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Celiac/Coeliac Prevalence in the Western World
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* Most Misdiagnosed Disorder in US & Europe
* Most Common Genetic Auto-Immune Condition
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2 Anemia

O Bone Disease

£ Screening

® Incidental on EGD

® Diarrhea

Before  1981- 1986- 1991- 1996- After
1981 1985 1990 1995 2000 2000
(n=23) (n=14) (n=33) (n=60) (n=288) (n=172)

Group

RampertablSD, et al.AmJ Med2006



The Celiac Iceberg
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A /  CDserology positive \} Qlinical suspicion of CD) Q CD risk group > INITIAL STAGE
¢ for any reason? . .

‘ Measure serum TGA-IgA and total IgA ‘
| v

////\ TGA IgA negative
TG

A-IgA & total IgA

v
TGA-IgA positive
v

Refer to paediatric Gl (specialist in CD)

l

Review the results of the initial TGA-IgA antibodies? SPECIALIST CARE
Discuss diagnostic pathways with the family?

Discrepant
serology

TGA-IgA

TGA-IgA positive

TGA-IgA <10x ULN*

consider TGA-IgA
conc. (XULN)

TGA-IgA 210xULN v

v BIOPSY SEE C
Test for EMA (separate blood sample) A

EMA-IgA negative

EMA-IgA

EMA positive
v
CD CONFIRMED Husby S, et al.J Pediatr

Gastroenterol Nutr2020




( TGA IgA negative

v
\ Review initial total IgA ‘

Total IgA low®

INITAL STAGE

Total IgA normal

'

Consider risk of false negative serology:
* Low or short duration of gluten intake
* Immunosuppressive medication

« Extraintestinal manifestations®

seronegativity

) v Risk for false
~ Risk for false

l

»| Consult paediatric Gl (specialist in CD)

—___seronegativity _—

T
No risk ‘

J

|

CRisk for false negative serology'D
v

I Consider HLA determination i‘i

HLA-DQ2/DQ8

Neither DQ2 nor DQSI l HLA DQ2/8 positive

v

Follow and retest
on a normal gluten

CD unlikely, consider
other diagnosis

intake, consider
biopsy

TGA, EMA or DGP i

< Total IgA low > SPECIALIST CARE

v
| Perform IgG tests (TGA, EMA, DGP) ]

[ 1gG tests positive

1gG

I
|

BIOPSY-SEE C

I 1gG tests negative ‘
v

| Consider risk of false negative serology |

Risk for false

Risk possible

seronegativit

Husby S, et al.J Pediatr
Gastroenterol Nutr2020
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Eijl YOYDRIJWHIVIGREt RIJ

A 2qUijlt qc UY2IJURWHADGE Y2ij 6 Y W
A UDTT ¢t qf TWRAOGWRG2U0YT UnRHRqUIAWT W 3Gt
A UDTT ¢t qf TRWGYt qRGE22TIWt ¢2t cAl t YaWGYGe
Alncidence v USA 1:223 1:1000?
Af URBRI WURDAIZ2 W; AlWUNaNMY

IcecGUce! t qBl QiLEXpEIMHLOALROED K
2Yel L.JClin Immunol 2010
SLitzman J, et allnt Arch Allergy Immunol 2000



V4 (|

Eijl YOYDRIJWHIVIGREt RIJ

AAl YqRGOCqt ! WGl YaqRWU¢cqR2URG2 WNGRET |
AAl 2URWIGYGRY Wqj A6 qVYWGI igqgRGCa It W7 131 NIJI
ASHY YO BUqVURe W2 1T Ye #HR W IPAHWGE qUij WT ReNUY
Aé D2 ¢ AU] WORT WRW WUt RgR2Rq¢ We Wt GUER N RHA

1Berger EAnnPaediat(Basel) 1958
2Volta U, et al.DigDis Sci2008
SHadjivassiliou M, et al.Lancet Neurol 2010
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Eijl YOYDRIJWHIVIGREt RIJ

