¥ P ¥

HHBOT
P JEIA Ein
:.-.l:.,_.... omofanian Toba. BhtE maraiky Life is a pazzle,

b b d. o sk collect it

*usor co Npeagussuum / Jeta me Sfida / Life With Challenges

AJIA’KNJI CHHAPOM

Alagille - MKB Q 44.7

Alagille Syndrome MKb 044.7

e FERPEEN

ATy CUHIIPOM € MYJITH-CUCTeMCKa HaclieHa Oosect. JlenaTta co Anaxun CHHIPOM OOMYHO
CTpajaar o MPOrpecrBHA 3ary0a Ha KOJIYHUTE KaHAJIM BO PAaMKUTE Ha IPHUOT APOO BO TEKOT Ha
IpBaTa roJliHa o]l Y)KUBOTOT U CTECHYBaIb€ Ha JKOJIYHUTE KaHAJIM HAJABOP OJ] LPHUOT apob. Toa
JIOBEyBa 10 0OpEMEHYBabE Ha JKOJTYKATa BO LPHHUOT JIPO0, MPEIU3BUKYBajKH OIITETYBAKE Ha
KJIETKUTE Ha LIPHUOT ApoO U MOXKeE Ja JoBee A0 1upo3a Bo okoiy 30-50% Ha morojeHuTe nena.

CumnromMu

CHUMITOMH Ha aJIaXKHI CUHAPOM C€ KOJITUILIA, 6.]'[6)11/1, TCYHU CTOJIMIH U MaJI PacT BO IPBUTC TpU
Mecen o] )KUBOTOT. [To1011Ha, MOCTOjaHa KOJITHUIIA, YelIamhe, MACHU JICTIO3UTH BO KOXaTa U
3a0aBeH pacT M Pa3Boj BO TEKOT HAa PaHOTO JETCTBO. boecra yecto ce cTabuin3upa Ha BO3pact
nmoMery 4eTBpTaTa U Jiecerara rojiMHa cO MoJA00pyBamke Ha CUMIITOMHUTE.

OOMKOT Ha KOCKUTE Ha 'pOETHUOT CTOJIO MOXKeE J]a M3IJIe[a Kako Kpuiia of1 enepyTka Ha
pEeHTIeH, HO oBaa (hopMa PeunCcH HUKOTAIl He TIPEIM3BUKYBa HUKAKBU MPOOJIEMH cO PyHKIIHjaTa
Ha HEpBUTE BO 'pOETHHOT MO30K.

[ToBeke ox 90% ox nenara co ajlayKui CHHAPOM MMaaT HEeBOOOMYaeHU aOHOPMATHOCTH Ha
ounte. EkcTpa, KpyXHM JMHUU Ha MOBPIIMHATA HA OKOTO MOXeE Jla C€ OTKPHjaT 3a BpeMe Ha
CTICTIMjTUCTUYKO HCIIUTYBamke Ha ounTe. OCBEH TOa, HEKOH JIella MOKE J1a MMaaT HEKOU
IpOMeHHU BO (pyHKIMjaTa Ha OyOpe3uTe, MOKe J1a UMaat Maiu OyOpe3u Wi LUCTH BO OyOpesnuTe
KOM MOJKaT Jia TIpeIN3BUKAaT HUBHA HaMalleHa (DyHKIMja UM HUBHO OTKA)KyBambe.
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MHory 10KTOpH BepyBaaT JieKa IIOCTOU MoceOeH U3IJie]] Ha JULIETO MO KOj MOr0JIEMHUOT A€ O
nenara co Anakuil CUHIPOM I'M IPABU JIECHO Mpeno3HaTiInBU. KapakTepucTukure BKIyuyBaar,
LIMPOKO YEeJI0TO, 171a00K0 IOCTAaBEeHU O4H, IIPaB HOC U Majla HCTaKHaTa Opajarta.

Kouky 4ecTo ce mojaByBa AJ1amus CHHAPOMOT?

