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Abstract

Background: Management and follow-up strategies for primary sclerosing cholangitis (PSC) vary. The
aim of the present study was to assess patient-reported quality of care to identify the most important
areas for improvement.

Methods: Data were collected via an online survey hosted on the EU Survey platform in 11 languages
between October 2021 and January 2022. Questions were asked about disease, symptoms, treatment,
investigations and quality of care.

Results: In total, 798 non transplanted people with PSC from 33 countries responded. Eighty-six per
cent of respondents reported having had at least one symptom. Twenty-four per cent had never
undergone an elastography, and 8% had not had a colonoscopy. Nearly half (49%) had never
undergone a bone density scan. Ursodeoxycholic acid (UDCA) was used in 90-93% in France,
Netherlands and Germany, and 49-50% in the United Kingdom and Sweden. Itch was common (60%),
and 50% of those had received any medication. Antihistamines were taken by 27%, cholestyramine by
21%, rifampicin by 13% and bezafibrate by 6.5%. Forty-one per cent had been offered participation in
a clinical trial of research. The majority (91%) reported that they were confident with their care
although half of the individuals reported the need for more information on disease prognosis and diet.
Conclusions: Symptom burden in PSC is high, and the most important areas of improvement are
disecase monitoring with more widespread use of elastography, bone density scan and appropriate
treatment for itch. Personalized prognostic information should be offered to all individuals with PSC
and include information on how they can improve their health.

Xyo0ho :

Eivon evolagépovoa n mapovsioon tov 0£doUEVEOV TOV GLAAEYONKOV a0 OTAVINGELS
acBevav pe Ipotoradn ZkAnpovrikr Xoiayyeutdo (PSC) péow epotmuatoroyiov
tov ERN RARE LIVER — ERN RARE LIVER PSC Working Group. [Tapd tovg
TEPLOPICUOVS TNG UEAETNG, OTMG TO YEYOVOS OTL 01 asBevelg TG LeAétng NTa Kuplog
yovoikeg (voonuo Pe yvooTd DYNAO emmOAAGUO GTO APPEV GUAO) HE LVYNAOTEP
eknpoodnnon and to Hvopévo Baciiewo kot ) ToArdio ( cuvolkd amdvimoov
acBeveic and 33 yopeg), etvon Tavto onuavtikd va divetal 0 Adyog 6Tovg 1010Vg TOVG
acBeveig Yoo TV €dvo IOV £YOVV Y10 TO. CLUTTOUATE TOVS, TNV UTPIKT EPOVTIdN
ov AapPavouv kot T dvvatdtnTa BEATIOONS GTNV EVNUEPMOT TOLG Y1a. T VOGO.

Ta vedtepa Piprloypaeikd dedopéva detyvouv 0Tt M €ykopn Odyvmon g vOoov
oyetileton pe koAvtepn emPimon (acbeveig pe 01dyvoon oe nikia <20 étn €yovv 2.5
QOPEC LEYOADTEPO OLAGTNUO EAEVOEPO UETAUOGYELONG), N EYKOLPT AVAYVAOPLOT TOV
EOIKOV PAVOTUTTOV, OTmG 1) cuvOmopén pe [oomadn dAeypovoon Noco tov Evtépov
(IBD) eivor onpovtikny oty apoAnyn €mmAoKdV, OTOG 1 VEOTANGIO TOV TOXE0G
EVIEPOL, 1M TOKTIKN mopakoAovOnon (>90% evacOnoia yw ™ Obyvoon o
ouvovoopog MRI/MRCP kot CA 19-9) yuo epedvion YOAQYYEIOKAPKIVOUOTOS ivat
ONUAVTIKY, KaODS 0 emmoracpdg Tov eivor onuavtikos ( €og 10%), , eved téhog M
kafodnynon oty €lhewyn Puapvov A, D, E, K eivar avaykaio, Adyo g
CLUVLTIAPYOVCAG OLGATOPPOPNONG, EOIKA GE TPoYWPNUEVN VOco) (Weismuller TJ
Gastroenterology 2017, Halliday JS J Crohn’s Colitis 2012, Fung WJG 2019, EASL
2022, AASLD 2022). AxolovBmvtog Tig Katevbuvinpleg YPOUUES, 6Tovg acbevelg pe
PSC ovomveton éheyyog pe ehactoypagio. TOLAGYIGTOV avd 2-3 €11, LIEPNYOS
kowkiag 1/kor MRI/MRCP emoimg, éheyyog ne DEXA xatd  owdyveoon, Evopén
Oepancioag pe UDCA, Oepomevtiky] ovTUETOMON TOV UETPIOV TPOG GoPapov