AANt-JUT YO! BREGRBCqt ! WLIE~ b a
AAl 2URWIGYGRY WGYel RaqRUWaqij aqYWaWatYT ! WUGY HE
ASensitivita 8% 197 %3
A Specificita 100 %




V4 (|

Eijl YOYDRIJWHIVIGREt RIJ

AAl YaqRGOGCaqt ! tiIGE U RUe@TCA):R Y iC 1]
A Senzitivita 100 %
A Specificita 97 %

AKombinace anttEMA a antitTGA:
AEJUARQR2Rq¢ We WGUHRNRHARAqCE We T WNMMLUWE

A, et al.Aust
2Dickey W, et al.ScandJ Gastroentero001
3Caroccio A, et al.Clin Chem 2002
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Eijl YOYDRIJWHIVIGREt RIJ

AAl Y q R0 daXe! GURT | YY2ghiadiju TG P):
Af AY(O Y2 ¢ UCUWeY AARWRAIRAIIWRIGAR At Ye WIGY ARq R
AAnti-? ] AWA! WOWaG] o YWADA W Yel Ct qRWt HI WIUR



Genetika celiakie

ADP WLE WG¢ #RIJU q g IBAFRIGYRERIGRRIWIRIHLC X

A H! 0 DHGS WPAEYITAY MR R2 URH G

AOMWE Wt ¢2t ¢ At tij ULIGYGDHDQZ2 HIJWTt Ye WUYH |
As JUWle WTWIT OYS6SYWT Y27 t WWAIJWNMMWYE JWl YA2R

AODMWE We¢ 6 I RAL DHOG WRUGRAB g RZ URE D

A2 ClLY DWGYel Rt wW2! dYel DURWHIWIGRET R
A JN¢cqR2URWG!I VI Rt2ZgqR2URWGS YT UYqgec Wk ddWE




Terapie celiakie
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RATj U0 WAGIIGWIJURLWI YHGS6 CARLWKC

JURLWY qKI1J2 UrEWNI YR A ULR/H LT ¢ Y6 FEOT C
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Screening celiakie

ACo je to screening?
A t qR2URW2! 6G 1T C2CURWYt YUt ! ijqURSYWYUWG®
populacit

AAl YT WWGI Y2CIT J quwt A#I DWURUNWHIJGRE T RIJe
AAIWJGcqR2U] WI ¢ qi WYUWaGYHU] UR
A~YT UYt quWUIUWRUZc¢ct R2URWIT Waqldt #1J
A~YT UYt qWl ReNUYt qRt ! WWGKWJT WG ¢ URNIWJY gq¢ HR
Aélt YtijWwl RARt YWl YA2YTIUWUCT YI Y2D&AGS WY UL
UJT ReNUYt qRt Y2¢ UDHG WGe AR UGq g

2Katz KD, et alAm J GastroenteroR011
3Silano M, et alBMC Gastroenterol2007



uYUOe WGl Y2CI | qWwt #I JIJURUN

AAKRHz2 AUDZUGI 2 URG6Y Wt qea GUJ a
A10% rizikd

A Diabetes mellitus 1. typu:
A2 T 12% rizikd

AOGeal Yt I W32U0YF qWARBUOIT Yt qcat 2 Wl 130 I1JA
AAcHRIDUq! Wt W?2YsUY2D4 We WNel U1 Y2 DA



Jt GIJHRNRHAL ij W qKIJ2




I N RURHIDWGY T TUg We Wt dct Rn

A 13t GUHRNRHAL jj Wt gKIJ2URWACU] q! Wef 7?2
Nct ql YRUqqIIt qRUCTGURG Y Wal ¢t gqe Wbl] f NI
AKlasifikace:
A Crohnova choroba (CD?.