Anaxun cuHapomot ce rojaByBa Ha 1 ox 100.000 nmyre 6e3 pasnuka 1aiau ce of] )KCHCKU WU
Mmaiku poa. [ToBekero fena ce qujarHocTUIIMpaaT Ha BO3PACT IoMaja o1 6 Meceny nopaiu
10jaBa Ha CUMIITOMHUTE KapaKTEPUCTUYHH 32 AJIQXKUII CHHAPOMOT.

ujarnosa

bunejku cumrromute Ha AJTaXHT CHHAPOM C€ PA3IMKyBaaT U OUJICjKH MHOTY PETKO Ce
CPETHYBa OBOj CHHIPOM, 3a00JTyBAETO TEUIKO Ce IMjarHocTuIupa. Jlekapor tpeba na u3Bpuiu
TeMeJeH (PU3UYKH Mperyie 3a J1a Ce YTBPIM MOMEHTATHATa KJIIMHUYKA COCTOj0a Ha MAIIMEHTOT.
AKO IOCTOM COMHEX 3a AJIKWIJI CHHJIPOM, TpeOa Jla ce HarpaBaT CICTHUTE TECTOBH U
CTICTIV]JTMCTUYKH TTPETIIC/IH:

- HcnuryBama Ha KpBTa 3a Ja ce mpoBepH QpyHkuujara Ha HpHUOT apod (ACT, AJIT,
I'TT) v HyTPUTUBHUOT CTaTyC

- T'eHercku ucTpaxkyBama 3a Jia ce IpoBepy Jainu uma mytanuja Ha JAG1 reHot

- YarpasBydeH Iperiies] Ha CTOMaKoOT 32 Jia Ce IPOBEPH AaJH UMa 3roJIeMyBamkbe Ha IPHUOT
Ipo0

- buoncuja Ha npHUOT ApoO 32 A2 ce MpoBepH OPOjOT HA HAMAJICHUTE XENATaTHH KaHAIN

- Kapauonomku npernen 3a i1a ce mpoBepar aAedopMaiiiy Ha CpLETo.

- OdramomosomKy mperies 3a aa ce MPOBEPH 3aJHUOT €eMOPHOTOKCOH.

- Pentrenonouku npersien 3a Jia ce NpoBepH 3a aOHOPMAIHOCTH Ha 'pOETHUOT CTOJO.

- HcnuryBama Ha KpBHHUTE CaJJOBH

- YarpasBydeH mperiies Ha OyOpesuTe Ja ce MpoBepH 3a AOHOPMATHOCTH.

3a 1a ce MOCTaBM AMjarHo3aHa AJlaXui CUHAPOM, MOTPEOHO € Jja ce MMa O3UTHBHA OuoIicHja Ha
L[PHHUOT P00 U MPUCYCTBOTO HA TPHU OJ1 CIIETHUBE CUMITOMH:

