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Background: Primaty hiliary cirfiosis(PBCY iz an autoimmune liver dizesse that
generally affects middle aged womenand it iz the most com mon chroniccholegaticliver
diseasein adult .There are a fevestudies describedthizdizsase inlrag .

Ajtn ofthe study: The ain of this Sudy i 1o evaluate a sample of Iragl patients with
primary hiliary - cirhosis regarding the clinical  presentation, inwvestigstions  and
aszocisted diseasss.

Setting: Gastroenterology and He patalogyteaching hiospital-Bag hdad-|rag

Reszult: Thirty-two patientz invalved in this gudy (mean age 45 9 wear), most of pstients
were temale Al patients presented with itching, and most of them with jaundice, about
twn thirds of pstientz com plained of fatiguabilty and more than half of them had
ahdom inal pain. Eighty-s2ven percent of patients were younger than B0 years old, Fifty
percent afthem had s=rum bilivubin lessthan 6 mafdl, 39.3% had serum bilirubinm ore
than 6 moidl Dne-third of them had prolong protheombin time, while z=rum alkaline
phozphataze iz elevated in all patients, and about 0% of patierts had elevat ed liver
enzyine s About 75 % of patients had positive A A while AN was positive in 21 9% of
patients Liver biopsy was compatible wih PEC in 56.3% of patients . P imary biliary
cirthosiz assodated with many dizeazes In this study 25.1% of patients had PBC
azsocisted with arthralgia, Sicoa yndrome found in 12.5% of patients, 6.3% had full-
blowan picture of scleroderma, thyroid disease mentioned in 6.3 % of patients Gall
bladder gones repotedin 9.4 % of patients.

Condusion:

1. 41 patierts pres ented with itclung, so ary patient conplain of itelung s hould deawr 2 speaal
atterfionina diagnosis and early beatment.

2. &1l patierts had hghsenum level of alkalive phosphatase so this tes tcan be used a5 a soreemng
test #5x FEC in patients writh itching. 5. One forth of patients had AMA regative variant 5o fhos
testwrillbeureliable a5 a semening tes tin Irag.

4, One-third of patents candidate for liver tansplant 5o we need to develop a bver trarsplant
certer inlrag. Keyaronds: PEC prirmaryb harpeirrhosis

Keywords: FEC primary hiliary cirhosis

Iniroduction:

Primaryh iliany cinhosis (FBC) is an antoimnome  with subsequent complications sch as portal
liver disease fhat gererally affects middle aged  Iypertersion ard liver faihire. " * Primany
women and it 5 the most oommon chwrie  billazy clythosis ocour world wide and
cholestatic liver disease in adult PEC  predomimant in wormen with fermale to male
characterized by ongoing inflammatory  ratio of %1 Median age of owet is
des tniction of intralchular and septalbile ducts that  approccimately 50 vear with range of 21-
lead to chiorie cholestasis and biliarveirhosis N wearPEC has beendommented in childmen
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and adnlescent "It accounts for0 & ta 2.0 %
of death from cirthosis world wide ™
Clinical features.Fatizue although
relatively nonspecific in PBC it is the most
couraor sytoptorms foand in ahout two-
third of patients 1t generall ybecome worse
as PBC progresd"” The fatigue of PBC must
be differentiated fror other causes of
firedness that mav presented in aroy patient
Jhese include depression unrecogrized
thyroid diseases or adreral diseases or side
effect of medications ,in particular
antihistamines giwve for itching ™ Pruritus
rnay first ocour during pregrancy and may
be mistaken for prmtus of pregnancy
Jhumareseer the prunitus of pregnanc y resobe
in post partu period ,whereas that dus ta
FBEC persist Once prutns occurs it is
unnsual for the itching to disappears
spontane ously,the sarme 1s true for jaundice
Jtching worse at rdzght under consticting,
coarss garments inassociation with dryskin
Land in hot hureid weather Pruritus is often
not recogrized as a sigh of cholestasis and
many patients are referred to dermatologist
¥ nexplained right upper quadrant (RITCH)
discorn fort was re ported in 234 of patients in
one study™

Jaundice oceur later in the conrse of the

disease and it iz umally persistent and
agsociated with poor prognosis  Ivhny
patients with PBC do not have jaandice at the
fitne of diagnosis Syaptoms maybe related
to fat-soloble witaredn deficiency bone pain
with or with out spontaneous
frac tures syraptorns of advance d Iove r disease
,euch as ascites ,bleeding from
zastrointestinal warices and encephalopatheyr
Jsuallyoceur late in the course of PBC '™