AOGHII ZAURUW YORQQRI ¢ W09 b
A DI RnlJI JUBY2CUCHIMGE Ubt YORQRI ¢ Wbif 772



udct RnRt ¢cHIWf 72W2WIJ qt t

Kategorie éj tyziwWw YAGUA

Il Recql RHT j WUt GIWHRN <17 let

GUHRNRHT ij Wt aKUWzL0R <10 let
Caqt HBDWGLIE §

GUHRNRHALt ij LB 14KRIRR IULBI <6 let
Caqt IFBu é E §
GUHRNRHtij W qKI2 UR <2 roky
vt YTWUWRHTjOGWe WHE qYdlF
JYU¢cqCaURWUWt GUHRNR Al 2URHGS6 W=ZY WI URWI R2Yqc¢

UhligHH, et al. Gastroenterology2014



7

IJ U & 1J LW

Prevalence

B Highest
Intermediate

M Lowest
Uncharted

Nature Reviews | Gastroenterology & Hepatology

KaplanGGI. Nat RevGastroenterol Hepatol2015
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EGRI DORYGOGYNRIJWY ? We WI § qR

Af URRT JUHDIDWO 2 W4 W2 Wl J qt.tijawz2] t e WO
Al  YHCO UR WRYEARIOONDATH IJa W= AP
Al G YHCOGURWGI Y2¢&WURWVaWPYoNMMWMMM
Af URRT JU#HIBNPWILL2G W2 UMA WLNAZ o NMMWMMM
Af URRT U #H IINURUIOL2G W2 LKA LN Mo NMMWMMM
ANMWE WGe HRIJUqg Wt WO?2WTWWP.RecNUYY qRt Y2 CU

1Reummele FM, et alJ CrohnsColitis 2014
2Benchimol E, et al.Inflamm Bowel Dis2011
3Kappelman MD, et alClin Gastroenterol Hepatol2007
4Schwarz J, et alWorld J GastroenteroR017

5Ghione S, et alAmJ GastroenteroR018
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EGRI DORYUOGYNRIIWOY9 We WI § qR

Af URRT WURIWO9 W2 WI j gt tijowz2] te W2 lHEII:
Af URRI 1JUH IINIPUWIIL2G W2 WAMA L= o NMMWMMM

Af UBRIT 130 #& BNURUWIOL2G W2 UWMA WX A=o NMMWMMM
AAIJT R¢ ql RHET CMAUE LG 2AY0 /- WO P

A60-Y MWWE WGKWT R¢ ql REL DAG WO9 WIT I Wa A 2 HLWIJ
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Luminal microbial
antigens and adjuvants

S .. - '.c

. y

Etl O patoge neze Genetic ‘. Immune

P | B D . susceptibility response
)

Environmental
triggers

SartorR.Nat RevGastroenterol Hepatol 2006



PIBD a genetika

AOWAT 72 W61 ¢ TUWNWUWqRt ¢ W2DAUE G U] T Wl
I Y GJii Yt qR

ARizikorekurence9 ? L

AuUCUOY
AAl 2 UR

2 WIGKRHz2 AUij 6 Y HBIOZBUR G Y L4

GKIJt

H=MMLWt ¢ UT RT CqUR#EGE WNIJU g |

RT JUgqRnRt Y2¢ UDZUNYUOW §2=

, Gut2
“Philpott DJ, et alBestPract Res Clin Gastroentero017



PIBD a genetika

Ac YOYA! DYqURWG2agqc¢c HIJW §02UWA2! We TR LW
Ac 3l YA! DYqURWOG eap@?HIJWAZ2! We TRWI RAI



VEGOIBD

AOWIT ] q RWK WX G 1Jaq O

ATypicky postihujecolon.
ATEWTWWE G¢ct RnBRT Y2CUYWT et YWF 772
AZEPEWTIWWGKItG¢ct RnRt Y2CUYWUC¢ W9 ? 10



Dif. dg. VEOBD

A G DRIJWUC WHRGt Y2RUa Wt 1 ¢2t tij6YLWOaHi
AEYARUYNRGURWNCEY gl YIIUqW! RqRI ¢ 10

A UnDt T URWWIgRYOGYNRIWJIO

AAl ROUCI URWRG2UYI UnRHERGq! IO




~YUYNDIWUURLWT 7 ?

