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Celiakie KDDL

2011, n= 95 enterobiopticky potvrzenych
2012, n= 70, ProCeDE n= 26

2013, n=75,nB=25

2014, n= 58, nB= 32,

2015, n= 60, nB= 35, predbézn¢ data
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Co je to celiakie

 celoZivotni onemocnéni zpusobene
nesnasenlivosti lepku

* dochazi ke zmén€ povrchu sliznice tenkeho
stteva, mizi mikroklky a klky

» povrch stfeva se sniZzuje a zmensuje se
schopnost traveni a vstiebavani zivin




Priznaky

 u d¢éti se nejCasteéj1 objevuje prujem, bolesti
bricha, pokles hmotnosti, zastava rustu!

* u starSich: hlavni pfiznaky jsou snizena
chut’ k jidlu, anémie, osteoporoza, bolesti
kloubu nebo deprese




TABLE 1. Presenting features of children and adolescents with coeliac disease (CD)

Feature

Percentage of total no.
children/adolescents with CD

Stdy population

Studies

Iron-deficiency anaemia
Other or unspecified anaemia

Anorexia

3-12
16
3-19
23

8

Weight loss

Abdominal distension/bloating

20—1
4460
b
28-36
101

Abdominal pain

20-39

Vomiting

Short stature/growth failure

Irrtability
Increased level of Uver snmumes

fronic fatigue

Irregular bowel habits

Adults and children
Adults and children
Adults and children
Adults and children
Adults and children
Children
Children and adults
Children and adults
Children
Adults and children
Children
Adults and children
Adults and children
Children
Children
Children
Adults and children
Children
Adults and children
Adults and children
Children
Adults and children
Children
Children
Adults and children
Adults and children
Children
Children
Children

(19.27)
(28,105)
(15,19)
(15,28)

(15,16,27)

(16,17,27,28)

(15
(27
i(15,16,27,28)
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CILENY SCREENING CELIAKIE (METODICKY POKYN)

cl.1
Obecna ustanoveni

. Celiakie je hereditirni autoimunitni nmmncmm dtll a dc:-.pq. lych s celosvEtovym vyskytem zpisobené
celoZivotni nesnaicnlivosti lepk cayzilni terapii je bezlepkovi dicta.
Celiakie je velmi égsrautoimunitni n:hnmha s prevalenci 0,5-2% ve vyspélversgmich. Kvalifikovany
odhad prevalence {f'R_u. 1:200-1:250, tj. 40 000-50 000 nemocnych, ale v soufasnf dobé jc diagnosti-
kovino a dispenzariz jen 10-15% celiaka.

. Zamérem screeningu je identifikace velké populace dosud nediagnostikovanych celiaki vzhledem k tomu,
Ze celiakie se nadile diagnostikuje v éeské populaci bud nedostateéné Easto ncbo naopak pozdé. Préi-
nou je zménény fenotyp nemoci. V soufasné dobé pfevlddaji stievni piiznaky jen u malych dét, kdeZto
u ostatnich populaénich skupin a zejména u dospélych pievlidaji mimostievni (atypické) pfiznaky. Dalsi
pri¢inou jsou nestandardni a chybné diagnostické postupy.

. Cilem screeningu je ¢asna diagnostika celiakic s naslednou Easnou terapii (zavedeni bezlepkoveé diety),
odhaleni atypickvich forem celiakic, zjisténi skutcéné prevalence celiakic v Ceské republice, prevence
komplikaci celiakie, omezeni a lepii kontrola pfidruzenych autoimunitnich chorob, jakoz i zlepseni kvali-
ty Zivota celiakn.

. U osob indikovanych ke screeningu se doporuéuje dvoustupfiové vyietieni. V prynim siupni se doporu-
Cuje stanoveni sérovych autoprotilitek k tkifiové transglutaminaze (AtTGA) v tFidé IgA a stanoveni
celkového IgA. Asiu 3% celiaki je pfitomen izolovany deficit IgA a v téchto piipadech je ticha vyetiit
autoprotilitky v tfidé IgG. Pozitivai vysledek AtTGA indikuje druhy stupeii screeningu, tj. perordlni
blopsil aborilniho duodena (pod Vaterovou papllou) na gastroenterologickém pracoviiti pediatrickém
ncho pro dospélé. Pi vysoce nzikovych symptomech (ancmic. ubytck télesné hmotnosti a prijem, tj.
a vice fidkych stolic denné) se doporuéuje odeslat probanda na gastroenterologické pracovisté i pii nega-
tivni sérologii.