The finding on physical examinaton wvary
widelyrand depend on the stage of the disease
at the time of presentation The plomical
exariina ion is often norrmal in asyrnptomatic
patients The skin iz mutially norraal, but
excoriations sesver enough fo cause bleeding.
Hanthomas are a late manifestation. Strking
hepatic erlargerment iz often found
occasionally in asymptomatic patients
Jepatome galy becormes wore common with
progresstve disease and it is found eventually
in approximately 70% of
matients'"™® Splenomegaly is found at
presentationin 15% of patents Jaundice iza
later manifestationbut in aome patientsit may
be seenat presentation in onlyl 0% of patients
192 3 pide ¥ nevvi, st les wasting, ascites, and
edernaare alllate manifestation of the disease
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Associated diseases:

The s sraraarized in tabls (1"

Table (1) Diseases associated with prirmarybiliarycirrhosis

2 2long J2-100
Eythntis I8 vthropather P B )
Soleroderioa and Variants 1520
Sclerodeting 3.
| CRES T orarrof its cormponents i
| Pavmand's diseace
Sutorarme thyroditis 15-20
Cutaneouse dizorder
1 & J5C0] pemphizoid) 11
ETE prm(ima] or distal” S0-60
| Gall stone i

*BT A=renalbiilar acidesis \HE C=lpatocelhilar carcoma
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Driagyosie:

Biochermical tes ts: the liverhiocherical tes ts showr
a cholestatic plobare Almost all patients have
mmreased sennn level of alkame phosphatase
[ALF) (34 tires mormal) (1) ad it 15 of hepatic
otizin The serumlevels

of aminotrasferases may be ronnal or shightly
elevated (usually less than tloee trmes mommal )
marked elevation are distnefly umsal and may
suggest FEC -amtommine hepatitis owvedap
syndwome or coedsting virel hepatitis (7] . The
sepum bilimbin  concertration is usally normal
eady 1 the course of the disease tut becomes
elevated imnmeost of patients as thedisease progress,
hoth direct and indirect fractions amw
mmreased (5] Level of imnmnoglobulin especially
IeM serum bile acid are all srmexmed 5emm
cholesteral level are elevated in at least 50 %% of
patients (5.

Semo bogical diagmosts:

Antimitochonderial anbbodies (AMAY are
serologic hallmark of PEC [ Thos | an

AMA test should be perfhirmed wherever the
presence of PEC s suspected (3] ,4MAs 2w
presented in S0%% o 959%% of patiests with FEC
(4).0ther atoartibodies fund in patients with
FEC are EF (7004),A5MACGE), antithyroid
artibod es (41 %0 and A8 (35560010,
Larerhiopsy:

The initial lesiors om liver biopsy specitners is
damage to epithelial cells of the small bile daects
The most impaortart and only diagmostic chie m
many cas es s ductopenia defined as the absernce of
interlobialarbile ducts in mow than 5004 of potal
tracts The florid duect lesiors, m wluch the
epithelm of the irderlbular ard segrnental bile
ducts degenerates sequertiallywrith the fonmations
of poorly defired non caseating epithelod
gramilomas 15 neady diagnostic of FEC but it is
fourd in a relatively s mall b er of cases mainly
ntheearlystagesgon

Adm of the siwdy:

To study the chnical presentaton, hwver

biocheristry, and bwerbiopsy ina sample of Tragl
patients withFEC
Patienis amd meihads:
Tniving the stud wperiod (5 eptervber 2002 - Tarniary
20047 thirty-tero patients involved in the studw(31
fernale, one patient male) mean age 46,4 year. 411
patients wer refrred to Gastroenterlogy and
Hepatologyteacking hos pital for sus pected FEC or
as acase of chworne liver disease. The diagnosis of
FBC i5 estdblished by biochenucal tests that ae
consistentwithcholestasis and presence of A4

and lLver biopsy which either conpatble
[ductoperia the flond duct lesions inwluch the
epithelimm of the mterldhular and segmerntal bile
ducts degenembons sequertially |, with the
formaton of poctly defined non caseshng
epitheloid gramlomas) or cirhosis (14,5
Phents divided into tro groaps , those less than
B0 wears old who had total sepum bilimbin
[TEBRAmgd] (100molT)and those patierts
more than 80 years old with TEE =6 mgfdl
Jbecanse ver tansplant 1s curative and shoald
be comsider for those patierts yoinger than 0
vears old and TEB=@mgidll 100

Resuli:

Thirty-tero patierds 1rwmolved inthis stady Ilean
age was 459 year; most of patients wee fmale
[S0 9%arhile male orl yome patierd (3.1%45)