AIBD-like choroby.
Aé] qWRUYe We Wl j qRWKWE G 1IJqltO
AEqYe GCWGI W2c¢dIJUARDWe WI §J qR%Z d 1Jq HOLW

ASH2! t GIWT1t Ye WGK R q Y+l Utt Rrthay1d + HoRR (RGli
manifestace.

AE+ Rt qe TRWGKRG¢T ! WHIWAWZ2DAU¢ G UDA S LU




Kdy myslet

Uc WG YUYNRWUURLWIE 7?2

Comorbidities Specific Physical findings

- Hatr sbuouemaliey (404N 7 DRCI RTELDN
Wooly hair with tricherrhezta (J7CS 7 SKIVIL)
l( NS sboormaliey (DXC) RTEL)], TGFBI et
| Recurrent severe infection, Atyplcal Infection ! |’T"“_T_‘"T’h‘f 'ca"'{_‘,“. LTTNIRTISS
— — IKBKG, MALTI. G&PC3, TTC27, SXTV2L &te.)
.r"‘-

Skin disease ] Oral uleer, Oral lenkoplakia (DKCT RTELD
Ecrema'folliculitts in early smiaacy JLIGR FOXP3, WAS) i &7
Ectodermal anhidrotic dysplasia (JKEKG) &=
Blisterisa (FERMT), PLOG2, COLTAT ete Lymphadenopathy / Lymphatic abscess
Hyperkeratosis (OKCT, RTELT) A )
Skin ulcer, Bullosa, Digiral chubbing -

Malignancy (JLIOR, LREBA, CTLAY)

Hepatomegaly/Splenomegaly

Lymphomsa, Oastric cancer

e A convamrr Lacamne S txcs )

3 HLH, MAS (4p st e Wk

I Tk
VK. NLRCY)

Metabolic syndrome

Nicmans-Pk type C (VPC)

Olycogen dorage Hype 1t

Albinism (HPS]48)

Pertostonhy (SLOO2AN
Intestinal obstraction (JTC74)

Autoimmune disorders

$eod coll county abaermabties
(CTIAL L REA SH4Y)

Neutropema (GOFCS
STATS FOXPE eic
ATHA, ITE TI1DAL, Thyroidits
Ardsits, Psoriasis, AIH, Uhveltis
\-;n"n;un.

SLOYAY)

Lymphopen!

) h?l'lll".l.".h-r(-'.| (AN
Interstitial lung disense

Leukocytosas ([TGH2, MEFY)

Thrombocytosis (MEFY

Nambu R, et al.Front Pediatr2020



Disorder Gene Study (year)