. Cileny screening celiakie se provadi u pfesné definovanych cilovyich skupin, u nichz lze predpokladat
vyiEl vyskyt jedinci s nepoznanou celiakii.
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Ke screeningu jsou indikovany:

. Rizikové choroby a skupiny

piibuzni celiakn 1. stupné (rodife, sourozenci, déti), pii jejich pozitivité take 2. stupné (prarodice, stry-
cove, tety ), zejmena pii vyskyiu podezicl¢ho symptomu nebo jiné autoimunitni choroby
dermatitis herpetiformis ( Duhring)
mikrocytova anemic nereagujici na lé€bu preparaty Zeleza
piedcasna ostcoporaza
terapeuticky rezistentni prijmova forma syndromu drizdivého stieva
polyncuropatic a myopatic ncjasné ctiologic
ataxic ncjasné ctiologic
deprese a poruchy chovani
amenorhea, pozdni menarche
infertilita a poruchy reprodukce
Downiv a Turnertv syndrom

B. Podezielé symptomy
opoZzdény psychosomaticky vyvoj
nevysvétleny dbytek télesné hmotnosti
nizké séroveé Zelezo
vyrazné izolované zvyseni sérovych aminotransferaz (AST, ALT)

izolovany deficit [gA C. PiidruZené autoimunitni choroby
recidivujici aftozni stomatitida » diabetes mellitus 1. typu
hypoplazie zubni skloviny autoimunitni thyrcoiditida a jin¢ autoimunitni endokrinopatic
autormunitni hepatitida
systémovy lupus erythematodes
primarni sklerozujici cholangitida
primarni biliarni cirhoza
Sjogrenav syndrom
choroby pojiva
IgA nefropatie




Historicky

« ESPGAN — 3 biopsie
CD?-1b—-GFD-2b—-GCD-3b

« ESPGHAN —
1-2 biopsie (kojenci)
CD? - EMAATG+ 1.b — GFD
« ESPGHAN —




Coeliac Disease Diagnosis: ESPGHAN 1990 Criteria or
Need For a Change? Results of a Questionnaire

*C. Ribes-Koninckx, "ML. Mearin, *IR. Korponay-Szabo, °R. Shamir, 'S. Husby, TA. Ventura,
*D. Branski, **C. Catassi, 1'S. Koletzko, ¥M. Mdaki, **R. Troncone, and ""KP. Zimmer,
on Behalf of the ESPGHAN Working Group on Coeliac Disease Diagnosis

ABSTRACT

Background and Objectives: A revision of criteria for diagnosing coeliac
disease (CD)) is being conducted by The European Society for Pediatric
Gastroenterology, Hepatology, and Nutriion (ESPGHAN). In parallel,
we have performed a survey aimed to evaluate present practices for CD
among paediatric gastroenterologists and to leam their views on the need for
modification of present criteria for CD diagnosis.
Patients and Methods: Questionnaires were distributed to experienced
paediatric gasroenterologists (ESPGHAN members) via the Intemet.
Results: Owverall, 95 valid gquestionnaires were available for mnalysis,
pertaining to 28 different countries, with the majority of responders
treating  patients with CD for =15 wears. Only about 12% of the
responders comply with ilen mpliance being related
mainly enge policy. Approximately 90% reques i
nodification of the present criteria. Forty-four percent want to omit
amall bowel biopsy in symptomatic children with positive mnti-tissue
inase immunoglobulin (Ig) A or endomysial [gA antibod]

especially if they are DQXZDOE positive. For silent cases detected by
screening with convincingly positive anti-tissue ransglutaminase [gA or
EMA IgA, about 30% consider that no small bowel biopsy should
be required in selected cases. Adding human leukocyte antigen typing in
the diagnostic workup was asked for by 42% ofthe responders. As for gluten
challenge, a new policy is advocated restricting its obligation to cases
whenev i s OF Unclear.
clusions: Based on these opmions, revision of the ESPGHAN criteria
sagposing CD is urgently needed.

Key Words: coeliac disease diagnosis, ESPGHAN 1990 criteria,
questionnaire

JPGN 2012;54: 15-19)

n 1969 at the Interlaken meeting of the European Society
of Pediatric Gastroenterology and Nutrition (ESPGAN), the




Doporuceni - CD

European Society for Pediatric Gastroenterology,
Hepatology, and Nutrition Guidelines for the Diagnosis of
Coeliac Disease

*S. Husby, 'S, Koletzko, *1.R. Korponay-Szabo, SM.L. Mearin, "'A. Phillips, R. Shamir,

"R. Troncone, K. Giersiepen, ''D. Branski, *C. Catassi, **M. Lelgeman, M. Maki,
¢, Ribes-Koninckx, ™ A. Ventura, and " K.P. Zimmer, Jor the ESPGHAN Working Group on

Coeliac Disease Diagnosis, on behalf of the ESPGHAN Gastroenterology Commiltee

(JPGN 2012;54: 136-160)

Mezinarodni konsenzus pro diagnostiku CD v pediatrii

www.espghan.org




Child / Adolescent

with Symptoms suggestive of CD
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Celiakie KDDL

Odeslan do GE poradny

RAP, neprospivani, prijem, zacpa

Propad v rlstové kiivce- percentily

JiZ s podezienim na celiakii (asociované onem.)
Pozitivita tTG, EMA

alergologie, PLDD, endokrinologie, hematologie,
revmatologie. ..




