

Naykoouta enimtwon IONE

0.23: 1000 patient/years

Entimtwon IONE og acBeveic pe NIA
1.23: 1000 patient/years

Avénuevoc kivbuvocg otouc aoBeveic pe:
* ApBpitida pe EvOeoitida (OR 2.27)

* OLKOYEVELOKO LOTOPLKO avtoavooiog (OR 3.68)
 Etanercept (RR 5.70-7.69)

Rheumatology (Oxford). 2021 Sep 11;keab678




Criteria for the Classification of Juvenile Rheumatoid Arthritis

1. Age at onset <16 years

2. Arthritis (swelling or effusion, or presence of two or more of the following signs:
limitation of range of motion, tenderness or pain on motion, and increased heat) in
one or more joints

3. Duration of disease: 6 weeks or longer

4, Onset type defined by type of disease in first 6 months:
a. Polyarthritis: =5 inflamed joints
b. Oligoarthritis (pauciarticular disease): <5 inflamed joints
c. Systemic onset: arthritis with characteristic fever

5. Exclusion of other forms of juvenile arthritis —

Adapted from J.T. Cassidy, J.E. Levinson, J.C. Bass, et al., A study of classification criteria for a
diagnosis of juvenile rheumatoid arthritis, Arthritis Rheum. 29 (1986) 274-281.




Yroyia IONE

* OLKOYEVELAKO LOTOPLKO PAEYLOVWOOUC VOOOU TOU EVIEPOU
(IBD)

* [ooTpevtePLKA cupmTwpata (dtappola, KOWALaKO AAyOoC,
OLULOTNPA KOTIPAVO, TIEPLUITPWKTLKN VOOOC, uTtotporiialova
OTOMOATIKA €EAKN)

* AntwAeLla Bapouc/ SlotapaxeC ovamTuENG

* Emipovocg nupetocg

* Auénuevol deiktec dAeyuovne (TKE, CRP)

* MKpOKUTTOPLKN avolLpio, YIIoOAEUKwpATVOLLLoL
* AVOeKTLKN OTLC cUMBATIKEC Oeparteieg




Yvotnuoatikn NIA

* Mupetoc (amoyeupaTivog)

* E€AvOnua pe TOV MUPETO TO
OTtoL0 UTIOYWPEL pall pe Tov
TMUPETO

* Auénpuevol deikteg
dAeypovng, apvntikoc RF,
VP NAEC TLHEC dEpPLTLVNG

> ApBpitida

* HmatoomAnvopeyaAio

* Nepdpadevomnabdela

* Opoyovitda




I®NE o€ aoOeveig pne
ovotnuoatikn NIA

16 meplotatikd ouotnpatikng NIA Ko peTEneLta Stayvwong
IONE

3 €tn +/- 2.3 (elpoc1-9.5)
81% Crohn
Etanerecept 1 Canakinumab

KaAn avtamnokpion ota anti-TNF (75%)

J Rheumatol. 2021 Apr;48(4):567-574




Xpovix Mn-Baktnplakm
OoteopveAttida (CNO/CRMO)

* E&EALEN TTIpOC
ortovbuloapBpitidec

* Juvuropén pe IONE
(kuplwc vooo Crohn)

* JuvuTapén pe
Jpwploon

“*EvdeiteLc
avtoPpAeypovwdoug
VOO LOTOC




Xpovix Mn-Baktnplakm
OoteopveAttida (CNO/CRMO)

>e 600 aoBeveic pe
IONE

6 ekbNAwoav
(CRMO/CNO)

47 acBeveic pue CRMO
— 1 ekdbnAwoe vooo
Crohn

J Pediatr Gastroenterol Nutr. 2021 Nov 1;73(5):626-629




I®ONE kat AyysUuTiSeg

Immune complex small-vessel vasculitis
Cryoglobulinemic vasculitis
IgA vasculitis (Henoch—Schonlein)
Hypocomplementemic urticarial vasculitis
(Anti-C1qg vasculitis)
[ 1
Medium-vessel vasculitis Anti-GBM disease
Polyarteritis nodosa I ]