Immune dysregulation

IPEX FOXP3 Barzaghi et al. (2012) [23]
IPEX-like IL2RA Caudy et al. (2007) [24]
STAT! Uzel et al. (2013) [25]
IL-10 signaling defects ILI0RA Glocker et al. (2009) [18]
Shim and Seo (2014) [19]
IL-10 signaling defects ILI10ORB Glocker et al. (2009) [18]
IL-10 signaling defects IL10 Kotlarz et al. (2012) [26]
NOD2 signaling defects TRIM22 Li et al. (2016) [27]
Epithelial barrier function defects
ADAM17 deficiency ADAMI17 Blaydon et al. (2011)[28]
Dystrophic epidermolysis bullosa COL7AI Freeman et al. (2008) [29]
Epithelial NADPH oxidases defect NOXI, DUOX2 Hayes et al. (2015) [30]
Familial diarrhea Gucyzc Fiskerstrand et al. (2012) [31]
Kindler syndrome FERMTI Freeman et al. (2008) [29]
X-linked ectodermal immunodeficiency (NEMO) IKBKG Cheng et al. (2009) [32]
TTC7A deficiency TTC7A Avitzur et al. (2014) [33]
Phagocyte defects
Chronic granulomatous disease CYBB, CYBA Schdppi et al. (2001) [34]
NCFI, NCF2, NCF4 Matute et al. (2009) [35]
LACCI Al-Bousafy et al. (2006) [36]
Huang et al. (2016) [37]
Congenital neutropenia G6PC3 Bégin et al. (2013) [38]
Glycogen storage disease 1b SLC37A4 Visser et al. (2000) [39]
Leukocyte adhesion deficiency 1 ITGB2 D'Agata ct al. (1996) [40]
Hyperinflammatory and autoimmune disorders
Autoimmune lymphoproliferative syndrome type 5 CTLA4 Kuehn et al. (2014) [41]
Familial hemophagocytic lymphohistiocytosis type 5 STXBP2 Meeths et al. (2010) [42]
XLP2 XIAP Zeissig et al. (2015) [43]
XLP1 SH2DIA Booth et al, (2011) [44]
Familial Mediterranean fever MEFV Sari et al. (2008) [45]
n Villani et al. (2009) [46]
e Hermansky-Pudlak 1,46 HPS! Hazzan et al. (2006) [47]
HPS4 Anderson et al. (2003) [48]
HPS6 Mora and Wolfsohn (2011) [49]
o LA 7 LA Multisystem autoimmune discase STAT3 Flanagan ct al. (2014) [50]
Mevalonate kinase deficiency MVK Bader-Meunier et al. (2011) [51]
Phospholipase C-y2 defects PLCG2 Zhou et al. (2012) [52]
T-cell, B-cell, and complex function defect
Agammaglobulinemia BTK. Agarwal and Mayer (2009) [53]
PIK3R! Conley et al, (2012) [54]
CVID 1 1COS Takahashi et al. (2009) [55]
CVID 8 LRBA Burns et al. (2012) [56]
IL-21 deficiency (CVID-like) 121 Salzer et al. (2014) [57]
Hoyeraal-Hreidarsson syndrome DKC1 Knight et al. (1999) [58]
RTELI Ballew et al. (2013) [59]
Hyper immunoglobulin E syndrome DOCKS Sanal et al. (2012) [60]
Hyper immunoglobulin M syndrome CD40LG Levy et al. (1997) [61]
AICDA Quartier et al. (2004) [62]
Immunodeficiency 17 CD3G Arnaiz-Villena et al. (1992) [63]
SCID ZAP70, IL2RG, Chan et al. (2016) [64]
LIG4, ADA, CD3y. de Saint-Basile et al. (1992) [65]
CD3D, CD3E Felgentreff et al. (2011) [66]

Ozgiir et al. (2008) [67]
de Saint Basile et al. (2004) [68]

SCID/hyper immunoglobulin M syndrome RAG2 Felgentreff et al. (2011) [66]
Omenn syndrome DCLREIX Rohr et al. (2010) [69]
DCLREIC Moshous et al. (2001) [70]
Wiscott-Aldrich syndrome WAS Catucci et al. (2012) [71]
Others
MASP deficiency MASP2 Stengaard-Pedersen et al. (2003) [72]
Trichohepatoenteric syndrome SKIV2L, TTC37 Fabre et al. (2012) [73]

Shim JOlIntest Res2019




Uld RURHt ij WG URNIIY gc¢c HIJWA

Aud RURt ¢ 9?2 WITWIWI gAUYI YI CWec WYT 2RTR
ANWJI O RUCUOURUR%I2 0 WeINf b a lUP M
A+ colon> 50 %.
Af AYGOY2¢cUCHO0%.0RaqRI ¢ alINM
AAYAY C60ij WGYt qRI IJJZIR%_IG]IJUt’ DAHGS Wt 0 RT 13t a WN
Aelll c¢del It We UM0&YT WUe G a LOM
As IJUWIT ¢del Wt WeoUWHYWI 2YIl WUe G alWKWPEIO

Diefenbach KA, et al.World J Gastroentero2006



Klintkka CD

A7 YUt qRWHKRHAG ¢ 1O

Ai 21 ¢ HIJURIO

AAl s TG W oHIJAWE I 21310
ATenesmy aimperace.