Celiakie KDDL

V GE poradné

 Anamne¢za:
— RA, RAP, vyprazdinovani (P, Z), asociovan¢ onem.
Fyzikalni vySetfeni: percentily
— Zmény dentice, kozni projevy, prominence biicha
Dietni zaznam, jidelnicek
Pt1 j1Z nasazen¢ bezlepkové dieté expozice, do
pozitivity protilatek, 1 priznaku
nabéry: EMA, a-TTG, aDGP, Ig A, M, G, E
KO, biochemie, §t. zl., FW
Stolice — vytér, OK, HP




Celiakie KDDL

Vysledky serologie do 14 dni
Pozitivita aTTG: mene 100, EB v CA
2 denni hospitalizace

Vysledky histologie do 14 dni




Celiakie KDDL

 Dg CELIAKIE- indikovana bezlepkova dieta!

e Potencialni, latentni....

Tabulka 2. Formy celiakie

Forma Protilatky Biopsie

Priznaky

Klasicka - +

+

Atypicka - -

atypické (mimostrevni)

Silentni - +

0, casto RA (+)

Latentni - TIEL

]

o

Potencialni +nebo 0 T IEL nebo 0

vetsinou 0

+ pozitivni, 0 negativni, T zvyseni, RA rodinna anamnéza, IEL intraepitelialni lymfocyty

Medicina pro praxi | 2011; 8(9) | www.medicinapropraxi.cz

* Rebiopsie

 Indikovana dieta?




Celiakie KDDL

Vysledky serologie do 14 dni

Pozitivita a tTG: vice 100
nB dg - po geneticke analyze

Genetika UHKT, VFN imunologie

Vysledky geneticke typizace do 14 dni
+ Dg CELIAKIE- indikovana bezlepkova dieta!
- enterobiopsie? Nova genetika na referenCnim UHKT

do dg neni indikovana dieta!




Celiakie KDDL
Dg CELIAKIE

Indikovana bezlepkova dieta

Poradenstvi — http://www.celiac.cz/, (poradna@celiac.cz)
Poradna pro celiaky: pond¢lky a uterky, 14-18:00
Klinika détského a dorostového lékarstvi VEN, Ke
Karlovu 2, Praha 2, 2. patro budovy E3a. 224 967 801.

Klinicky v GE poradné¢ 3, 6, 12, 18 mésicu, a 1 rok

Pokles protilatek- negativita
Asociovan¢ autoimunity (St.z1...)

rust




Priznaky asociovany s Celiakii

All centers, frequency in % Center Prag, frequceny in %

Abdom. pain Weight loss  Diarrhea Abdom. Moodiness Fatigue Flatulence Anorexia Growth  Constipation  Vomiting
distention failure




Frekvence & konzistence stolic

Stool frequency [%] all patients and subgroup of patients from Prague:

(s)
% 100

90
80
70
60
50
40
30
20
10

0

less than 3-4 times per week 3-4 times per week to 1-2 times
per day

>= 3 times per day

All centers, frequency in
%

Center Prag, frequceny
in %




Stool consistency according to Bristol Stool Scale |

(V)
% 100
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80
0
60
50
40
30
20
10

0

Frekvence & konzistence stolic

Bristol stool scale 1-2  Bristol stool scale 3-5  Bristol stool scale 6-7

All centers, frequency

Center Prag, frequce
%

Bristol Stool Scale

Type 1 Separate hard lumps, like nuts

Type2  Sausage-like but lumpy

Typed Like a sausage but with cracks in the surface

Typed  Like a sausage or snake, smooth and soft

Type & Soft blobs with clear-cut edges

Type 6 Fluffy pieces with ragged edgas, a mushy sto

Type T Watery, no solid pieces




Endomysial antibody (EMA)
Transglutaminase 2-specific antibody (anti-TG2)
Deamidated gliadin-specific antibody (anti-DGP)

7 ANti-TG2 ™

HLA DQ2/DQS

Enterobiopsie
Klinicka/serologicka odpovéd’ na bezlepkovou dietu




NCGS (non-celiac gluten sensitivity)

1s a condition 1n which gluten ingestion

leads to symptomatic manifestations
despite the absence of CD.