All patients preserted writh itching althoagzh it
varies with severity. Most of the patients
presented with jmndice (F0.8%) Fatizuabality
des cnbed indE 8% of patients. ETTC) pain foond
in 59 4% of them Encephalopathy diaznosed in
15.6% of paberts as a complication of chronie
Liver disease, three of them died . Fifteenperernt
prsented with upper gastointestinal tract
bleading, twerdy-five percert of patients had
esophagesl watees, twrenbyeizht persent of
patients had ascites and 34.4%: of patierts had
skinpizmentation [ Table2).  Pabents less than
A years old were 25 (87 5%0) patients, 53 6% af
themn had TE B=# mgidl. 393 had TEB nore
than mg Ml and 7.1 *hafthemhad nommal TSB .
[Tdle Floaguldion shnonmalities wpreserted
by polorg PT was fourmd in 531.53% of
patients.[Tdle 4],

Fegarding the liver biochendstyy, it was fowmd
that all patierds had elevated ALF [(mean 3.9
folds). 21% of pabterts had elevated hwver
ermymme A1T ard A5 T (meanof37 folds ard 36
fold s respactively). Fifty percent of patients had
lypoalboninenna

Tlree-quarter of patierds had A4 positive and
25 %% had regative resalt, ANA was positive in
21 5% ASTIA was posiive in @, 35 of patients .
[Tahle 4]

Liverbiops wras compatih lewithPEC in 5850
of pabermts;, cthers had Lver biopsy shoared
advance ivercirrhosis. (Tahle 4.

Primary biliary cirthosis associated writh many
diseases Inourstady 28.1% of patients had FEC
assoclated with artlwalmia, Sicca syrdrome
fourd in 125%, amd 8.5% hal fullblown
features of scleroderma, thyroid disease
mentored in 6.3 % of patients (Gall bladder
stones reported in @ 4%, of patients (Tahles)
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Discussion:
Oy stodsy shovwed that all patients presented

many stodies which showed that ALP
alrost always elevated in PBC and serara
lewel of armnotrasferases rarely increased
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with itching, most of them presented with
jaundice, fatigability move than half of the
patients had BUQ pain and some of them
presented with encephalopathy ,this
consistent with Puri A5 Eumar M, Gondal
F et al found that the PBC rare in India they
study 5 patients the yiound prontus jaumdice
Jand fatizabilitywere the rmost cornon initial
symptorns, hepatomegaly was seenin 4 of 5
and  associated anfolrmeiume disease  wers
present in 2 patients ,all patients pesented
with ruald hype thilinmbinemia ? 6 mgidl with
raized serurn alkaline phosphatase  lewel
(113 While in o patients 53 6% of patients
less than &0 year old kad TSB = 6 mgidl In
Indian experience 4 of 5 patents had A
positive while inour study AN posithe in
T5% of patients (113

W Rayw ki Feith D Lindor, G Fichard Locke
etal found that the majority of patie nts were
woraen 209 the medianage at diaghosis was
52 wears (12) In our study most of patients
were wommen 20.9% and diagnosed  at a
younger age (mear 459 vear). They found
that A0vIk posifive in 809 (1while n owr
study the ANIA positive in T30 of patients.
W RavEim Feith D Lindor, G Fickard Locke
etal. found that pruims  and jaumdice were
present in ondy @ patients (20%%) (120 This is
inconsistent with our finding, jaundice
described i 90 6% of patients and praritus
all patients.

About 1%, of patients prese nted with fatigue,
this is conmstent with She tlock 5 ScheuerPI
and Long BG SchenerPJ Sherloch 5 they
found that npto T8% of patients had fatigue at
presentation (13,14)

We found that 12 3% of patients had FBC
associated with Sicca syndrorae, while Culp.
K5 Fleming CE Duffy] et al found 40 t0 65
¥ of patients have dryeves and dry routh, 5-
15% had scleroderma (13),this is consistent
with our finding 6.3% of patents had
scleroderma .

A patients in oy study had elevated level of
AL Pi{mean3? folds), 8 Tand 5T elevated
m 21 2% of patients, thisis consiste nit with

roore than fve -fold abose nonmal. (16,17
Conelusion

1.All patients presented with itching z0 any
patient coraplain of iehing should drow &
sperial attention in a4 dagnosis and early
treatment .
2400 patients had high serum lewvel of
Llkaline phosphatase o thiz test can he
used as a screemng test in patients with
itching . 3. Ome forth of patients had ANA
hegathe variant so this test will he
urireliahle as ascreering testinIrag.

4, Cme-third of patients candidate for lser
transplant =0 we need to develop a ver
transplant center inJrag.
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