A D62 qlUt q2RWc W62 HU2 qRIO
AxUc¢ 2¢ 10

Ac YI DT t ¢ 1O

? e A 1JfeopkDtsch ArzteblInt 2017
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Klinika UC

A7 YUt qRWHKRHAG ¢ 1O

ATenesmy.

Af 0 GUI ¢cqRZURWIT BInJt ¢ #IJIO
Aul 2¢2ij Wt qYTIRHDIO

Ac2 HU2 qRIO




E+ gl ¢ R UnmaditestpReWEIN) U R

JT H6 CARqW] f NWGI YT
&9 We WY MALE Wi

21 2RUINDWEf ~

A~Y 6 Ye WGK
A T WPMWE W j qR LW
AOLIZ ®WE W § qRLW 1
| Rc DUZA!
A JTT &t q] TR
AAIJI RnlJl URWEI ql YG¢E qRIJIO
A Erytemanodosum.
APyodermagangrenosum
AUveitida.

AA|l RUOICT WRIL¥hAlangitiRlsE(RSC).

J2 5 U
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Multiple sclerosis
/
Iritis, uveitis
-
Sensorineural hearing loss

Aphthous ulcers

Autoimmune Asthma
thyroiditis Vasculitis
Myocarditis, pericarditis

Primary sclerosing

cholangitis, Autoimmune hepatitis
Autoimmune h b .
cholangitis, Immune thrombocytopenia

Overlap syndrome Coeliac disease

Psoriasis Autoimmune pancreatitis,

Type | diabetes

Nephritis, amyloidosis

Urolithiasis

Axial arthropathy
(spondylitis and sacroiliitis)

Polyarticular
arthritis

Osteoporosis r

Pauciarticular arthritis

5 Erythema nodosum

Pyoderma gangrenosum

BaumgartDC, et al.Lancet2012



Diagnostika PIBD

hitps: lipart ted/164958. html

hitps://www.stone:

wire.ca/blog/diabetes -control-and-your-hgalc-hlood-test

hitps://www.pgfly.com/png -cc32ug/




é! WIgKIWURWLt | 2 JWGKRLWf 7 ?

Aul DZURWYHI ¢ AlWl€WIRNIJI DUHRCGOURLWI YAG
Ax Jet YR qZA¢
ANI YOHY®#! qZAc¢
A Ui & @l&ro-, normo-, makro-H! q .1 UR
ABazofilie3.
Au CU] qiR2BRWeat ¢ Ac qldi ij
AEGII2¢c HIJWO AAWe W DI RGWDUgceHIIWIIL ! aql YH! qgk
As ¢ qlJI URWa It q! a
ABIl., ALT, AST, GGT, ALP

, nt usanne
3Chapuy L, et alJ Allergy Clin ImmunoR014



é! WIgKIWURWLt I 2 JWGKRLWf 7 ?

AAlIbumin?.
A~1Jagc HYORY &at W JDGIJAC
Ap 130 IBAihddaturace transferinu.
AVitamin B,,3:
Au 3T Gi Uc We W Rd B ONGUWIRE MR UBRR QLU IJHY W 13+ 13
cm.
AOWI | q RALD ILUCHiBubiMRe il
Au! t DGRUWE WIRY qY2C

Ro ,
2Rogler G, et alFront Med (Lausannep014
3CMiele E, et al.J Pediatr Gastroenterol Nut018



é! WIgKIWURWLt I 2 JWGKRLWf 7 ?