Kawasaki disease

ANCA-associated small-vessel vasculitis
Microscopic polyangiitis
Granulomatosis with polyangiitis (Wegener)
Eosinophilic granulomatosis with polyangiitis (Churg—Strauss)

| I
Large-vessel vasculitis

Takayasu arteritis
Giant cell arteritis

Aptnptitida Takayasu (o cuyva)
ANCA ayyeLitideg

Aeppatikeg ayyeLitidec (AeUKOKUTTAPOKAQOTLKN ayyeLitida,
Aeppatikni olwdng moAvaptnptitida, IgA ayyetitida)

Alyotepo ouxva =2. Ayyelitida KNZ, apdipAnotpostdoug

Semin Arthritis Rheum. 2016 Feb;45(4):475-82




I®NE kot AyyeuTideg

Immune complex small-vessel vasculitis
Cryoglobulinemic vasculitis
IgA vasculitis (Henoch-Schonlein)
Hypocomplementemic urticarial vasculitis
(Anti-C1q vasculitis)
[ |

Medium-vessel vasculitis Anti-GBM disease
Polyarteritis nodosa | |
Kawasaki disease

ANCA-associated small-vessel vasculitis
Microscopic polyangiitis
Granulomatosis with polyangiitis (Wegener)
Eosinophilic granulomatosis with polyangiitis (Churg—Strauss)

Large-vessel vasculitis
Takayasu arteritis
Giant cell arteritis




I®NE - Apmmputida Takayasu

2UVOALKQL 29 TTEPLOTOOTIKA
<21 eTtwv

14.8 £¢tn (IQR, 13-17 £tn)

AavBavwv xpovoc: 4 €Tn
(IQR, 1-5 £€1n)

YuvnNOwc apxkn dtayvwon
IONE

EVNALKEC: cuvvoonpoTnTa
wcC Kot 9.2%

Rheumatol Int. 2021 Apr 27;1-8




IgA Ayyeutida (Henoch-Schonlein)

* Yrotporneg oto 2.7 — 25%

Enpévouvoa
AEUKOKUTTOPOKAQGTLKN
ayyetitida

* ANCA-ayyeLtida
* 2ENA
* EAkwdNC koAitba

* Owkoyevng Meooyelakog
MupeTo¢

Medicine (Baltimore). 2016 Jul;95(28):e4217




Noooc Adapavtiadn -Behcet’s

Entnpeddlel ayyela kot pAEPLec  Kouw 2 amod ta mapokatw:
omoLloudnNToTE HEYEOBOUC

1. Yriotporddovta YEVVNTIKA
EAKN

H éuayvwon givat KAVIKN: , , ,
* 2. Payosiditida (Mpocbia n

Kpunpra: , , omnioBua, ayyetitidba
* YnotporaZovta apbwdn apudBAnotpoeLdoug)
87\,Kf] (3 emewoodla og 12 3. Aeppotikeg BAaPec (Olwbdeg
Hnvec) epLBNua, PevdoBulakitida,
akpeopopda olidia,
rnopPpupLkec BAaPeC,
noAupopdo epuONu)

* 4, Pathergy test (BAatida >2 mm
LETA arto 24-48 wpeC oo TNV
gloaywyn BeAovng oto dEpua
o€ faBoc 5 mm

* ZuoxEton Me to HLA - B51

International Study Group for Behcet's Disease
Lancet 1990; 335:1078




Noococ Adapavtiadn - Behcet

Table 3 Consensus classification of paediatric Behget's disease (BD)

Item Description Value/item

Recurrent oral aphthosis At least three attacks/year 1

Genital ulceration or Typically with scar 1

aphthosis

Skin involvement Necrotic folliculitis, acneiform lesions, 1
erythema nodosum

Ocular involvement Anterior uveitis, posterior uveitis, retinal 1
vasculitis

Neurological signs With the exception of isolated 1
headaches

Vascular signs Venous thrombosis, arterial thrombosis, 1

arterial aneurysm

Three of six items are required to classify a patient as having paediatric BD.

