by Thomas M Attard

Celiac Disease Iz a chronic autoimmune process that s
modulated by an environmental trigger, namely gllading a part
of gluten which is present in wheat, barley and nye, Celiac
dizeasze s cearly increasing in prevalence worldwide and
with eagier access to screening tocls the notion that itis a
dizease of Western society is increasingly being challenged.
We have also seen a broader gamut of symptoms and
dizease condtions that are associated with cellac disease to
the extent that the nomenclature of dassic and non-classic
manifeztations seems redundant. The increased recognition
in prevalence is poarty understood but seems to also reflect
a true increase In incidence. These obeervations supparted
By constantly improving diagnostic technigues; including
serologic, genefic testing and endoscopic modalities has
frustratingly not been paralleled in any measure by any
breakthrough in management.

The current prevalence of celiac disease in the Maltese
population, based on the provision of gluten-free diet items
through the government health service is 1,2 per 1,000
general population, This compares fairly well with gimilar,
clinlcally diagnosed population based studies in Southern
Europe and the Mediterranean Basin.1,2 Case recognition
based on population screening programs however places
the prevalence figures much higher; from 4 — 10 per 1,000 in
most populations studied,

Amongst the commonest pitfalls facing the general
practitioner is the selection of the appropriate, at-rigk patient
popllation who redquire investigation, These indwviduals include
those presenting with both typical and atypical Intestinal
{constipation, vomiting) and extraintesting manifestations
Table 1),

Iron-cdeficient anemia

Diermatitis Herpetif ormis !
resistant to oral Fe

Dental enamel hypoplasia of
permanent teeth

DiteopentalOsteopot 08is Hepanis

Short Stature Arthritis

Epilepsy wnth occipital

Delayed Puberty T

Tahled: Extraintestinal Manifestations / Presenting
symptoms of Celiac Disease

Also atincreased risk are first and second degres relatives

of affected individuals, individuals with other autcimmune
disorders (DDM, autoimmune thyroiditis, hepatitis, arthritis)
and patlents with genetic syndromes (Dowr, Tumer, Willlams
Syndrome), n relatives, as in individuals at risk because of
aszociated autoimmune or genetic syndromes It is important
to stress with the family that serclogic survellance, (fnegative,
needs to be repeated on a regular, usually every two year,
basis,
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The serclogic teating avaiiable for the diagnosis of celiac
disease has evolved over the last decade (Table 2}, Anti-tissue
franaglutaminase ({15 and antlendomysial (BEhA) lgA serclogy
offer the highest sensitivity and specificity allbelt are not
reliable in indhividuals with g4 degiclency. These Individuals
are, In turm, more susceptible to develop Celiac Diseaze and
may e picked Up by 10G based testing (EMA-IgG & TG-
lgi&), Therefore, total serum lgA testing s indicated in all
symptomatic individuals being investigated for possible celiac
diseaze.3

Sensitivity % Specificity %
ACA gD A9 — 55 7340
AGA-Igh* 75 —140 82105

EMA (Iga)* 85— 95 87— 100
TTG (Igh)* o0 — a3 94 07

Table2; Serologic Testing in Celiac Disease, * Limited in
patients with [g& deficiency

An exciting aspect of dagnosiic testing has been the
evolution of genetic testing, What s most clinically relevant at
this pointis the cbservation that either HLA haplotype HLA
D2 or DG8 nesd to be present if an Individual is af risk of
developing celiac disease. The converse however, does not
hiold true ghvien the high incidence of these haploypes in the
general, unaffected population. This offers a useful adiunct

in screening at risk individuals and suspected cazes with an
atypical presentation .4

Although the mainstay of diagnosis remains duodenal
biopey, there Iz on the one hand a trend toward forgoing
blopsy in svmptomatic individualzs with very high antibocy
serologic titres (anti-tTG [gA = 200), Although this strategy is
attractive, It is as yiet unsupported a3 standard of care, There
iz, on the other hand evdence that diagnostic sensitivity

of blopsy |8 better with multiple, Including duodenal bull,
biopsies. Incases where biopay is negative in the context of
positive serology or with abwpical histology, wireless capsLle
endoscopy may be a useiul adunct in diagnosis. Capsule
endoscopy 18 also Indicated in Individuals with suspected
srmall bowel lvmphoma complicating cellac or individuals
LUnakle to undergo traditional disgnostic endoscopy with
biopsyd (FHaure 1),

Figurel: Scalloping of the mucosa in Celiac Dissase an
Wireless Capsule Endoscopy,



Acentral tenst of celias managemeant is patient education
and compliancs. | is important that celiae is understood o
bz & lifelong condition, that gluten is cormpletaly exciuckcd and
not allowndng for any forrm of "dist holiday', and that, in s,

a gluten-free diet is healthy, even for non-celiacs andwith
imagination and perseverance, can be palatabls.

There are many bartiers o compliancs and it is best to
graciualhy impkernent steps towands a strict gluten-fres dist
ol 8 short period 50 a5 not 1o ovie nntheln carsgivers,
Complianes can be limited by lack of education o the
availability of gluten-fres foods, foods may ke miskabelkd
and ingredients may chands 5o that tems that wers 'safe’
rhay Gorme toinciuck gluten over time, Compliancse can also
ke challenged if the patient, especially f achikd, receiws
mixed massages, if thar s pear prassure of the need not o
feel or act different in the case of a tesnager, Time and food
preparation constraints as well as eating out o travel abroscd
tend to ke problematic in adults.

[t is important o provick adeuate support and kocalby, we are
fortunate to have piovision of gluten-free food iterms through
the government pharmacy senvice and 1o have an especialby
proactive and effective patient association it A
coliazrmakacngd .

Fefemnoes

multivitarmin suppkmertation is generally indicated in calias
Cligsase especially & the time around disgnosis i the child

is malnourished. Specifically iron, folate, and rarghy cther
mictonutrients may ke significantly decreased. Calkzium and
yitarmin O intakes tends o ke decreased in oeliaes, perhaps
sacondan to the distary restrictions, but usually specificaly
becalse of concerns with laotosse intolerance. | isworthwhile
armphasizing to patients that secondany lBotoss intolerance
may ke a presenting sign of celiae, and that impivemeant or
resclution of syrmptoms is the norm with distary compliancs
and mucosal healing, Inttially after disgnosis therefonz, Aot oos-
free milkkor lactass erevmes can b2 used and event ualy
challenged with regular milk,

Cialian diseass jocally presents both chalkenges and
opportunities; the former bacause our traditional notions of
howne cliac patients are disgnosed need to ke revisited and
brecauss we as a society do not have in place a food lakslling
and monitoring infrastructune which is nesded to support
these patients, Monestheless celias dissasse presents the
eniting possibility of a dissase with debiitating manifestations
that are reversible with safe and healthy distan rstriction
alone.
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