1I0-=MWEWI §J qRWY Wf 72WaCWNn! ARYGYNRHAL ij L

Rosen MJ, et alJAMA Pediat2015



AEGRWIIW UDGI JADUgqe TRWRG2URqURWYIT GY

A~
A
A

J A R WUGANCZ\e ASCR. LU
RAt Ct WUBORW R2 Ra ¢ Wb M
JOADWT IWaqII ! WGYel R2¢ aqlut 3wt H#I 313U

DubinskyM. Dig Sci2009



ASenzitivita a specificitapANCAGK R WWO 9 WT IJ WP N

AEIJUARQR2ZRqC¢ We W GIAHRNRHRQC
ASenzitivita a specificita ASCApANCAC UG K R WO 9 LU
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Classification

Montreal

Paris

Al <17 year

Ala 0-10 year

Age at Alb 10-17 ye:
ABCAl A2 17-40 year year
Diagnosis A2 1740 year
A3 above 40 year
A3 > 40 year
L1 distal 1/3 ileum + limited cecal disease
L1 terminal ileal + limited cecal disease L2 colonic
. .2 colonic L3 ileocolonic
Location . . . . . N
L3 ileocolonic L4a upper disease proximal to ligament of Treitz
L4 only upper disease L4b upper disease distal to ligament of Treitz
and proximal to distal 1/3 ileum
B1 non stricturing
B1 non stricturing non penetrating
non penetrating B2 stricturing
Behavior B2 stricturing B3 penetrating
B3 penetrating B2B3 both penetrating and stricturing disease,
P perianal disease modifier either at the same or different times
P perianal disease modifier
Gy no evidence
Growth not classified 0

G, growth delay

Montreal

Pans

Extent

Severity

El: ulcerative proctitis

E2: left-sided UC {distal
to splenic flexure)

E3: extensive {proximal to
splenic flexure)

S0: clinical remission
S1: mild UC

S2: moderate UC

S3: severe UC

El: ulcerative proctitis

E2: Left-sided UC (distal
to splenic flexure)

E3: Extensive {hepatic
flexure distally)

E4: Pancolitis {proximal
to hepatic flexure)

S0: never severe®
S1: ever severe®

*Severe defined by Pediatric Ulcerative Colitis Actuvity Index (PUCAI)

>65.8

LevineA, et al.Inflamm Bowel Dis2011



Category Parameter Detailed description Point

History Abdominal pain None 0
{recall, 1 wk) Mild (brief, does not interfere with activities) 5
Mod/severe (daily, longer lasting, affects activities, nocturnal) 10
Stools (per day) 0-1 liquid stools, no blood 0
Up to 2 semi-formed with small blood, or 2-5 liquid b
Gross bleeding, or =6 liquid, or nocturnal diarrhea 10
Patient functioning, No limitation of activities 0
general well-being  Occasional difficulty in maintaining age appropriate activities 5
(recall, 1 wk) Frequent limitation of activity, 10
VETy ]T[KTI’

Laboratory Hematocrit (%) Normal 0

(use age-specific reference) Mild decrease 25
Mod/severe decrease 5
rr Erythrocyte sedimentation rate (mm/h) <20 0

Sos 20-50 25
~ JUR s
y Albumin (g/dL) =3.5 0
n u 3.1-34 5
=3.0 10
a IVI y Examination Weight Weight gain or voluntary weight stable/loss 0
Involuntary weight stable, weight loss 1%-9% 5

Weight loss =10% 10
- Height at diagnosis <1 channel decrease 0
5

=1, <2 channel decrease

=2 channel decrease 10
Height follow-up Height velocity = —1 SD 0
Height velocity < —1 8D, >—2 SD 5
Height velocity = —2 SD 10
Abdomen No tenderness, no mass 0
Tenderness, or mass without tenderness 5
Tenderness, involuntary guarding, definite mass 10
Perirectal discase None, asymplomatic tags 0
1-2 Indolent fistula, scant drainage, no tenderness 5
Active fistula, drainage, tenderness, or abscess 10
Extraintestinal manifestations (n) 0 0
1 5
=2 10