Ann Rheum Dis 2016; 75:958-64




Nococ Adapavtiadn - Behcet

@D Males

BFemales

Number of patients

* exclusion of pathergy test

** P<0.05

Ann Rheum Dis 2016; 75:958-64




/4 4
Noocog Aoapavtiaon - Behcet
LOTOAOYLKOC SLAXWPLOUOC

arto v.Crohn

* Ev tw PaBetL PAePLKEC
OpopBwocelc (ZEA,
avTLOWOoPOALTLOOULULLKO
ouvopouo,IONE)

* MopOuOoLeEC BEPATIEVTIKEC
eTiAoyEc (alaoBelompivn,
anti-TNF-a, ustekinumab)




O{wdec epuONua

2 TPETTTOKOKKOG

Qupuatiwon

Yersinia, Salmonella
Campylobacter

Nooocg Adapavtiadn — Behcet
AyyeLtioec

Yapkoeidbwaon, Zuvdpopo Lofgren
Noooc Crohn, EAkwdn¢ KoAitida
Nepdwpa, Asvyopio

Anti-TNF



Yrotpomialovta Xtopatika 'EAk

* |dtomaOn ZTopatika EAKN

* Adapoavtiadn — Behcet

* 2EN

* IONE

* KotAlokakn

* Noluwdn attia (HIV, HSV,
CMV)

* AutodAeypovwon (PFAPA,
TRAPS, HIDS, KukAkn
ouvdeTepOTIEVIQ)




Common genetic susceptibility loci link PFAPA
syndrome, Behcet's disease, and recurrent aphthous

stomatitis

Genetic similarities among PFAPA, recurrent aphthous stomatitis, and Behget’s disease

Gene

IL124

STAT4

IL10

CCRI-

CCR3

IL23R-

ILI12RB2

FUT2

HLA

Notes

ORs for rs17753641 and rs76830965 are reported for opposite alleles. Risk alleles for these two SNPs are in high LD with each other (D'=1, r2
=1).
57574070 and rs11684030 are in high LD with each other (D=0.99, r2 =0.93).

rs1518110 and rs1800871 are in high LD with each other (D'=0.98, 2 =0.89).

Several variants near the CCR3 and/or CCR/ loci are associated with RAS.

In Behget's disease, HLA-B"15:01 was nearly significant in conditional analyses. HLA-B*15 was statistically significant among Behget's
disease patients without HLA-B"5] (OR 2.0, P=3 x 10 ).

Recurrent aphthous stomatitis f PFAPA \ ( Behget's disease N
(RAS)
Associated SNP/allele  OR/P Associated SNP/allele OR/P Associated OR/P
value value SNP/allele value
1576830965~ 0.72 1517753641 213 | s177536415 190
4x 6% 1x
107483 1070 107
rs11684030° 1.06 17574070 151 | 7574070t 127
1% 1x 1%
10742 104 g
11800871~ 118 1s1518110 145 | misisiot 134
6x 0.003 5%
107236 e
154493469 1.10 157616215 138 | 76162150 140
Zo J e o
Not reported as‘a top Not significant 1924080 1.28
association- 3x
1077
Not reported as’a top Not significant rs601 338i 1.52
association— 7 x
1077
HLA-DRBI-01:03° 133  HLA-DQBI"06:03 (inLD with HLA-DRBI*13:01 213 HLA-B's1:018 33
& HLA-DQAI-01:03)
20%  HLA-B-15:01 00002 HLA-B-15:018  5x
10724 10758
HLA-B 15:01" 110 1.96 124
6.4 x 0.007 02
1070

Proc Natl Acad Sci USA. 2020 Jun 23; 117(25): 14405-1441




Common genetic susceptibility loci link PFAPA
syndrome, Behcet's disease, and recurrent aphthous
stomatitis

Behget's spectrum disorders (BSDs) o
Recurrent aphthous PEAPA
stomatitis

increased disease severity
stronger HLA associations

Proc Natl Acad Sci USA. 2020 Jun 23; 117(25): 14405-1441




4
Kolllokakn
2-6% aoBeviv e NIA

dLayvwaon KOWALOKAKNG

2UXVA OOV LTTTWHLOTLKOL

Yriepnxoypadikn
gupnuata apdpitdac:

* 30-50% twv 0.0Bevwv pe 2 % ]
KOWALOKAKN €KTOC Slattag . & A J L
* 3.3-11.1% - 2¢ blatta |

e\eUBepn yAoutevnc:
J Pediatr. 1996;129(2):311

Rheumatology (Oxford). 2005;44(4):517.