KVNoUoU, KOAOoKOTN o™ (Kot EAEYYOG TOL EILE0V) TOLAGYIOTOV KATA TN O1dyveon Kot
emoviAnyn ovd 5 étn yw depedvnon ovvomapéng IBD, moapakoiovOnon yuo
EUQAvVIoN veomAaciag Tov mayéog eviépov o€ acBeveic pe PSC-IBD kdbe 1-2 €1,
EYKOPN TOPOUTOUTT GE KEVIPO EUTEPOYVOUOGUVNG Yo EvTaln o€ KMVIKES HeAETEG
KOl OVTILETOTIOT TOV EXMAOKOV TPOYWPNUEVNG VOGOV (EASL 2022, AASLD 2022).
Yty mapovoa gpyacio 1 Walmsley M. kot cvv. (ovoa 1 0o acBevig kot vrevdovn
TOUEN EPEVVITIKMV GTPATNYIKOV 6TOV Un kepdookomikd opyavioud PSC Support/UK)
Tapovctlel pe TV kafodnynon E0IK®V 6Ta aVTodvoso voonuata nratog (Bergquist
A., Schramm C., Lleo A., Carbone M.) 11¢ amavtioelg 798 un HETAUOGYEVUEVDV
acBevav pe PSC. Zopeova e TIg OTOVTGES GTO GLYKEKPLUEVO EPMTNUATOAOY1O, TO
48.6% 1V 060sv@V 0gv ELEYXOTAV TAKTIKA pe ehactoypapia, eved to 24.2% dev elye
eleyyBet moté. To 11.4% dev eheyyOTOV CLGTNUOTIKA, EITE PE VIEPNYO KOG, €iTE [
MRI kot 10 7.6% 100V acBevav dev elxe vroPAndel moté oe vépnyo kowkiag. To 8.1%
TV acbevav dev elye vmoPAndel e kolookomnon kot 10 14.8% tov acbevav pe
PSC-IBD vrofdrroviav oty e&étaon avd daotiuata tave and 2 £tm. To 50%
uévo giye voPAndei oe Eleyyo ootikng mukvotntag (DEXA). Zyetikd pe ) Oeponeia,
UDCA erapPave 10 70.9% tov epombéviov, eved 10 41% cixe epombel yn
OCLUUETOYN O KMVIKEG peAétec. Xyetwkd pe T Oepameion Tov pETprov-coPapov
KVNGLOL, omowadnmote Bepameio eAdupave to 49.6% tov gpombéviov. Ot topueic
610VG omoiovg mave amd 10 50% tov aclevav {ntovce meEPIGGOTEPT TANPOPOPTON
Kot kafodnynon aeopovce ot JSTPOPY), GTNV TPHYVOCN NG VOGOL Kol OTN
Bedtiowon g vyelag Tovg cvvokd. E&icov evdiapépovoa ftav kot 1 HEAETN TOV
Younossi ZM wo1 ovv. (Hepatology 2018), 6mov €ywve mpoondfeio amotOnmong Le
online €pOTNUATOAOYIO TOV CUUTTOUATOV TOV 0GOEVOV KOl GUGYETIONG HE TNV
npoodo ¢ vocov. Emiong, n pelém tov Bowlus CI ko ovv. (Clin Gastroenterol
Hepatol 2019) pe amovtioelg tov acBevov péocom tov PSC Patient Registry, mov
£0e1&e 0T KaT® Tov 60% eAdppavav UDCA.

YOUTEPOAGLATIKE, 1| TOPOYN VYEWOVOUKNG TTepiBaiyng otovg acBeveig eivarl avaykaio
vo akoAovBel TG mo TPOGPaATO avaveoUEveg KatevBuvinpileg ypaupés. Ewdwd oe
omdvia Voonuota €ivotl SNUOVTIKY 1 TApOoLGia avayveopispévay opddwmy aclevav,
OV GE€ GLVEPYACIN UE EWOIKOVG EMAYYEALATIEG VYEIOG VO LTOPOVV VO EVILEPDVOLV
Kol va vrootnpilovv toug acbeveic.
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