Moon JS.J Pediatr Gastroenterol Hepatol Nut2019



TABLE 1. Paediatric Ulcerative Colitis Activity Index

Item Points

(1) Abdominal pain

No pain 0
Pain can be ignored 5
Pain cannot be ignored 10
{2) Rectal bleeding
None 0
Small amount only, in <350% of stools 10
Small amount with most stools 20
Large amount (=50% of the stool content) 30
P rr (3) Stool consistency of most stools
~1 KIJUR s
J Partially formed 5
g ’ ¢ Completely unformed 10
a kt I V I t (4) Number of stools per 24 hours
y 0-2 0
3-5 5

UC- PUCAI ' ;

{(5) Nocturnal stools (any episode causing wakening)
No 0
Yes 10
(6) Activity level
No limitation of activity
Occasional limitation of activity 5
Severe restricted activity 10

Sum of PUCAI (0—83)

For user’s guide and cutoff values for response, remission, mild, moder-
ate, and severe disease activity, refer to the original study (2).
PUCAI = Paediatric Ulcerative Colitis Activity Index.

Turner D, et alJ Pediatr GastroenteroNutr 2018



Terapie CD

One more atempt to reinduce with first-line therapy

Active Crohn's
Disease

Y

Assess risk of
pOOr OULCHIME

[see table 1)

v h 4
High:

Lo
B1, with extensive discase

B1, inflaimmatory
(non-stricturing;
non-pencrating)

or 1‘|L'|:|‘l colonic ulcers
B2, stricruring disease

without prestenotic dilatarion

v
Consider upfront ant-TNF therapy
Ye ' h 4
s and nutitional suppor: r
Severe growth ™ ! Induction:
delay? Anti-TNF therapy 8117
Consider combination
) | with immunomodulator 16
T No
Induction: Y
EEM

Corticosteroids

- Treatment
6l

target reached ™, Mo
at end of

b4 induction?
Treatment Nao Early step-up to anti-TNF therapy 1 | Yes
target reached ™, _________ ' __ T ____. Y
12 :t-.f-w-rk ; Maintenance:
= WOERS, Anti-TNF

monotherapy, or
with MTX or

Yes
b J thicpurine 12013
Maintenance: vi
MTX
Thiopurineg
MEN .
Ireatment No
target
- maintained ?
Step-up to ant-TNF therapy;
Treatment No continue immunomaodulator 9
rarget >
maintained?

Perianal

disease

11

Optimise anti- TNF therapy:
Add immunomodulator 16

p Measure ano-TNF trough
level 18119
(See Fig 2)

vanRheenenPF , et alJ CrohnsColitis 2021
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Stricture

Surgery

Fistula/abscess

Dig(‘st ve damngo
(44D ‘S1I3aD ‘Ivad)

Lande Aojewweyu

Stricture

Disease Diagnosis Early
onset disease

[ Pre-clinical | Clinical I I ]

BaumgartDC , et al.Lancet2012



Digestive damage
(Lemann index)

[ Prevention ?]

Fistula/abscess

(d"9 ‘s1I3ao ‘ivag)
Ananoe Aiojewwejjuj
Digestive damage
(Lemann index)

Tight control and monitoring
(patient management program)

Inflammation

Diagnosis

Expansion of
auto-inflammatory

inflammation
Expansion of
auto-inflammatory

Early Late
disease disease

Diagnosis

Colombel }F , et al.Gastroenterology2017

(d"9 ‘s13a9 ‘ivad)
Aanoe Aiojewwejjuj
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vanRheenenPF , et al.J CrohnsColitis 2021