YEA - TaoTpeEVTEPIKEC
EKONAWOELCG

19% twvV aocBevwv

17% KotAtako aAyoc we apxLkn
ekdNAwon

Noaykpeatitida (5%)

MeoevtépLog ayyelitida
(Lupus Mesenteric Vasculitis)

Hrtotitida AUKouv — Autoavoon

Hriotwtida
Ann Rheum Dis . 2007 Feb;66(2):174-8 .



MeoEVTEPLOC QYYEUTIOQ
(Lupus Mesenteric Vasculitis)

KolAloko aAyoc, EpeTOL
SLAPPOLEC, LETEWPLOMOC,
aLpoppaylo

2uvnOwc avénMéEvn
dpaotnplotnta vocou
E€€taon ekAoync: A«Sovu«]
KOLALOLC (nsptoxn avw
Leoeviepiov, oldbnua
EVTEPOU, amooPeon Altouc,
NVev udrwcn EVTépOU) Fig. 1 CT abdomen without contrast—moderate inflammation of the
AVVELOVP ad)i'a ZUXVd (')Xl mesentery in the area anterior to vertebral body (arrow)
BonOntikn —mpocBoAn

LLKPWV aYYELWV
Clin Rheumatol. 2016 Mar;35(3):785-93 .




2EA - HIIAP

2UXVA QLUENMUEVEC
TPOVOOLULVOOEC

> Qappako
* Nolpwén

* Htatikn vooog




Hnatitida Avkov vs
Avtoavoon Hmatitida

Hrtatitida Avkou Autodvoon Hratitida
° Ioro)\’ovia: ,/\0l3(b5'1C , * lotoAoyia: mulaisg
6inBnoeig N meputuAaleg SNONoELC pe
pe Alya Aepdokuttapa, LOVOKUTTOPQ, TIEPUTUAQLEC
evarmnoBeon clq VEKPWOELC, POLETTEC
* Avti-Ribosomal P ab * Anti-SMA, anti — LKM,
* KaAUtepn mpdyvwon anti-SLA/LP
(rap) * Xepdtepn npoOyvwon

Ynepyappaocdpatpvatpio
MoAvapBpalyiec
ANA (+) kot avti-dsDNA

Am J Med Sci. 2017 Apr;353(4):329-335.




LUOTINUATIKO XKANpOdepua

Gastrointestinal symptoms in patients with SSc in a follow
up visit

m Baseline visit

Percent

u Follow up visit




LUOTINUATIKO XKANpOdepua

faotpoolocodayikn [acTpOmndpeon
MaAwvdpounon
» Mewwpévn miteon KO N\emto €viepo
* Melwpévn * Alotapaxeg ayyeiwaong,
MEPLOTAATIKOTNTA VEUPWONG KAl HUWV
(apykd tpooBaAovtal * Baktnplakn umepavarntuén
o Katwtepa 2/3) « Weuboamnddpaln

* Xpnon avooToAEwV
StaUAwv aoBeotiou
* EmuumAokéc: Barrett, MNpooBoAn OpBomnpwktikou

OTEVWOELC oplyktnpa

Maxv evtepo — AuokotAlotnta

Rheumatology (Sunnyvale). 2018;8(1):235




LUOTINUATIKO XKANpOdepua

AvoOpeia
» Z- score -0.13 for jSSc o
(0.36 for JIA, 0.71 for SLE et —

0.48 for LS, 0.60 for JDM) o ——

AucokoAla otn oltion — -

Melwpevn Aettoupykotnta s [

Avokotamnooia "

Aucomoppodnon WS SN N REN BNN BEN MU SON WK
Baktnplokn umepavantuén Bis WALE WA WM wis
KatabAupn

Arthritis Care Res (Hoboken). 2018 Dec;70(12):1806-1813
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