- CumnTomu Ha HapyileHa (QyHKIMja Ha LPHUOT Apo0

- CpueBu aOHOPMAJIHOCTH U IIyMOBHU

- CkenetHu aOHOPMAITHOCTH

- TunuyHM KapaKTEPUCTHKH HA JIMIETO 32 aJaKUJI CHHAPOM

Tperman

CrpaByBameTO CO OBa 3a00JIyBarmke € CBEIEHO MPBEHCTBEHO HA CIIPEYYBAhE Ha KOMILTUKAIIHATE
U JIEKyBame Ha cuMnToMuTe. Ha noeHunmara co Anakusl CHHAPOM UM Ce J1aBa oceOHa MiIeuHa
dhopmyna 6orata co cpeaHo nandanu Tpuriuiepunu (MCT) 3a na ce 3rosemu arncopmiigjaTa Ha
MmacTu. llenTa e ga ce MOTTUKHE PacTOT M Pa3BOjOT HA OBUE Jiela. AKO OpaTHUTE 03U HAa OBUE
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BUTaMHHUHE C€ JIOBOJIHH, TOTPEOHO € J1a Ce JaBaaT BUTAMUHCKHU MHjEKIIUU HA OJIPEICHH
BPEMEHCKHU MHTEPBAJIH. 3a JIa Ce MOA00pHU HyTPUTUBHUOT CTAaTyC Ha JIETETO MOXKeE Ja Ouie
noTpeOHO Ja ce arIMIMpa Ha30TaCTPUYHA COHJIA WM TacTPOCTOMA MPEKyY Koja Ke ce 1o1aaat
JIOTIOJTHUTETHH MOTPEOHM KAJIOPUU BO TEKOT Ha JIEHOT. PacToT Ha 1eTeT0 MOKe 3HAYUTEITHO J1a
ce 3a0p3a ako ce moJ00pH HYTPUTUBHUOT CTAaTyC. YOTpedaTa Ha JIGKOBH, KaKO IIITO Ce
(beHoOapOouTOH, X0JIeCTHPAMUHN YPCOC30KCHXoIHa KucenuHa -ursodeoxycholicacid (Actigall,
Ursobil, Ursofalk) moke 1a 6uaat KOpUCHH BO MHIWBHIYATHHOT TPETMaH Ha MAIlUCHTUTE.
Hpyru nexoBu kako mto ce Atarax u Benadryl mosxe gamagar mpuBpeMeHO OJIECHYBambE Ha
CUMIITOMUTE. AHTHOMOTCKA Teparuja MoXe Aa Oue morpedHa 3a 6opda co ypuHapHUTE
WH(EKINH TPEIU3BUKAHU O] TOJIEMUOT OpOj IIMCTH BO OyOpe3uTe.

XHpypLIKH TPeTMAaH Kaj enara co Ajaui cuuapom: TpaHCIUTaHTalMja Ha IPH Apo0 mocie
HacTaHarta Upo3a. XUPYPIIKK TPETMAH Ha MHEIOyTepHYHa CTeHO3a (KaHAJIUTE KOU U3JIeTyBaat
on OyOpesuTe mopaau nedopMalija u CTeCHyBame Ha uctute). Jlemara co oBa 3a00yBame
MMaaT BUCOK PH3HK OJI IIOCTONEPATHBHUA KOMIUTUKAIIMU TIPH OTIEPATHBHUOT TPETMAH MOPAIH
CHHTETHU3UPABHETO Ha AHECTETUIIMNTE HU3 LIPHUOT JPO0.

ITpornosa

HcTpaxyBamara mokaxyBaaT ieka 75% oj Jenara IujarHoCTULUPaHU CO AJIaKUJI CHHAPOM
poceyHo kwuBeat 10 20 TOAMIITHA BO3pACT, MOPAH COOABETHU XENAaTONPOTEKTUBHU H
KapIONPOTEKTHBHU TEPAINH, OBaa CTAallKa Ha MPEKUBYBAbE CE 3roJeMyBa. MHOTY BO3pacHH CO
Anaxnn CHUHAPOM KOj nMaat MmpaBuJICH TPETMAaH BOJAaT HOPMAJICH U IPOAYKTHUBCH KUBOT.
CMpTHUTE cilydau Kaj Jiyfe co AJaXuil CHHAPOM HajuecTo ce MPEJU3BUKAaHU Of] OTKaKyBambe Ha
LPHHUOT Apo0, CpLieBU MPpodsIeMU U aDHOPMATHOCTH Ha KPBHUTE CaZIOBHU.

CoBeTH 3a M0JIECHO ClipaByBam€ CO Anaxna CHUHAPOM

MHory e Ba)KHO MallMeHTUTE J]a C€ KOHTPOJIMPaaT PEJOBHO U Jia CE MpaBaT UCIHUTYBAHba BO
Cllydaj 1a HacTaHaT KoMIUTUKaun. Tpebda 1a ce BoAu rpuxka 3a CIpaByBambe CO
KapAHOBacKyJIapHUTE 3a00yBamka U CO XpPOHUYHUTE 3a00TyBama Ha IPHUOT JIpo0. JJokonky
MMa KOMIUTUKAIIUU J00PO € MAIMEeHTUTE J]a C€ KOHCYJATHUPAaT CO CyOCTIeIINjaTiCT U CTICIIH]aJIUCT.
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