Citlivost na lepek je nové definovanda jednotka zpusobena aktivact
vrozené€ imunity bez ucasti adaptivni imunity.

Tito nemocni maji rizné stfevni a zeymeéna mimostievni symptomy.
Rozdily mezi citlivosti na lepek a celiakii jsou v permeabilité stievni
slizni€ni bariéry, histologii stievni biopsie a expresi genul sliznicni
imunity.

V soucasné dob¢€ nema citlivost na lepek zadny specificky biomarker.




1. Suspicion of gluten sensitivity

l

2. Serologic tests:

A) CD specific tests (IgA anti-TG2 antibody,
IgG/igA anti-demaidated gliadin antibody)*

+Negative CD antibodies
*Negative wheat allergy tests B) Wheat allergy tests (IgE wheat protein

b : *Posstive CD
antibodses, specific skin prick tests)

sarology*
*Climical symploms consistent

= : i
with NCGS andior positive C) lgGllgA anti-gliacen antibody lests
IgGligA anti-gliadin antibody

*Pasitive IgE and/og
3. Gluten-free diet prick lests Work-up for CD

«Cinical improvemant

4. Provisional diagnosis of NCGS Work-up for allergies lo wheat
and other cereals

5. Gluten challenge

*Raversion of sympioms

6. Definitive diagnosis of NCGS




Bezlepkova dieta

1. Celiakie? ANO, GFD pftedstavuje jedinou potvrzenou lécba

2. Alergie na lepek, pSenici? ANO, GFD je indikovana, ale tito pacienti nemusi omezovat
ostatni obiloviny (Zito, jeCmen, oves), jen v ptipadé¢ prokazané potravinove alergie

3. Glutenova sensitivita? ANO, GFD je indikovana, ale je tato dg je zatim nejasné
definovana... vagni GIT a neurologické ptiznaky

4. Sy drazdivého traéniku? ANO, GFD muze zmirnit ptiznaky u diarrhea-predominant
IBS. Nutné vyloucit IBD- CD

5. Autizmus? + GFD miuiZe ale nemusi znamenat profit pro pacienty s
poruchami autistického spektra. GFD predstavuje vyvazenou plnohodnotnou

Pietzak M. Celiac disease, wheat allergy, and gluten sensitivity: when gluten free is not a fad. JPEN 2012;36(Suppl):68S-75S.




Zavadéni lepku

Optimalné pod clonou kojeni

Po ukonCeném 4. a pred ukonCenim 7 mésice

Zavadéni lepku by mélo byt postupné s pocatecni nabidkou
malého mnozZstvi lepku, ktera se postupné zvysuje.
Mnozstvi lepku, které snizovalo u kojenych déti riziko
rozvoje celiakie je definovano jako davka pod 7 g/den.

2 1z1¢ky pSenicne mouky do zeleninového prikrmu nebo 2
piSkoty do ovocneho prikrmu = 6 g lepku.




Zavadéni lepku

Randomized Feeding Intervention in Infants
at High Risk for Celiac Disease

S.L.Vriezinga, R. Auricchio, E. Bravi, G. Castillejo, A. Chmielewska, NEJM 2014; October, 371, 1304-15
P. Crespo Escobar, S. Kolagek, S. Koletzko, 1.R. Korponay-Szabo, E. Mummert,

I. Polanco, H. Putter, C. Ribes-Koninckx, R. Shamir, H. Szajewska, K. Werkstetter,
L. Greco, ). Gyimesi, C. Hartman, C. Hogen Esch, E. Hopman, A. Ivarsson,
T. Koltai, F. Koning, E. Martinez-Ojinaga, C. te Marvelde, A. Mocic Pavic, J. Romanos,
E. Stoopman, V. Villanacci, C. Wijmenga, R. Troncone, and M.L. Mearin

We performed a multicenter, randomized, double-blind, placebo-controlled dietary-
intervention study involving 944 children who were positive for HLA-DQ2 or HLA-
DQ8 and had at least one first-degree relative with celiac disease. From 16 to 24
weeks of age, 475 participants received 100 mg of immunologically active gluten
daily, and 469 received placebo. Anti-transglutaminase type 2 and antigliadin an-

tibodies were periodically measured. The primary outcome was the frequency of
biopsy-confirmed celiac disease at 3 years of age.

CONCLUSIONS

As compared with placebo, the introduction of small quantities of gluten at 16 to
24 weeks of age did not reduce the risk of celiac disease by 3 years of age in this
group of high-risk children. (Funded by the European Commission and others;
PreventCD Current Controlled Trials number, ISRCTN74582487.)




